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KiaioueBsbie CJioBa



CIIMCoOK CoKpalleHun

Amno-TICK - TpaHCIUIaHTAaLMS aJ/UIOT€HHBIX T'eMOIO3TUYECKUX
CTBOJIOBBIX KJIETOK

AJIT — ananuHaMuHOTpaHcdepasa
ACT - acnmapraTaMuHoTpaHcdepasa

AyTo-TT'CK - TpaHCIUIaHTaMg ayTOJIOTUUYHBIX TeMOIO3TUYECKUX
CTBOJIOBBIX KJIETOK

AUTB - akTUBMpPOBaHHOE YaCTUUYHOE TPOMOOIIACTMHOBOE BpeMS
BPB - 6e3pennauBHas BbIKMBAEMOCTb
BKJI — Bo/1oCcaTOK/I€eTOUHBIN JI€MKO3

BO3 knaccudukauus — kaaccuukauyusi BceMupHOii opraHmsanum
3IpaBOOXpaHEeHMUSI

['-KC® - rpanynoLuUTapHblii KOJTOHMECTUMYIUPYIOIINI (pakTop
UT - MHOYKUMOHHAS Tepanus

WUTK - TMpO3UMHKMHA3HbII MHTUOUTOP

KU - knnHMyeckue uccienoBaHms

KM - KOCTHBI MO3T

KT — xommbioTepHas Tomorpadus

JIb — numdoma Bepkurra

JIBJI — numdobnactHas rmmdoma

JIIAI' — makTaTomeruaporeHasa

MOB - MuHMMaJbHAsI OCTaTOUHas 60Ie3Hb
HXJI — HeXOmKKMHCKME JTMMGPOMBbI

OAK - o6muit (KITMHUIECKUIT) aHa/IN3 KPOBU

OB - 001128 BEIXKMBAEMOCTD



OJI — oCTpbIit 1€iK03

OJIJT — ocTpblit 1MM@O0O6IaCTHBIN JIEIIKO3

OMJI - oCTpbIit MUEIOUIHBIN JIeKO3

OPZIC — oCTphlii peClIMpaTOPHbIN IUCTPECC-CUHIPOM

OT-TILIP - nmonuMmepa3Has IielHasl peakuus ¢ 0OOpaTHOI
TPaHCKPUIILMEn

[IP — nmonHas pemuccus

[TLP - monmumepasHas LierHas peakius

[TI9T/KT — 1O3UTPOHHO-3MUCCHOHHAS KOMIIbIOTEpHAsI ToMorpagus
TI'CK — TpaHCIIaHTalLMS TeMOIIOITUYECKUX CTBOIOBBIX KJIE€TOK
V1[I, — ypoBeHb JOCTOBEPHOCTM A0OKA3aTEbCTB

V3U - yibTpa3ByKOBOE UCC/IeJ0OBaHMe

VVP - ypoBeHb yoeIuTe/bHOCTY PEKOMEH 1AL

XT — xummoTtepanms

XMIJT — XpoHMUYEeCKUIT MUET0IeNKO3

LIMB - nutomeraaoBupyc

ITHC — ueHTpa/sibHasI HEpBHAs CUCTeMa

OKT - anekTpokapauorpadus

9x0KT - sxokapauorpadus

CD - xnacrep nuddepeHIMPOBKU

ECOG (Eastern Cooperative Oncology Group status) — 1mKanaa oLieHKMU
COCTOSIHMSI TalMeHTa 10 KpuTepusm BOCTOUHOI KOOIlepaTUBHOI
OHKOJIOTMYECKOW TPYIIIIbI

EWALL - EBpomelickas ucciefoBaTe/ibCKasi TPyIia I0 U3YYEHUIO
ocTporo aum@o61acTHOTO Jiejiko3a

FISH-uccienoBaHue - wucciaegoBaHue MeTOOOM (IyopeciieHTHOI
rubpuan3anum in situ



GMALL - Hemeuxkas wuccienoBaTe/lbCKasg TIpynna M0 WU3YYEHUIO
ocTporo aum@o061acTHOTO Jieiiko3a

GRAALL - ®paHIiy3cKas MUCCIemoBaTe/lbCKasi IpyIira 0 U3YyUYeHUIO
ocTporo aMmM@o61acTHOTO Jiejiko3a

MD Anderson CRC - AmepukaHCKas WMCCaedOBaTeNlbCKasl TpyIia
OHKOJIOTMYECKOTO HayYyHOTO LeHTpa umMmeHu M.[I. AHiepcoHa

Ph+ OJIJT unu Ph-nosutuBHbiii OJIJI — ocTpbiii 11uMdOOIaCTHBIN
JIeMKO3, IIPU KOTOPOM OIlpeieniesieTcsl TpaHcaokauus t(9;22)

Ph- OJIJI wiu Ph-neratuBHbiii OJIJI — ocTpbliit 1nM@oO6IaCcTHBIN
JIeIKO03, IpM KOTOPOM He 0OHApy>KMBaeTCsT TpaHCAoKaLus t(9;22)

RALL - Poccuiickas uccienoBaTelbCKas IpyIima o Je4eHU OCTPOro
nuM@doJieiiko3a y B3pOCIbIX

TdT —-TepMuHanbHas Ne30KCUHYKICOTUAMATPaHChepasa

*# - XM3HEHHO HeobXomyuMble U BaskHellMe JieKapCTBEHHbIe
rpernaparsl

# — mpemapar, IPMMEeHSIOLINIICSI He B COOTBETCTBUM C IIOKA3aHUSIMU K
IIPYMMEHEeHUIO U IIPOTUBOIIOKA3aHUSIMM, CIIOCO6AMM IIPUMEHEHUS U
mo3aMy, COAepsKalMMMCSI B MHCTPYKUMM [0 IIPUMEHEHMUIO
JIeKapCTBeHHOro npernaparta (opd-eiidmn)



TepMMUHBI U onIpeae/IeHUs

Octpbie aMM@POOGIACTHBIE JIEIKO3bI — 3TO IeTeporeHHasl IpyIina
KJIOHAJbHBIX  3a00/ieBaHMIfI  CUCTEMBI  KPOBM, BO3HMKAIOIIUX
BCeAcTBUe MyTaluu B T- min B-KkieTKkax-mpeaiiecTBeHHUIIAX.

Ph-HeraTuBHbIe ocTpbie JuMGO00OIaCTHDBIE JIETKO3bI — 3TO TPYIIIIA,
00beIMHSIONIAs HECKOJAbKO IIOATUIIOB OCTPBIX JMMQOOIaCTHBIX
JIeIKO30B, MpPU KOTOPBIX He OOHapyxkuBaeTcs Guamenbhuiickas
xpomocoma (Ph-t(9;22)). B Hee BK/loueHbl Bce B-kierouHbie u T-
KJIETOUHbIe OCTpble JuMQOOIaCTHbIE JIeiKO3bl U JMUMQOOIaCTHbBIE
TUMGOMBI.

Ph-1nio3uTuBHBINI OCTPbIN TMM(OOIaCTHBIN JIETIKO3 — 3TO BapMaHT
octporo JauM¢OOJIaCTHOTO JIeiiKo3a, MpPU KOTOPOM METOAOM
CTaHJAPTHOrO LMTOreHeTuueckoro ucciegoBanust (G-banding) mnm
MmetonoM FISH ompepensercs TpaHcoiokauus t (9;22). IuarHos Ph-
TO3UTUBHOIO OCTPOro JMM@POOJACTHOTO Jeiiko3a He MOXKeT ObITh
OCHOBAH TOJIbBKO Ha METOe MOJIEKY/ISIDHOM [OeTeKIUU XUMEPHOro
TpaHcKpunTa. LiutToreneruueckoe unu FISH (MmeTon, dryopeciieHTHOM
rMopuan3anum in Situ) MCCAeJOBaHMS SBJSIIOTCS 00S13aTe/IbHBIMMU.
MeTonoM IOMMMeEpasHOM LIEIHOM peakluy OIpenesieTcss BapuaHT
XMMEPHOT'0 TPAaHCKPUIITA, KOTOPBIN B Aa/IbHENIIEeM UCIIOIb3YeTCS OJIsl
MOHUTOPUHTAa MUHMMAa/IbHOJ OCTaTOYHOI 601e3HNA.

IlomHass pemuccuMsi — 3TO COCTOSIHME KPOBETBOPHOWM TKaHM, IIPU
KOTOPOM B MYHKTaTe KOCTHOTO MO3ra oOHapykmuBaeTcsl 5% 1 MeHee
6/1aCTHBIX KJIETOK IIPM HOPMajJbHOM COOTHOIIEHUM BCEX POCTKOB
KpPOBETBOpPEHMS, TIPU KOJNMUYeCTBe HeMTpopuiIoB B nepudepmueckoi
KpoBu 60see 1,0 x 109/n, IIpY KOJIMYECTBE TPOMOOIIMTOB Oosiee Mu
paBHoMm 100 x 109/J'I, IIPU OTCYTCTBUM 3KCTPaMeny/UISIPHbIX O4aroB
nelikemuueckoro pocta. KonHcratauysi mMopdoaorudecky IOJTHOI
pemMuccumn (COOTBETCTBEHHO, OlleHKa pPEe3UCTEHTHOCTM)
OCYIIeCTBJISIeTCS IMOO Mociie rnmepBoit dha3bl MHAYKIMOHHONM Teparuu,
aubo 1ociae BTOpoii. IIpM OTCYTCTBUM TOJNHOM PeMUCCUM TOC/Ie
3aBepllIeHMs] IBYX 3TallOB MHAYKIMOHHOM Tepanuyu PerucTpupyeTcs
pedpaxkrepHas ¢opma ocTporo JuMdEpOOIaCTHOTO Jjeiiko3a. B aToii
CBSI3Y HEOOXOAMMO MOAYEepPKHYTb, YTO y psila MalMieHTOB MocC/Ie
3aBepiieHnus1 BTOpoOi (asbl MHIYKIIMOHHONM Tepanuu Ha QoHe
BOCCTAHOBJIEHUS KPOBETBOpPEHMS rocsie LIMTOCTATUYECKOTO
BO3JENCTBUSI B paHHME CPOKM TMOCIe ero 3aBeplieHUsI MOXKeT



OTIpeNeNsiTbCS YBeIMUEHHbBIV IPOLIeHT 6/IaCTHBIX KaeToK (mo 10-12
%). B aTom cinyuyae (0COOEHHO ewIM TOJMHAsE peMuccusi Oblia
3a(puKCHMpOBaHa Mocjie nepBoit Gasbl MHAYKIMOHHONM Tepalnu) yepes
HeJleNi0 Ha (OHe BOCCTAHOBJIEHHOTO KPOBETBOPEHMSI 11€1eCO00pa3HO
BBITIOJIHUTD ITOBTOPHYIO CTEPHAJIBHYIO MyHKIIMIO.

[TonHag pemuccusi ToApasAesieTcsi Ha TPU OCHOBHBIX Tura: 1)
LIUTOTeHeTnYeckas, 2)  MOJeKy/JsipHasi, 3) C  HENOJHbIM
BOCCTAHOBJIEHMEM TIOKa3aTejeil Iepudepuyeckoii KpoBM, KOrIma
yucio HeintpoduiaoB meHee 1 x 107/m, a TpombouuToB MeHee 10 x
109/11. [TocnenHsist  KaTeropmus  OroBapuBaeTCsd  CHELMAVIbHO,
TIOCKOJIbKY, 10 PSIAY JaHHbBIX, IIPOTHO3 Y TAKUX MAlMEeHTOB HECKOJIbKO
xyxe. [Ipy 3TOM 3KCIepThl HE peKOMEHAYIOT KOHCTAaTUPOBATD Y TAKUX
MalMeHTOB IIOJHYI0 peMuccuio. TeM He MeHee BHE KIMHUYECKUX
MccaeqoBaHmii 9Ty GOpMyJIMPOBKY OTBeTa IMIPUMEHSIIOT PeaKo.

YactuuHas pemuccusi (YaCTUYHBLIA OTBET) — 3TOT TEepPMUH
PEKOMEeHIYIOT MCIIOJIb30BATh TOJIBKO B KIMHUYECKUX UCUIeLOBAHUIX
[-II da3pl, oOlLleHMBAOIIMX IMPOTUBOOIYX0JEeBYI0 3h(PeKTUBHOCTD,
TOKCUMYHOCTD, IIePEHOCUMOCTb HOBBIX IIpeliapaToB U OIpenessIionX
ONTMMaJIbHbIE NO3bI 3TUX IIPernapaTos.

PesucrentHass ¢opma - »3r1a ¢dopma 3aboeBaHMsI, KOTOpas
KOHCTATUPYETCSI TPU  OTCYTCTBMM TIOJIHOM PEMMCCUM  TIOCIIE
3aBepiIeHNs ABYX a3 MHIYKIMOHHOM Tepartmin.

PaHHSSI CMepTh — 3TO CMepThb IallMeHTa B Iepuoa MHAYKIMOHHOM
TeparmMy  (OBYX a3 MHOYKUMM OIS  OCTPBIX JMM@POOIaCTHBIX
neiiko3oB). CriemyeT IOAYEPKHYTh, UTO OSTOT KPUTEPUIL SIBJISETCS
0000mIaIIMM OJI IOHSTUS TI'Mbenu mamueHTa B IIpoliecce
MHOYKIMOHHOM Tepanuu. Yaile MCIOAb3YIOT TEPMMH «CMEPTb B
IepMon MHAYKLUMM», UTO 0O0jee UYeTKO OTpaskaeT CUTYyaLMIo,
TIOCKOJIbKY B psiZie CJIy4aeB CMEPTh IallieHTa MPOVCXOAUT Ha BTOPOIA
dbaze MHAYKIMOHHON Tepanuu, TIIpU STOM Y HuUX OblIa
3aperucTpupoBaHa TIOJHASI peMMCCHMSI IIocjae  mepBoii  ¢ha3sl
MHOYKIMOHHOM Tepanuu. B aTuX caydasix cMepTh pacCMaTpUBAIOT Kak
CMepTh B KOHCOAUIALUMU MAM CMEPTb IOC/Ie OOCTVDKEHUS ITOJTHOI
pPEMUCCHUNA.

PenaMB — 3TO COCTOSIHME KOHCTAaTMPYeTCSl MpM OOHApYKeHUM B
IIyHKTaTe KOCTHOTO Mo3ra Oosee 5 % O61acTHBIX KJIETOK. PenuauB
3a00/ieBaHMSI He KOHCTATUPYETCS IpY OOHApy:KeHUM B OUepegHOM
KOHTPOJIbHOM ITYHKTATe KOCTHOI'O MO3ra 0osiee 5 % 6/1aCTHBIX KJIETOK,
HO MeHee 10 %, B Tex ciayyasix, KOrma ITYHKIIMS KOCTHOTO MO3Ta



IIPOMU3BOAUTCS B paHHME CPOKM II0CIe Kypca XUMMUOTepanuu Win
MCIIONIb30BAIMCh POCTOBbIE TeMOIIO3TUYeCKMe (aKTOpbl C Ieblo
COKpallleHusT  Ilepuona  HeMTpolieHuu, TIpUu  STOM  aHaJIU3
nepudepuyecKkoin KpOBU HOpPMaJIbHBIN " OTCYTCTBYIOT
3KCTpaMeny/UIsIpHble TTopaskeHus. Bropast auarHoctuyeckass myHKIMUS
ocylecTiseTcs yepes 7—-10 mHeit mociie nepBoit. Ecianu coxpaHseTcs
TIPOLIEHT GIACTHBIX KJIETOK BbINIE 5 MM OTMeUaeTCss UX yBeauueHue
(Hanmpumep, ¢ 7 10 13 %), TO KOHCTATUPYETCS peLuanB.

Panunii periuaus — 3Ta GopMa peliaBa Ha3bIBaeTCsI B TOM CIy4dae,
eC/IM OH PerucTpUpyeTcsl paHbllle, yeM uepe3 IOJrola OT MOMEHTA
OKOHYAHMS TOAJEePKMUBAWOIIEN Tepanuy WIM Ha Tepanuu Iocie
OOCTVKeHUST peMuccuu. Ilo3gHMM cumMTaeTcss TOT peluanB, KOTOPI
BO3HMKAET uepe3 MoArofa 1 6ojiee OT OKOHUYAHMS IO IePKMBAOIIEN
Tepanuu. PeluauBOM TakKe SBJISETCI U BHEKOCTHOMO3IOBOE
ropaxkeHue (HelpojekeMusi, TMOpakeHue SguYeK, YyBelndyeHue
cejie3eHKM U T. [.) Oaxke MpU OTCYTCTBUM U3MEHEHUN B KPOBU U
KOCTHOM MoO3re. BHEKOCTHOMOS3IrOBble peuuauBbl  (0OCOOEHHO
MOpakeHue LEeHTPAJIbHOW HEPBHOM CUCTEMBI) IIPU MUCIIOJIb30BaHUU
COBpEMEHHBIX ITPOTOKOJIOB JIEUeHMSI BCTPEUaIOTCs IMPUOIM3UTETbHO B
4-8 % cayuyaeB. ECiM KOHCTaTMPOBAH  M30JIMPOBAHHLIN
BHEKOCTHOMO3IOBOJM peuuauB, TO, KpOMe JIOKAJbHOM Teparun
(meueHue HeliposielikeMuu, ob6aydeHMe/ymanieHue siMUKa, yhaaeHue
JIeIKeMMUeCKOro ovara B SIMYHMKE U T. [1.), 00sI3aTeIbHO IIPOBeIeHNe
M  CUCTEMHOM  WMHAYKIMOHHOM  Tepanmuu 1O  IIPOTOKOJIAM,
MPeIyCMOTPEHHBIM [IJISI TAKUX PELUANBOB.

MuHuMaJbHasi OCTaTOYHasAs OoOJIe3Hb, WIM  MUHMUMAaJIbHAS
pesuayanabHas 00je3Hb — 3TO HeOOJblllasi MOITYJSILMS OITyXOJIEeBbIX
KJIETOK, KOTOpasi He MOKeT ObITh 3adMKCUMpoBaHA C TMOMOIIbIO
CBETOBOTO MMKPOCKOIMA, HO OOHapykuBaeTcsi Oojiee TOHKUMU
MeTOofaMM UCCIeNOBaHMs, BBISB/ISIOMUMMU 1 JIefiIKeMUUYeCKYyI0 KIeTKY
Ha 104_6 uccienyembix. OCHOBHBIMM  METOOAMM  JE€TEKLUU
MMUHMMAJIBHOM  OCTAaTOYHOM  OOJIe3HM  SIBJSIIOTCS  IPOTOYHAS
LIUTOMETPUS U  T[OJMMepasHas lienHas peakuus. MeTonbl
CTaHAAPTHOI'O LIMTOreHeTuYeckoro mucaiegoBanus u merton FISH He
MICTIO/Ib3YIOTCS B 1EJISIX OLIeHKM MUHUMAaJIbHOM OCTaTOUHOM 60/Ie3HM.

HI/ITOI‘QHETI/I‘IQCKEUI peMmuccus - 3TO ITOJTHAa4A KIIMHUKO-
remMaTo/iormueckKkasa pemMuccuda, I1npm 3TOM MeETOdaMMU CT&H,Z[&pTHOfI
OUTOIr€eHeTKM He BbIABIAIOTCA MCXOAHbIe aHOMA/IMM KapMOTHUIIA,
KapnoOTUII OOJDKeH OBITH HOPMAaJIbHBIM, da quciio
IIPpOaHAJIN3NUPOBAHHBIX METad)aB JO/DKHO COCTaBJISITb HE MeEHee 20.
LIuTOoreHeTnyeckasi peMucCcrsa — HOBOe IIOHATHE, IIOABUMBIIeeCd IIPpU



PEeryJiipHOM  MCIIOJIb30BAHMM  METOHOB  LIUTOT€HETUKU  [JIs
MUCCIeNOBAHMI ITYHKTATOB KOCTHOTO MO3ra B IIepuon, TIOJHOM
pPEeMUCCUMN.

IluToreHeTMYECKUi T penuauB — 3TO PENUAUB, KOTOPBI
KOHCTaTUPYETCS IMPY HAJMYMK B ITYHKTATe KOCTHOTO MO3Ta MUTO30B C
XPOMOCOMHBIMM abeppauysMy, KOTOpble OOHapyskeHbl B [e010Te
3aboyeBaHMsI Ha (OHE COXPAHSIONIENCS KIVMHUKO-TeMaTOMOTMY€eCKO
PEMUCCUMN.

MonekyisipHasi pemuccus - 9TO I1OJTHAsI KJIMHUKO-
remMaTojiornyeckasi peMucCusi Mpu OTCYTCTBMM B KOCTHOM MO3re
VCXOOHO  OIIpedesiBIIMXCSI METOAOM IIOJMMEpPAa3HOM  LieIMHOM
peakuMM  MOJEKYJSIDHbIX  MapKepoB  OCTPOro  Jjeiko3a C
YyBCTBUTEIBHOCTBIO MeToma 10 ~. DTO Takke HOBOe IIOHSATHE,
CTaBlllee B HacTosllee BpeMs KiawueBbIM. CienyeT OTMETUTb, UTO
MOKET OBbITh OCTUTHYTA LIMTOTeHeTHUYECKas peMUCCHS, HO IIPU 3TOM
MOJIEKYJISIDHbIE MapKepbl MOTYT €llle OIpeneisiThCs.

Moeky/asipHbIN peuuaus — 95TO I10SIBJIEHUE MICXOOHO
omnpenensaBIINXCSI MOJIEKY/ISIPHBIX MapKePOB OCTPbIX JIEIKO30B B IBYX
IOBTOPHBIX aHaAM3ax (MMPOBENEeHHBbIX C KOPOTKMM WHTEPBaJIOM
BpeMeHM) Ha ¢GOHe CcoXpaHSIoeiics KIMHUKO-TreMaTOoJIoTUUYecKoit
PEMUCCUN.

BakHBIM ¥ OOHMM M3 CaMbIX TOYHBIX CIIOCOOOB OII€HKU
3(pPeKTUBHOCTM Teparnuy OCTPBIX JIEKO30B SIBJISIOTCS IpUMeHeHue
CTaTUCTUYECKMX METONOB M IOCTPOEHME KPUBBIX BBDKMBAEMOCTU
MalyeHTOB, KOTOPBIM ITPOBOIMIM TO MJIM MHOe jeueHue. Yaie Bcero
OLI€HMBAIOT 00111y10, 0e3peluaMBHYIO, 0eccoObITUITHYIO
BBIKMBAEMOCTb M BEPOSITHOCTh COXpaHEHMSI IOJTHON peMuccum (MUan
obpaTHOe ITOHSITME — BEPOSITHOCTh Pa3BUTHS PELIUANBA).

OOmass BbDKMBAEeMOCTb. [IJ11 OLIeHKM OOIleil BbIKMBAEMOCTU
aHAIM3MPYIOT BpeMeHHbIe ITapaMeTpbl BCeX MalMeHTOB, BKIIIOUEHHbIX
B ucciaemoBaHue. TOUKOV OTcueTa SIBJSETCS IeHb Hadajaa Teparuu.
CoObITHEM CUMTAETCS TOJIBKO CMEpPTh MaliieHTa OT Ji000¥ MPUUYMHBI
(paHHSIA JIeTAJbHOCTb, CMEpPTb B IIE€PUON PEeMUCCUM OT Jtboik
MpUYMHBI, CMepTb B mepuopn peuuausa). CoObITME HA KpPUBOIA
BbDKMBAEMOCTM Tpaduuecku OTOOpaskaeTcs CTYNeHbKOM, MIyIei
BHM3. IlanmeHTOB, >KMBBIX BO BpeMs IIpPOBeOeHMUS aHaau3a,
paclieHMBAKT KaK C¢Iydail M OTMedyarT Ha KPUBOI YEpPTOUYKOi, T. €.
meH3ypupyior. IlaumeHTOB, Ccyabba  KOTOPBIX  HEU3BECTHA,



LIeH3YPUPYIOT B TOT MOMEHT, KOrJla ObLJIO M3BECTHO, UYTO OHU >KUBBI.
BonbHBIX, OTKA3aBIINXCS OT JiedeHMsI, IIeH3YPUPYIOT B leHb OTKasa OT
Tepanum.

BespenuauBHasi BbDKMBaeMOCTb. [Ipy olleHKe Oe3pelyauBHOIN
BbDKMBAE€MOCTM YUUTHIBAIOT [daHHbIE TOJBKO TeX TMAlMUEeHTOB, ¥
KOTOpbIX ObLIa AOCTUTHYTA TONHAs pemuccusi. TOUKoil oOTcyeTa
CUMTAeTCs [JaTa JOCTVMKeHUs TonHOoM pemuccuu. CoObITUSIMU
CUMTAIOTCS PelMUAUB WM CMepPThb OT J000J MpUUMHBI (B TIEepUO[,
KOHCOMUAAUY WIM TOAAEpPKMBAIOIIEr0 JeueHusl, OT peluauBa, B
repuos, peMMCCHMM OT [ApPYroii NpPUUMHBI, HANpuUMep, CYUIIUAA).
[leH3ypUpPYIOT TOJIBKO TeX IallMeHTOB, KOTOpbie ObLIM >KUBBI U
HaxXOAW/IUCh B TIOJTHOM peMMCCMM B MOMEHT NpOBeAeHMus] aHaau3a.
BosbHBIX, Cyab0ba KOTOPBIX HEM3BECTHA, IIEH3YPUPYIOT B TOT MOMEHT,
Korga ObIO M3BECTHO, UTO OHM SKMBBI B TIOJHOV PEMUCCUMN.
[TaieHToB, Y KOTOPBIX OblIa JOCTUTHYTA IMOJHAS PeMUCCHSI, HO OHU
OTKa3aJIUCh OT JIeYeHUSI B PEMUCCUU, LIeH3yPUPYIOT B I€Hb OTKa3a OT
Teparmun.

BeposiITHOCTh COXpaHeHUsI IIOJHOW peMuccuu (OOpaTHoe OT
BEPOSITHOCTU pa3BUTUS peuuamnBa). I[Ipu olleHKe BepOSTHOCTU
COXpaHeHMs TMOJHOM PeMMUCCUM YUYUTHIBAKOTCS [aHHbIE TOJIbKO TeX
MalMeHTOB, Y KOTOPBIX OOCTUTHYTA IIOJHAas pemMuccusd. IIpu stom
TOUKOM OTCYeTa CIYKUT JaTra OOCTVMOKeHUS TIOJIHOM pPeMUCCUMN.
CoObITVIEM CUMTAETCS TOJILKO peluauB 3aboseBaHus. lleH3ypupyioT
BCeX OOJIbHBIX, KTO KUB B IMOJIHO peMMCCHMM B MOMEHT MpOBeaeHMSs
aHa;mmu3a. [lauueHTsl, ymepiuue B TMepuop TIOJHON PEeMUCCUUN OT
OCJIO)KHEHUM, CBSI3aHHBIX C JIeUeHMeM, WIU OT JOPYTUX [PUYMH,
LIeH3YPUPYIOT B IeHb CMEPTHU, KaK 60/IbHbIX, HAXOAMBIINUXCS B TTOTHOI
pemuccun. IlanmeHTOB, Cyab0a KOTOPbIX HEM3BECTHA, II€H3YyPUPYIOT
Ha TOT MOMEHT, KOTZa ObUIO M3BECTHO, UTO OHM KMBBI B ITOJHOJ
pemuccun. IlalMeHTOB, Yy KOTOpPBIX OblIa JOCTUTHYTA TIOTHASI
peMUCCUsl ¥ KOTOpble OTKA3IUCh OT JIeYeHUS B Mepuoj, peMUCCUN,
LIEH3YPUPYIOT B IeHb 0OTKa3a OT Tepamnuiu.

BeposITHOCTh ~ COXpaHEHMSI TIOJIHOVM PeMUCCUU  SIBJISIETCS  TeM
IoKasaTejeM, KOTOpbINi  II03BOJSET  OLIEHMBATh  MCTUMHHYIO
IIPOTUBOOITYX0/IEBYI0 3(h(PEKTUBHOCTh KaKoWi-IMbo Tepanuu 6e3
yueTa TaKUX CYObEKTMBHBIX MOMEHTOB, KaK BbIXa)XXUBaHNE
MaLIeHTOB OT OCJIOKHEHMIA, CBI3aHHBIX C CAMMM JIEUEHMEM.

BeccoObITHITHAsE BBDKMBAEMOCTb. OJTOT II0Kas3aTelab OlleHMBaeT
BbDKMBAEMOCTb BCEX OOJbHBIX, BKIIOUEHHBIX B aHaau3, ¢ MOMEHTa
Hauasia Tepanuu. CoObITMEM CUMTAETCSI PAHHSS JeTaJbHOCTb, (haKT



HeJOCTVKeHMST TIOJHOM peMUCCUMM Yepe3 ABa Mecslia OT Havaia
JleueHMsI, CMepThb B IepUOJ, PeMUCCUM OT OCTIOXKHEHUI XMMMOTepaIinun
WM OPYTUX MPUUMH, @ TaKKe penuauB 3aboneBaHus. LleH3ypupyoT
TOJIbKO TallMeHTOB, Y KOTOPBIX Obljia JOCTUTHYTA IMOHAS PEMUCCHUS B
TeueHMe TepBbIX ABYX KypCOB XMMMOTEpAIriMy, M OHM OCTAIOTCS
KUBBIMM, COXpaHsis IIOJIHYI0 PeMMCCUIO, Ha MOMEHT IIpOBedeHMs
aHaau3a.

NHayRKUMs — 3TO Iepuoj, HAaYaJIbHOTO JieYeHMs, 1ie/IbI0 KOTOPOTO
SIBJISETCS MaKCMMaJIbHO OBICTpOe U CYIeCTBEHHOe COKpallleHue
OITyXOJIEBOI MacChl U OOCTUMKEHME IOJHOM peMUCCUU, HA3bIBAETCS
repMoaoM MHAYKLVK (06bIYHO 1-2 Kypca). IMeHHO B 3TOT Iiepuof Ha
dboHe mpuUMeHeHMS ~ LUTOCTATUUYECKUX  CPEeACTB  KOJUYECTBO
JIeIKeMUYEeCKMX KJIETOK B KOCTHOM MO3Te YMEHbIIAeTCs IIPUMMEPHO B
100 pas, T. e. B MOMEHT KOHCTATalXy IOJHON PEMUCCUM B KOCTHOM
Mo3Te MOpPQOIOTMUeCKM OIpeAeseTcss MeHee 5 % OIyXOJIEBBIX
KJIETOK.

KoHconupauusa. Btopoit Jram Tepanuu OCTPBIX JIEMKO30B —
3aKpeIvieHre TOCTUTHYTOIO0 MPOTUMBOOITYX0JieBOTO 3¢ deKTa (pa3Hoe
KOJIMYECTBO, B 3aBUCUMMOCTM OT IIPOTOKOJIA). 3aZaueil 3TOro rnepuona
SIBJISIETCSI TI0 BO3MOYKHOCTM ellle Oosiblliee yMeHbIlleHMe 4ucia
OCTAIOUIMXCS TOC/Ie UHAYKIMN JIeFIKeMUUEeCKUX KIIETOK.

l'[o,zmepmMBalomee JieueHue - 3TO IMIpoaoJXKeH!ne
IIMTOCTATUUYECKOTO BO3IEeNCTBUS B MEHbIINUX JO03aX, 4yeM B IIepuno/
VMHOYKOUN peMUCcCum, Ha BO3MOKHO OCTaIOIIUICS OHYXOHeBbIﬁ KJIOH.

Jleiiko3/mumdpoma Bepkurra - 3TO  BbICOKOArpecCUBHOE
numbornponudepatMBHoe  3abojieBaHMe U3  MMMYHOJOTMUYECKU
3penblX  B-K/IeTok ¢ NpeMMylIeCTBEHHO  3KCTPAHOLAIbHOM
nokanusaumeit. KiaumHuMuyecKM BBIIENSIOT 3 BapuaHTa JUMMAOOMBbI
bepkurra: SHJIEeMUYECKUN, criopagu4vecKuin " BNY-
aCCOLIMMPOBAHHDIA.

OHaeMuuyeckuii BapuaHT JuM@oMbl BepkurTra - 5TO BapMaHT
aumbombl  BepkuTTta XapakTepeH [IJiS TeMHOKOXMX JeTeii-
abopUTeHOB 3KBATOPUAIbHON AQPUKM UM MUTPAHTOB U3 ADpPUKM B
HoByio IBuHeo. B KIMHMUYECKO KapTMHE 4YacTO HAOMIOmaeTcs
MOpakeHue JIMIEBOTO CKejieTa: BepxXHeil U HUKHeM YeJoCTel,
OpOMTHI, @ TaKKe IIOUEK, SIMUEK, SIMUYHMKOB, CAIOHHBIX, MOJIOUHBIX
>Kejie3 U LeHTPaJbHOM HEPBHOM CUCTEMBbI.



Cnopaauyeckuii BapuaHT JuMd@ombl BepruTTa — 3TO THUIIMYHAS
numMmdoma bepkurrta Io MOpdoIOTUeCcKUM,
MMMYHO(DEHOTUIIMYECKMM ¥  LUUTOTeHeTUUYEeCKMM  IIpU3HaAKaM,
BO3HMKAIOIIASI BHE S9HIEMMUYHON 30HBI.

VimmyHoaeduinT-accouMmMpoBaHHbIN BapuaHT JaumMm@ombl
Bepkurra - 3T0 JAuMMdoma bBepkurra, BO3HMKawIAas Ha ¢doHe
UMMYyHOAePUIIMTHBIX COCTOSIHMI (Y mauyeHTOB ¢ BUY-uHbekIneii,
[oCJie TpPaHCIVIAHTAlMM OPraHoB, Yy MalMeHTOB C I[epPBUYHBIMU
umMmmyHopepuiutamm). Yame  Bcero  BCcTpevaeTcss |y BUU-
MHQUILMPOBAHHBIX MAI[MEHTOB, IIPMUeM Ha paHHMX dTarnax pa3BUTUS
(oo cHmkenus CD +-KJI€TOK).



1. KpaTrkasa mHopmMmanus

1.1. OnpeneneHue 3a00/1eBaHMS UV COCTOSIHUS
(rpymnmnbl 3a00/IeBAHUI MJIV COCTOSTHMI)

Octpbie  auMmdobaacTHbie Jeiiko3bl (masmee —  OJIJI)/ocTpblie
numdobnactabsie guMdomsl (JIBJI) - 3TO reTeporeHHasl Trpymiia
3JI0KQUeCTBEHHBbIX KJIOHAJbHBIX 3a007€BaHMii CUCTEMBI KpOBH,
MIPOMCXOASIINX "3 KJIeTOK-TIpeIeCTBeHHUI] remMorios3a
IIPeUMYIIeCTBEHHO MG OUITHOIM HaIpaBJIeHHOCTU
nuddepeHIMPOBKM U XapaKTepuU3yIolyuecs 4alle BCero MCXOAHbIM
IopakeHremM KOCTHOro mo3sra (masmee - KM), BbITeCHeHMeEM
HOPMaJIbHOTO KPOBETBOPEHMS U BOBJIEUEHMEM B IPOLIECC PA3IUYHBIX
OpraHoOB U CUCTeM OpraHu3Ma (LleHTpa/IbHas HepBHas cucTeMa (gajiee
- LHC), suukm, auMmdatndeckass TKaHb J000i JOKanmm3amum), a
TaKxke BO3MOXHOCTBIO MUCXOOHOIO TOPa’kKeHUs OpraHoB
numbaTrdyeckoii Tkauu 6e3 BoBiaeyeHust KM [1-5].

1.2. 3THMOo/IOrMUsa M NaToreHes 3ad0o1eBaumns Min
COCTOSTHUSA (TPYIIIBI 3200/1IeBAaHUI UJIM COCTOSTHUIN)

OTHMONOTUS TOYHO He YCTaHOBJIEHA. OTUOJIOTUSI U TIaTOreHe3

0OBSCHIIOTCS OOIIeIPUHSITONM KJIOHOBO Teopuei: BCE
JIefiIKeMuuecKkue KIIeTKU SBJISTIOTCS IIOTOMKaMU OIHOI
pOIOHAYAIbHO KJIeTKMU, KOTOopas TpekpaTuia CBOIO

nudbepeHIIMPOBKY HAa OAHOM M3 paHHMUX CTaauit co3peBaHus. M3-3a
HEKOHTPOJIMPYeMOil Iponu@epaniy OMMyX0JeBbIX KJIETOK YyTHETaeTCs
HOpPMaJIbHOE KpPOBETBOpEHME, 00pa3yrTcs MeTacTa3bl
(meiikeMuyeckye MHOUIbTPAThI) BHE OPTaHOB KpoBeTBOpeHus [1-5].

1.3. dnuaoeMmnoaorus 3ad00jIeBaHMUa UJIU COCTOSTHUS
(rpymnmnbl 3a00/IeBAHUI WJIM COCTOSTHUI)

OJIJ MoXeT BCTpevyaTbCd Yy JuI, JI0O0TO BO3pacTa, HauMHasl C
MJIQ[IEHYeCKOro BO3pacTa ¥ 3aKaHuYMBas IIOKWIBIM, OIHAKO
MaKCMMajbHble 3HAUeHUsI 3a0071€eBaeMOCTU MPUXOASATCS Ha OeTCKUii
Bo3pact (60 % mauyenToB OJIJI monoxe 20 ner) [1,2,6].



OJUI gaBnsieTcs caMoO¥M pacIpOCTPAHEHHOI OITyXOJIbI0 KPOBETBOPHO
TKaHU y JeTei, cocTaBasisa 30 % BCexX 3/710Ka4eCTBEHHBIX OIyXOJIei
IeTCKOro Bo3pacTta. Y ImauueHTOB Mojioke 15 jer OJII
OMarHoCcTupyeTcss B 75 % ciaydaeB BCeX OCTpPBIX JIEJiKO30B (Hanee —
OJI). TInuk 3a6oneBaemoctu OJIJI mpuxomuTcs Ha BO3pacT 3—4 ropa,
3aTeM 4acTOTa ero CHUKaeTcs, U BTOPOM IOAbeM, XOTS He CTOJb
CylLIeCTBEHHBIN, OTMeuaeTcs B Bo3pacTte 50-60 et [1-5,7].

B P® B 2014 r. nuarHo3 OJII 61 ycTtaHoBiAeH y 1731 maiueHTa,
IOJIOBMHA U3 KOTOPBIX — 3TO Jinla Mojioxe 18 set [8].

3a6oneBaemoctb OJIJI y malMeHTOB IOKMJIOTO BO3pacTa HEYKJIOHHO
Bo3pacraeT. CoriacHO JaHHBIM PerucTpoB, exxeromHas yacrora OJIJI
yBennuuBaeTcs ¢ 0,39 aryyas Ha 100 000 HacesneHus B Bo3pacTe 35-39
net, mo 2,1 cayyasg Ha 100 000 HaceneHust — B Bo3pacTe >85 jer.
Kpome Toro, mnpubmusutenbHo 30 % OJIJI guarHOCTUPYIOTCSI B
Bo3pacte >60 yieT. Punamenbduiickas xpomocoma (Ph) onpenensercs
y 20-30 % B3pocabix namueHToB B-OJIJI. B To Bpems kak Ph+ OJIJI
COCTaBJISIET y JleTeli MeHee 5 % Bcex CJlyyaeB, ero 4acTOTa BO3pacTaeT
mo 40 % y B3pocibix B Bo3pacte 40 yet, a 3arem Ha 10 % B TeueHue
KaXK[0T0 MOCIeyIOIero ecaTUaeTUs >Kusuu [9] .

Jlumbomoii Bepkurra (masee — JIB) OGonelT IpeuMMyleCTBEHHO
My>kunHbl. Y neteii JIB coctaBisier okosnio 30-50 % Bcex numdoMm.
CooTHoOIlIeHMe MAJIBUYMKU : OeBOUYKU — 3—4 : 1, cpeguuit Bo3pact — 8
net. YV B3powibixX JIb BCTpeuaeTcs: 3HAUUTENIbHO pexe — B 2 % CJlyyaeB
Bcex Jaum@oM. boneT NnpeumMylnieCTBEHHO MOJOAble MY>KUMHBI,
COOTHOIIIeHMEe MY>XUMHBI : KeHIIMHBI — 3 : 1, cpegHmit Bo3pacTt — 25—
30 ner [1,2,10] .

1.4. OcoO60eHHOCTY KOAMPOBAHMS 3a00JIeBaHUS WJIN
COCTOSIHMS (TPYIITBI 3a00/1IeBAaHUI VIV COCTOSTHMIT)
1o Me>XayHapoaHOM CTaTUCTUYECKOM
Kaaccudukanum 6o1e3Hen U poodseM, CBSI3aHHBIX
CO 30POBbEM

JIumdongHbIii neiiko3 (C91):

e (C91.0 OcTpsrit 1MMdOOIACTHBIN JI€ITKO3

e (C91.5 T-KkneTOYHBIN J1€i1K03 B3POC/IbIX

e (C91.7 Ipyroit yrouHeHHbI TMMOOUIHDIN TeiiKo3

e (C91.8 3penniii B-kieTOUHbBIN 1€/iKO3 TUIA bepkuTTa
e (C91.9 JlumdbonaHbIi 1€iiKo3 HeyTOUHEHHbIIA

e (C83.5 JIumdobnactHas (muddysHast) mmmdoma



e (83.7 Omnyxonb bepkutra

1.5. Knaccudukanys 3ad0o1eBaHUA WIM COCTOSTHUS
(rpyrimsl 3a00/IeBAaHUI VIV COCTOSTHMIA)

B knaccudukainuu BceMupHOiM opraHmMs3auyuy  34paBOOXpaHEHUS
(manee — BO3) OJIJI paccmaTpuBarOTCAd B paspjeye OIyxoiein us3
npeniecTBeHHUKOB T- u B-nmumdounTos [3]:

e mumdoO6nIacTHbI Jelko3/mumdboma u3 B-mpenniecTBeHHUKOB
(cuHoHuM: OJIJT 3 1ipenieCTBEHHMKOB B-KieTok);

e yuMdoObnaacTHbIN Jeliko3/muMdoma  u3  T-mpenniecTBeHHUKOB
(cuHoHuM: OJUJT 13 rnipeniiecTBeHHMKOB T-K/IeToK).

B03MOXHO paBHOIIEHHOE MCIOAb30BaHMe OMMCAHHbBIX OIpee/eHNiA,
M aBTOPBI KiaccuduKauyy JUIIb T0MaralT, 4To mMpu 25 % u Goiee
6macTHbIX KIeToK B KM 1iesiecoo6pasHo ropoputhb 06 OJI, a mpu MeHee
25 % — 06 JIBJI. Ho uailie Bcero 3T TePMMHOJIOTMUECKIEe CIOKHOCTHU
He MMeIT TMpPaKTUUEeCKOro 3HaueHMs, IIOCKOJAbKY WX Teparmus
OJITHAKOBA.

B-nmumdoomacTHbI 1eiiKko3/mumdoma

e B-numdobnaacTHbiii  jeiko3/numdoma, 6e3  crenuduueckux
xapakrepuctuk (NOS — not otherwise specified).

e B-mumdobnaacTHbIii  JeiiKo3/aumMdpoMa € ITOBTOPSIIOIIVMMCS
XPOMOCOMHBIMM aHOMAJIUSIMU:

e o B-iumdobnactHbiii Jeikos/numboma ¢ t(9:22) (q34;q11.2);

BCR/ABL;

o B-numdobmacTHbiii  neiko3/numdoma ¢ t(v;11q23); MLL
rearranged;

o B-nmumdobnaactHeilt neiiko3/mumdpoma ¢ t(12;21) (pl13;q22);
TEL/AMLI1(ETV6-RUNX1);

o B-numdobaacTHblii Jieliko3/muMdoma ¢ runepauIionameit;

o B-nmuMmdobmacTHeI  JIefiko3/auMdoMa € TUIOAUILIOUINE
(runopunmonaHsiin OJIJI);

o B-numdobnacTHbiii jaeiiko3/numdboma ¢ t(5;14)(q31;932)(IL3-
IGH);

o B-mumdobnactHblil aeiko3/mumdboma c t(1;19)(q23;p13.3); E2A-
PBX1;TCF3/PBX1);

o B-nmum@o0baacTHbIN Jeiiko3/aMmMm@pomMa € MHTPAXpPOMOCOMHOM
amruimdukanueri 21(iIAMP21)



o  B-numdobmacTHbIi Jieiiko3/auMdoMa € TpaHCIOKaLMeld,
BOBJIEKAIOIIEN TUPO3UMHKMHA3ZLI WIM IIMTOKMHOBBIN PpeIernTop
(BCR-ABL1-like ALL).

T-nmumdo61acTHBIN eiiKko3/ImMmdpoma

e JIumdobmacTHbIN J1eiKO3 "3 pPaHHUX T-KIeTOuYHbIX
TMpeieCcTBeHHUKOB;
e NK-kneTouHblit 11uM¢006IacTHbIN J1eiiko3/mMmdoma.

CornacHo knaccudukanuuu BO3 2017 r. [3], JIBJI ¢ nopaxkennem KM u
6e3 Hero OObBEOAMHSIIOTCSI B €OMHYI0 TpyMIy «IMM@obaacTHbie
Jeliko3bl/mMMMOMbl U3 MpealiecCTBeHHMKOB B- wmau T-K/IeTOoK».
HecMoOTpst Ha MMPOKO PACIIPOCTPAHEHHYIO TOUYKY 3peHMSI O TOM, UTO
OJIIT' u JIBJI XxapakTepM3ylOTCS PpPas3sJIUYHbBIMM KIMHUYECKUMU
MPOSIBJIEHUSIMM OJHOTO U TOTO >Ke 3abojeBaHus, B IIpoilecce
BBITTIOJTHEHHOTO aHa/I13a SKCIIPeccu reHoB [5] 6p110 TTOKa3aHO YeTKoe
pasneneHue mexny T-kinetouHoit OJJI u T-knerouHoi JIBJI BBUOY
pas3nmMumsl SKCIIPEeCCUN OTHENbHBIX T€HOB. P 3TUX pa3inunii MOXeT
ObITb 0OYyC/IOBJEH CreuudUYHbBIMM MeXaHU3MaMM, UMeUMMU
OTHOILIIEHMEe K CTPOMAJIbHBIM KjleTKaM. B TO ke BpemMs MMeITCs
IlOKa3aTeJbCTBAa B MOJb3y TOTO, UTO BaKHble CUTHAJIbHbIE MYTH,
peryaupymoiyre poct kiaeTok npu T-knetouHsix OJIJI u T-KieTOYHbIX
JIBJI, MOTyT OBITh PasJMYHbI, YTO YACTUYHO OOBSICHSET pasjinuiue
KJIMHUYECKUX MPOSIBJIEHMIT 060X 3aboneBaHmi [5].

1.6. Knuanueckass KapTuHa 3a00/1eBaHUS U
COCTOSTHMSA (TPYIINBI 3200/1IeBaHUI UJIM COCTOSTHUIN)

InuTenbHOCTh aHaMHe3a 3a00jeBaHMS OT MOMEHTa IIOSIBJIEHMUS
TepBbIX KJIMHUYECKUX IIPU3HAKOB hifo} MopdoornyecKkoi
BepuduKaLMM [OMarHosa COCTaBjIsSIeT OT HEeCKOJbKMX Hemenab [0
HeCKOJIbKMX MecsueB. KimMHMYeckass KapTMHaA  OIpeessieTcs
cTereHbl0  HapymieHust QyHkumitn KM B Buae  aHeMUH,
reMopparmuyeckoro CUMHAPOMA U pasBUTHMEM MHGPEKLMII pasIuyHOM
CTEleHM TSKeCTU; HaJauuueM OIyXO0JeBOil MacCbl B BuUe
opraHomerajimu, OOJIBIIOTO KOJMYECTBA OITyXOJEBBIX KJIETOK B
nepudepuyecKkoit Kposu, JMmbpoaaeHOoNnaTU U MacC B CpeIOCTeHNUH;
B HEKOTOPBIX CIyUYasiX C pasBUTMEM 0O0JIEBOTO CHMHPOMA, CBSI3aHHOTO
C MOpakeHMeM KOCTel, C IOSIBJIeHMeM KIMHUYECKUX IIPU3HAKOB
nopaxkeHus LTHC u ¢ mopakenuem koxu [1,2,4,5,11,12].



Knuaudeckne tiposisjieHusi y  nauueHToB ¢ OJJI  oueHb
HecrenuUUHBI U CBSI3aHbI C Pa3BUTHMEM TeX MJIM MHBIX CMMIITOMOB,
00YC/IOBJIEHHBIX BbITECHEHMEM OITyXOJIEBBIMM KJIeTKaMU
HOPMaJIbHOTO KpoBeTBOpeHMsl. OCHOBHbIE CMMIITOMbI 3a00/IeBaHMS —
1ab0CTh, JMXOpajaKa, He CBsI3aHHAS C MHQPEKLMel, OoCCaITuu u
apTpairuu, reMopparmyeckui CUHOPOM. MHdeK1IMOHHbIE
OCJIO’)KHEHMSI BCTPEUAIOTCS HeyacTO, U B OCHOBHOM B TeX CJIydyasX,
Korma umcio HelTpodumioB He 1pesbimiaer 0,2 x 109/11. V1%
MalMeHTOB OTMeYaloTCs TOJI0BHbIe 00jM, TOIIHOTA, PBOTA, 4alle
Bcero rpu BosneueHuu LHTHC [13].

JIBJI yaiite BcTpevyaeTcs y My>kKunH (61-75 %). Y 6onbimiHcTBa (58-95
%) TIallIeHTOB Ha MOMEHT IMOCTAaHOBKM IMarHo3a 3abojieBaHe MMeeT
III-IV craguio. YV 3HAUUTENbHON OOJU MALMEHTOB OIpPeneIsoTCs
JIMXOpaJiKa, HOUYHasl IMOT/JIMBOCTb U CHVKeHMe Macchl Tena (16—-48 %), a
TaK>Ke IOBBIIIeH e aKTUBHOCTH JIaKTaToernaporeHassl (magee — JIZI)
(48-84 %). Yacrora mnepBuuyHoro nopaxenuss LHC aHamornuyxHa
nanHomy rokasatento rpu OJUI (0-10 %). ITanmeHThl ¢ T-KJI€TOYHO
JIBJI umeloT 60j1ee MOJIOMIOM BO3PACT IO CpaBHEHMIO C MallieHTaMU C
B-knerounoit JIBJI [14], 6onee BBICOKYIO YacTOTy MOpPasKeHUSs
numboysnoB cpemoctenus u KM, a takke IV craguio 3aboyeBaHnsi, B
TO BpeMsl KaK 5KCTPAaHOIaJbHOE IMOPakeHMe BCTpevaeTcs yalle Ipu
B-knerounsix JIBJI [15]. B mnporuBomonoxkHocts OJUUI mpu JIBJI
rnapamMeTpbl mnepudepmuueckoii KpoBM, B YaCTHOCTM KOHIIEHTpaLMs
reMoIIO0MHA ¥ KOJIMYECTBO TPOMOOIIMTOB B LIeJI0M, ITPUOIIKAIOTCS K
HOPMQJIbHBIM 3HAUE€HMSIM, UYTO CBUIETEJbCTBYET O IMOTEHLMAJIbHO
O6ojlee  BBICOKOM  KOCTHO-MO3IOBOM  pe3epBe U JIydllei
rnepeHocuMocTu xumuorepanuu (ganee — XT).



2. IuarHocTuka

MHozue pexomeHO08aHHble Memodsl OJuAzHOCMUKU 3a00/1e8aHuUsl U
CBA3AMMBIX C HUM COCMOSIHUTI UMEM 02PAHUUYEHHYI0 D0KA3AMelbHYI0
6a3y (8 coomeemcmeuu ¢ WKAIaMu OyeHKU YPOBHSI JOCTOBEPHOCTU
JoKaszaTeabCTB (danee — V) u yposHa ybedumenvHOCU
pekomeHOayuii (danee - YYP)) no npuuuHe omcymcmeus
nocesiuieHHolx um KHWU. Hee3upas Ha 3mo, OHU S8JSII0OMCA
HeoOX00UMbIMU  d/IeMeHmamu  00c1edosanuss  nayueHma  Onf
yCmaHosieHus dudzHo3d u 8sl00pa makmuku jeueHusl, max Kaxk 6osee
a¢ppekmusHbie U OdokaszamHvlie Memodsl 8 HACMosjee 8pems He
paspabomatoi.

2.1. )Kamoosl M aHaAaMHe3

¢ PekOMEHAYIOTCA BCeM IalyieHTaM MalyieHTaM IpM ITOCTAaHOBKE
IMarHo3a, eXeJHEeBHO B IIpOllecce JIeUeHMs THIATENbHbIN cOOp
aHaMHe3a ¥ kaja006 3abo7eBaHMs C YTOUHEHMEM Tepamnuu, KoTopasi
IIPOBOAMJIACH B CBSI3Y C JAHHBIM 3a00jIeBaHMEM M paHee 110 IIOBOAY
Opyrux 3ab0jeBaHMIf, a TaKKe TOAPOOHOe OIMMCcaHMe Kajoo
MalMeHTOoB [Jid Bepudukaiumu amarsosa [1,2,4,5].

VpoBeHb yO0eauTEeNbHOCTHM pekomeHaauuit - C (YpoBeHb
IOCTOBEPHOCTHU AOKA3aTEIbCTB — 5).

2.2. dDusukajbHOe 00c/IenoBaHue

e PeKOMEHAYIOTCSI BCeM IaliMeHTaM Py IMOCTAaHOBKEe IMarHosa,
eXeJHEeBHO B IIpolecce JiedeHUs] Npu (PU3MKAIBHOM OCMOTpE
M3MepeHMe poCcTa M MacChl Tejla, TeMIIepaTyphbl Teja; OIleHKa
COCTOSIHMSI KOXKHBIX ITOKPOBOB, KOCTHO-CYCTaBHOW CUCTEMBbI;
BBISIBJIEHME TIPU3HAKOB I'e€MOpparmyeckoro CHMHAPOMA; HaJIuuue
reraTocIvieHOMerainm, JuM@oaaeHonaTn; Hajaudme IIPU3HAKOB
INCHYHKLIMM Ccephlla, JIeTKUX, IIeYeHM, OPraHOB SHIOKPUHHOI
cucTeMbl 115 Bepudukauumu guartosa [1,2,4,5].

VpoBeHb yOeauTeNbHOCTM pekomeHaauuit - C (YpoBeHb
IOCTOBEPHOCTHU AOKA3aTEIbCTB — 5).



KomMmeHTapum: npu  (QusukaisHomM  00ciedosaHuu  mMozym
00HApyIU8amsCsi paslUYHOU CMeneHu B8bvlpaxeHHOoCmu 0J1e0HO0CMb
KOXCHBIX ~ NOKP0BO8, nemexuasnbHble  BbICHINAHUS, CUHSIKU,
Kpogomouueocms  0eceH, hoevllieHUe memnepamypsl  menda,
Jum@poadeHonamus, 8 MOM 4ucle yseauueHue HeOHbIX MUHOAUH,
CnJleHoMez2anusl, zenamomezanus, YyeeauueHue pasmMepos Nouek,
O0/1e3HEHHOCMb NPU NOKONAuueaHuu Kocmeli. Bosneuerue xoxcu npu
OJII 6visaem pedko, u ecau duazHoCmupyemcs, mo accouuupyemcs ¢
npe-B-ummyHopenomunom [12].

e PekoMeHayeTCsl BCEM ITallM€HTaM OLIEHUTb COMaTUUYECKUIT CTATyC
Mo IIKaje BOCTOYHOM KOOIEepaTMBHOM OHKOJIOTMYECKON TPYIIIIbI
(manee — ECOG) c 1enbio ompeneneHus Heo6XoauMoro oobema u
3KCTPEHHOCTU MeIUIIMHCKOM oMoty (mpunoxenue I'1) [16,17].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTM 10KA3aTeJIbCTB — 5).

2.3. JJabopaTopHbIe IMAarHOCTUYECKME VCCIeTOBaHMs

e PeromMeHayeTCsl BCEM MallMEHTAM IIPY [MOCTAHOBKE NMarHosa s
BepubuKalMy AMar€Hosa, BO BpeMs JieueHUS] [JISI OLIeHKU
OIMHaMMKM Ha (QoHe Tepanuu 2-3 pas3a B HeIeNI0 BbINOJHEHME
obmero (KIMHMUYECKOro) aHaiam3a KpoBu (mamee — OAK) ¢
TIOJICUETOM JIEVKOIIMTapHO/ (OpMy/Ibl UM OmpeneaeHMeM YMca
TpoMbouuTOB [1,2,4,5].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTelbCTB — 5).

KommenTapumu: npu duazvHocmuke OJUI y uacmu nayueHmos
nokasamesnu Kposu mozym 0vimb HOpMaibHbiMu. Hucno netikoyumos
Moxcem sapwuposams om 0,5 x 109/J1 do 700 x 109/11; yseiuueHue
uucna Jetikoyumos esviwe 10,0 x 109/J1 ommeuaemcss 'y 60 %
nauueumos, esiuie 100,0 x 109/JI -y 10 %; mpomboyumoneHus MeHee
50,0 109 /71 onpedensiemcs y 60 % nauuenmos.

e PexomMmeHpayeTCsl BCeM MallMeHTaM IIPU MMOCTAHOBKE IuarHosa Jjis
ompeneneHuss obbemMa OIYyXOJeBOTO ITOpaskeHMs, BEePOSITHOCTU
pPa3sBUTKS CUHIPOMA JIM3YCa OIyXO0JIu, a TAKKe BCeM IalieHTaM BO
BpeMs jiedyeHMs 2 pa3a B HeHeso C Lelbl0 AMHAMUKMU M3MEeHeHUN
Ha ()OHe TepalMy U BbISIBJIEHMS OCIOXKHEHMIT BBIIOJIHUTh aHAIU3
KPOBM OMOXMMMYECKMII OOIIeTepaneBTUIYeCKMii (0OIuii OeJloK,



O0enkoBble  (pakuuy, MOYEBMHA, KpeaTMHUH, OUIUpyouH,
acnapTratamuHoOTpaHdepasa (manee - ACT),
aJaHMHamMuHoTpaHcdepasa (manee — AJIT), JIAT', marauii, HaTpuii,
KaJuii, KaJblinii, IoKo3a) [1,2,4,5,18,19].

VpoBeHb YyOeguTeNIbHOCTM pekomeHzauuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5).

PekoMeHayeTcsl BceM IallieHTaM Ipy IOCTaHOBKe I1arHosa s
oIpeneseHNs] BEPOSTHOCTM PAa3BUTHUS TSDKEIBIX KOATY/ISIIMOHHBIX
HapylIeHu, KaK TeMopparmuyeckux, TaK ¥ TPOMOOTUUYECKUX, a
TaKk)kKe BCeM IIallMeHTaM BO BpeMs JieueHMs 2 pasa B HeJelio,
0COOEHHO B TMepuopd BBeIeHMs acmaparMHasbl™®, ¢ IeJblo
BBISIBJIEHMSI OCJIO(KHEHMII Ha (QoHe Tepanmuy  BBIIOJIHUTH
MCCIeIoOBaHMe CBePThIBAIOIEl CUCTeMbl KPOBM (aKTUMBMPOBAHHOE
yacTMYHOe TpoMOoIUIacTMHOBOe BpeMsi (manee -  AUTB),
IIPOTPOMOMHOBBIN MHAEKC 10 KBUKY, TpoMOMHOBOE BpeMms,
bubpMHOreH) AJjIs1 OIpeneeHUs] BePOSITHOCTU Pa3BUTUS TSIKEJIbIX
KOary/JSIIMOHHBIX HapyIIeHMi, KaK TreMopparnyeckmx, TaK U
TpoMboTHYecKkux [20-23].

VpoBeHb YyOeauTeIbHOCTM pekoMeHzanuii - C (ypoBeHb
JOCTOBEPHOCTU JOKAa3aTelbCTB — 4).

PekoMeHayeTcsT BCeM TalMeHTaM BBIIOJHUTDL MCC/IeIOBaHNe
ob1ero (KIMHMYECKOTO) aHaauM3a MOUYM C LIeJbI0 MCKIIIOUEHMUS
nopaskeHus nouexk [1,2,4,5,24].

VpoBeHb YyOegUTENbHOCTM pekoMmeHzamuit - C (YpoBeHb
IOCTOBEPHOCTHU AOKA3aTEeIbCTB — 5).

PekoMeHayeTcs1 BceM MallieHTaM OImpeae/ieHie aHTUTel KJIacCOB
M, G (IgM, IgG) k Bupycy uMMyHomeduiuta denoBeka BUY-1/2
(Human immunodeficiency virus HIV 1/2) B KpoBu; omnpeneieHne
aHTUTEN K 611emHoI TperioHeme (Treponema pallidum) B kpoBu mj1st
VUCKJ/IIOUEHMS CONYTCTBYIOIIel matonoruu [1,2].

VpoBeHb yoeauTenbHOCTM pekoMeHmanuii - C (ypoBeHBb
IOCTOBEPHOCTM I0KA3aTelbCTB — 5).

PekoMeHayeTcs BceM TalieHTaM MOJIeKYIsSpHO-61oIoTniYeckoe
MCCeloBaHMe KpoBY Ha BUPYCHbIN reratut B (Hepatitis B virus) u
BupycHbiii rematut C (Hepatitis C virus) s MUCKIIOUYEHUS
COMYTCTBYIOIEl maTomoruu [25,26].



VpoBeHb YyOeauTeNbHOCTM pekoMeHzanuii - C (ypoBeHb
JOCTOBEPHOCTU JOKA3aTelbCTB — 4).

PekomeHayeTcst BCEM namyeHTam uccienoBaHme
MMKpPOOMOIleHO3a KMIIeYHUKa (Ma3Ka U3 MPSIMOil KUIIKM) C Le/TbI0
BBISIBJIEHMSI KOJIOHM3alMM HeCTePUIbHBIX JIOKYCOB I1aTOT€HHOIA
dbmopoii [27].

VpoBeHb YOeOUTETbHOCTM peKoMeHzanuii - B (ypoBeHb
JOCTOBEPHOCTM JO0Ka3aTeJIbCTB — 3).

PekoMmeHayeTcsl BceM TallieHTaM oIllpeeieHie OCHOBHBIX TPYIIIT
KpoBu (ABO); ompenmenenue antureHa D cucremsnl Pesyc (pesyc-
dakTop); oIpeneneHMe IOATPYIIIBI U JOPYIUMX TPYIII KPOBU
MeHbiiero sHayeHusi A-1, A-2, D, Cc, E, Kell, Duffy ¢ uennio
BBITIOJTHEHMSI 3aMeCTUTEIbHOM Tepalmy KOMIIOHEHTaMM KPOBU II0
rokasaHusm [28].

VpoBeHb YyOegUTENIbHOCTM perkoMeHzamuii - C (YpoBeHb
IOCTOBEPHOCTU J0Ka3aTeJlbCTB — 5).

PeKOMEHAYIOTCS BCEM MalMeHTaM II0JIyyeHMe IIUTOJIOrUMYeCKOTO
nperiapata KM 1niyreM DNOyHKUMM (CTepHa/JIbHAs IIYHKLIUSA) U
LUTOJIOTUYEeCKoe ucciemoBaHue maska KM (mmenorpamma) wu3s
CTepHaJIbHOTO MYyHKTaTa C Iejabl0 BepuduKauumu amMar{Hosa u
ompeaeneHus MporHo3a nauyueHTos [1,2,4,5,12].

VpoBeHb YyOeguTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5).

KommeHTapumn: duazno3 OJ1 ycmaHasnusawom npu oOHaApyx#eHuu 8
KM 20 % u 6onee 6aacmmbix kaemokx. OdHaxo ons OJUI u3 Knemok-
npeduiecmeeHHUK08 aumognoaza u oas JIBJI u3 mex e Kiemok-
npedulecmeeHHUKO8 cyuiecmeyem uHoe 00uwenpuHsmHoe
onpedenenue: oduazvo3 OJIVI (B-kaemoutozo uau T-K1emouHozo)
ycmaHaeausaiwom npu o0HapyxeHuu 25 % u 6osiee 671aCMHbIX KA€MOK
8 KM. Ecau npoueHm Onacmusix knemox 8 KM menee 25 % unu
o1acmHule Kaemku omcymcmeyiom 8 KM, HO npucymcmeyiom 8 uHvlX
oudazax nopaxyeHus (MumMpamuueckue Yy3avl 000U J0KanU3AyUU,
mumyc, Koxa, u m. d.), mo ycmavasausaiwom ouazHo3 T- uau B-JIBJI
[1,2,4,5].

PekoMeHayeTCsA BCeM IMalM€HTaM BBINIOJHUTb LUTOXUMUYECKOE
ucciegoBanme rperapatra KM (6nacTHbix KiaeTok KM) ¢ 1ienbio
Bepudukauuy guarsosa [29,30].



VpoBeHb yOeauTeNbHOCTM pekoMeHzanuii - C (ypoBeHb
JOCTOBEPHOCTU JOKA3aTelbCTB — 4).

KoMMeHTapum: npu yumoxumuyueckom ucciedosarHuu aumgoudHole
onacmot uacmo codepxyam PAS-nonoxumenvHole 2paHynivl, OHU
HezamueHvl 6 peaxkyuu Ha mueonepokcudasy u Ha oJpyaue
MuenouoHsle yumoxumuueckue peaxkyuu. Hepedko npu esinonHeHuu
UUMOXUMUUECK020 UCCIed08aHUsl O1acmHble KemKu onpedensiom Kak
HedugpepeHyupyemole, N0OIMOMY K1HOUEBbLIM MEMOOOM OUAZHOCMUKU
OJII sisnsiemcsa ummyHogeHomunuposarue. Hanpumep, T-knemouHsle
onacmuoele 21emMeHmsl uaule Oviearom PAS-HezamueHsl, 8 HUX
gblassOMca Kucnas gocpamasa, Hecneyuguueckas scmepasa 8
(popme KpynHwlX 0OUHOUHBIX 2PAHY/ 8 Yumonjiasme, 8 omauvue om
aumeobracmos B-nuHuu, 20e npodykm peakyuu pacnoiazaemcs 8
gude menkux epany [1,2].

PexomeHpayeTcst BBITIOJTHUTD [1aTOJI0r0aHaTOMMYeCcKoe
McclieloBaHMe OMOIICUITHOTO (OTepallMOHHOr0) MaTepuasa odara
nmopaskeHusi (OIyX0JieBOrO 00pa3oBaHMsl), B TOM UNUCTe C
IIPMMEHeHVeM MMMYHOTMCTOXMMNUYECKUX METOLOB, V IallieHTOB
6e3 nopasxkeHust KM c 1iesibio TOUHOI Bepudukanym guardosa [31].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTelbCTB — 5).

PexomMmeHayeTCcsT y BCex MalMEeHTOB C IMopospeHuem Ha JIBJI
BBITIO/IHSTD [1aTOJIOTO-aHaTOMMUUYEeCKoe UCCIen0oBaHue
O6uoIricHMifHOro (OmepanyoHHOr0) Marepuana Jaumdoysna win
Ipyroro oyara TOa>KeHU s C IIpYMeHeHeM
VMMYHOTMCTOXMMMUYECKMX METOHOB C IIe/Ibl0 OLIEHKM CYOTUIIOB
JIBJI, a TakkKe COXpaHSITb OMOICHUITHBIN MaTepuan  Ojisl
IOC/IeAYIOIIEero BBITIOJTHEHUS MOJIEKY/ISIPHO-TeHeTUYECKUX
McCleqoBaHMii, YTO TO3BOAUT pa3paboTaTb HOBble TapreTHbIe
crpateruu Tepanuu [15].

VpoBeHb YyOegUTENbHOCTM perkoMeHzamuit - C (ypoBeHb
IOCTOBEPHOCTHU AOKA3aTEIbCTB — 5).

KoMmMmeHTapumn: UMMYHO(peHomunuueckue Xapakmepucmuku
npubnausumensio 80 % JIBJI xapakmepu3yiomcsi 3kcnpeccueti T-
KiemouHslx mapkepos, 6 omauuue om OJIVI, npu komopom >70 %
omHocsimcst K B-knemounsim. Cpedu ecex JIBJI domunupyem T-
KJaemouHslli cyomun. HmmyHogpeHomunuueckue Xapakmepucmuku
onyxonesvlx kKaemok npu T-JIBJI no3umueHsl hno cnedyoujum
mapkepam: TdT, CD7 u yumonnasmamuueckas CD3; eapuabenvhul



CDla, CD2, CD4, CD5, CD8; moxcem 6vimb Koakcnpeccus CD4 u CD8,
CD10 +/-; pedko onpedensiemcs Koakcnpeccus mueaomapkepos CD13;
33; 117. B mpemu T-JIbJI 8vis16/1€eHbl MPAHCIOKAYUU C yUACMUEM 2eHO8

T-xnemoutwvlx peuenmopos (a, fS, v, ) U pa3IuuHbLIX NAPMHEPCKUX
2eHo8, sxaouas MYC, TAL1, HOX11 u dp.

HmmyHopeHomunuueckue xapakmepucmuku onyxoneeulx KJiemox npu
B-JIBJI no3umuseHsi: no TdT (adepHas okpacka), HLA-DR, CD19 u
uumonaasmamuueckoti (cyt)CD79a; CD20 u CD22 sapuabenbHbl.
Hnozda 8 yumonsasme onpedensromcs JlezKkue yenu
UMMYHOo27100yuHa (cyt-u). IToeepxHOCMHblE UMMYHO2/I00YIUHBL Ualje
omcymcmayom, 00HaKko ux oOHapyiceHue He uckaruaem duazHosa B-
JIBJT; CD45 moxcem 6Gvimb HezamueeH. MoJseKyIipHO-2eHemuuecKue
ocobeHHOCMU 0Xapakmepu308aHb! mano, He umernom
NPOZHOCMUYECK020 3HAUEHUSI.

PekomeHpayeTcst BCEM nanyeHTaM BBITIOJTHUTDh
MMMYHO(DEHOTUIIMPOBaHME reMOIO3TUYEeCKMX KJIETOK-
npeniectBeHHUI] B KM c 1iesibio Bepudukauyumu auartosa [32,33].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTe/IbCTB — 4).

KoMMeHTapum: uMMyHODEHOMUNUPOBAHUE 8bINOJHSIIOM C NOMOUIBIO
MyJIbmunapamempuueckotl npomouHou uumodgnyopumempuu
(00bIUHO KAK MUHUMYM 3- unu 4-usemmoii). E2o ucnons3yrom 0as
bosiee uemkozo onpedeneHust NPUHAONEHCHOCMU OJIACMHBIX KJIEMOK K
moti unu UHOU JUHUU KJAemouHoli Juggeperuuposku nocue
YCMaHo81eHusl Mopgonozuueckozo duazHo3a OJIL
HmmyHopeHomunuueckas xapakmepucmuka 67aCMHbIX KJA€MOK npu
OJII npedcmasnena 6 npunoxceHuu I'2. OJIJI u3 npeduieCmeeHHUKO8
B-num@poyumos (70-80 % cayuaes) mozym knaccugpuyuposamuscsi Ha
uemslpe 2pynnsl, 6 3ABUCUMOCMU OmM 3IKCNpeccuu aHmuzeHos
JdupepeHuuposku B-knemok, a makxice UUMoniasmamuueckux u
no8epxHOCMHbIX UMMYH02100yuH08 (Ig). OJLI u3 npeduiecmeeHHUKO8
T-numpoyumos (20-30 % cnyuaes) makxxe mozym Oenumscs Ha 4
epynnel 8 3d8UCUMOCMU O0mM YPOBHS 3pelocmu mumouuma u
akcnpeccuu avmuzeHa CDla T-OJ/UUI, mozym O0onosHUmMenvbHo
Kaaccuguyuposamscsl 8 3asucumocmu om cyomuna peuenmopa T-
knemok (TCR). B psade cnyuaed O1acmHble Kaemku Uumerwm
00HOBPEMEHHO NUM@POUOHbIE U MUeSIOUOHble MapKepwl. B nocnedueti
kaaccugukayuu BO3 (2017 2.) [3] amu cayuau onpedensiromcsi Kax
cmewtavHolii - penomun  OJ1  (MPAL)  (B-/muenoudusiti, T-/



muenouodustii).  Ilpu  omcymcmeuu  3Kchpeccuu  MapKepos,
cneyuuuHslx 0N JAUMGOUOHO20 UAU  MUENOUOH020 POCMKO8,
ycmaasaueawm ouazHo3 «HedudpepeHuupo8aHHbIli etiko3».

ITpubnusumensHo 80 % JIBJI xapakmepu3ywomcs 3kcnpeccueti T-
KJiemouHslX mapkepoeé 8 omauuue om OJUI, npu komopom >70 %
omHocamcs K B-knemouHsim. IToasmomy cpedu ecex JIBJI domuHupyem
T-knemouHwlii cyomun.

HmmyHoMoOponozuueckue xapakmepucmuku onyxoJieslx KJaemox npu
T-JIBJI: No3UMueHul MmepMUHaIbHAs
de3okcuHykaeomuounmpavcpepasza (Oaree - TdT), CD7 u
uumonnasmamuueckas CD3; eapuabenvHst CD 1a, CD2, CD4, CD5,
CD8; moxem Ovimb Kodkchpeccus CD4 u CD8, CDI10 +/-; pedko
onpedensemcsi Kodkcnpeccusi muenomapkepos CD 13; 33; 117. B
mpemu T-JIBJI 6visienieHbl mMpaHcaokayuu ¢ yuacmuem 2eHo8 T-
KJ1IeMOuHbIX peuenmopos (a, fS, y, 6) U pasiuuHviX NAPMHEPCKUX 2eHO8,
gxniouas MYC, TAL1, HOX11 u dp.

HmmyHoMoponozuueckue xapakmepucmuku onyxoJieéslx KJaemox npu
B-JIBJI: nosumusH: TdT (s0epHnas okpacka), HLA-DR, CD 19 u
uumonnasmamuueckas (cyt)CD79a; CD20 u CDZ22 sapuabenbHbl.
HHoz0a 8 uumonnasme onpedensawmcs  JlezKue uenu
UMMYHO2/100yuHa (cyt-u). ITosepxHOCMHblE UMMYHO2/I00YNUHBL Ualje
0mcymcmaeyiom, 00HaKo ux 0OHapyxeHue He Uckaouaem duazHo3a B-
JIBJI; CD 45 moxcem 6bimb HezamuegeH.

PekomMeHAyeTCsI BCeM IallMeHTaM BbITIOJIHUTh LIUTOTe€HEeTYEeCKOe
uccaenoBaHre (Kapuotull) acrnupata KM ¢ 1iefbio orpemeneHus
TPYMIIbl pUcKa U Bepudukauym quardosa [34].

VpoBeHb YyOegUTENbHOCTM pekomMeHzamuit - C (ypoBeHb
IOCTOBEPHOCTM JOKA3aTeJIbCTB — 4).

KoMmeHTapum: cmavdapmHoe yumozeHemuueckoe ucciedosaHue
a8751emcst He06X00UMbIM KOMNOHEHMOM OUAZHOCMUYECKUX Npoyedyp y
nauueHma ¢ nodo3peHuem Ha OJI. [Ins onpedeneHus Kapuomuna
doCcmoeepHbIM cuumaemcst Moavko ucciedogavue Kak mMuHumym 20
memaegas. AHomanuu 6 Kkapuomune Mozym yCmaHasaueamscs U Ha
OCHOBAHUU  uUCCNedo8aHUs  KJAeMOK  nepugepuueckoli  Kposu.
Xpomocommvie avomanuu npu OJIJI mozym Ovimb pasdeneHsl Ha
KOJMuuecmeeHHsle  WIU  CMPYKMypHsle,  dccoyuupywowuecss ¢
KOJIU4eCcmeeHHsIMU aHomanusmu, au6o aeasouuecs
U30JIUPOBAHHBIMUL. Tunepnnoudus npedcmasnsem cooboli
npuobpemeHue 0ONOJHUMENbHBIX XPOMOCOM MAKUM 00pa3om, umo



obuee YuCio0 XxpoMoCoMm 8 00HOUI Kiemke cmaHosumcs 6onvuie 46. Ipu
OJIT amom npouyecc, Kak npedcmasnsiemcs, He s18711emcsl CJIyUatiHvIM.
Tunepnnoudus ooHapyrusaemcs 8 5—15 % cnyuaes OJIJI y 83pocblx,
u ee accoyuayusi ¢ 0J1a20NPUSMHBLIM NPO2HO30M MeHee 04esUdHd,
Hexcenu npu OJIJT y demeti, koz0a 2unepnioudHoCms 00Hapy#cusaemcs
npubausumenvHo 8 mpemu cayuaes. Iunonioudus (Konuuecmeo
XpOMOCOM MeHblue 46) obHnapywcusaemcs 8 2-8 % cayuaes OJII u
accoyuupyemcss ¢ HebONAA0NPUSIMHbIM ~ UCX000M.  BonvuuHcmeo
XPOMOCOMHbBIX aHomanuti, ooHapyxusarouwiuxcs npu OJIJI, sensromcs
CMPYKMYpHuIMU U 00bIYHO hpedcmasnasiom coboli mpaHcioKayuu.
Hoenmuguyuposaro  6onee 30  pasnuuHslx  HECAYUAliHbIX
mpaHcaokauuti.  Cneyuguueckue  XpoMOCOMHble — nepecmpotiku
ABNSIOMCA HE3ABUCUMBIMU OUAZHOCMUYECKUMU U NPOZHOCMUYECKUMU
mapkepamu u cayxam ona evlbopa maxkmuku mepanuu. Ilpu
omcymcmauu nopax;ceHusi KM, komopoe 6bi86aem y nauueHmos c JIbJI,
uumozeHemu4eckoe ucciedosaHue O00NXHO OblMb BbINOJHEHO HA
cybcmpame 6UONCUPOBAHHO20 0NYX071€8020 00PA308aHUS.

PekoMeHAyeTCSA BBINIOJHUTh LIMTOT€HETHYECKOe WCCIeIoBaHe
ouoricuitHoro (omepalyOHHOI0) MaTepuana TKaHeil uau KM ¢
npuMeHeHMeM MeTona (uyopecleHTHOV rubpuamsanuu in situ
(FISH) st onpenenenusi TpaHcaokauuu t(9;22) (q34;q11) — BCR-
ABL n t(4;11) - MLL-AF4 y Bcex nauueHTOB ¢ B-kimetounsimu OJIJI
n OJI cmemaHHOro ¢eHOTMUIIa, OCOOEHHO y TeX, Y KOTO MeTO[
CTaHAAPTHOV LMTOTeHeTUKM OKa3ajicsi HeMH(POpPMaTMBHBIM, MIJIsI
yTOUHeHMs1 pAuarHosa, audbdepeHIIMaAbHOM AMATHOCTUKU U
BbIpaOOTKM TaKTUKM JieueHus [35].

VpoBeHb YyOeauTeIbHOCTM pekoMeHzanuii - C (ypoBeHb
JOCTOBEPHOCTU JOKAa3aTelbCTB — 4).

KommeHTapumu: npeumyuwiecmgom memoda FISH sensemcs
803MOXCHOCMb UCCNI008aMb 0eCAMKU U COMHU HE MONbKO 0eISUUXCS
KJIEMOK, HO U mex, umo Haxodsmcs 6 unmepgasze. Ho Heobxodumo
umems 8 8udy, umo memoo FISH no3go/isiem aHanu3uposams mosivKo
me yuacmku XpOMOCOM, OJisl 8bISIBJIeHUSI KOMOPbIX UMEMCs
MOJIEKY/ISipHble 30HObl, 4 He B8eCb XPOMOCOMHbIU HAOGOP UETUKOM.
Memoo no3gonsiem Ovicmpo, 8 meueHue Makcumym 2 OHell, 8bls18UMb
uckomole nonomku. Jemexkyus t(9;22) (q34;q11) — BCR-ABL u t(4;11)
— MLL-AF4 80 8pems nposedeHuss npedgassl onpedensiem 8cio
oanvHeliulylo  mepanesmuueckyro  maxkmuky. CmaHndapmHoe
uumozeHemuueckoe  ucciedogaHue — s6semcsi  €OUHCMBEHHbIM
Memooom, N0360sIOWUM AHAIU3UPOBAMb 8ECb XPOMOCOMHDBIL HAOOP
kanemku uenuxkom. OOHAKO €20 8bInoJIHeHUe mpedyem 00CMAmouHo



OlUMenvHo20  8peMeHuU;  Kpome moz20, 8 psde  ciyuaes
KOHCmamupyemcss omcymcmeue 0elsiuuxcs Kiemoxk (mMumo3o8). B
2Mux cayuasx yenecoobpasHo 8bINOJHAMb MCCIeIOBaHMEe MEeTOIOM
(dyopecieHTHOV TUOpuAM3aALN in situ (manee - FISH-
uccnedosarue) Ha Kiawouesvle nepecmpotiku t(9;22) (q34;q11) — BCR-
ABL u t(4;11) — MLL-AF4 npu B-OJI/L

XapakmepHoii ons Ph+ OJII s8nsemcs peyunpokHas mpaHcaokayus
t(9;22)(q34;q11), npueodawas k causiHuro 2eHa BCR (obnacmu
Kjaacmepa mouku paspsléd) Xpomocomsl 22 ¢ 2eHom ABL
(mupo3uHKuHaswl AbenbcoHa) xpomocomsl 9. Ilpu cmandapmuom
uumozeHemu4ueckom uccnedosaHuu 3mo npusodum K YKOPOUEHUH)
XpOMOCOMbl 22, umo NOJAy4yun0 Haszeavue unadensvuiickoti
XPOMOCOMbl; OAHHOE U3MEHEHUE MOMem Mmakxe onpeoensimocs npu
¢ayopecuenmmoti eubpuduszayuu in situ (FISH). [lononHumenvHble
XPOMOCOMHble abeppauuu, npedcmasneHHvle 2-Ui Ph-xpomocomoti
(tder(22)t(9;22)), aHomanueili KOpoOmkKoz20 njaeua Xpomocomst 9,
MOHOCOMuUell 7-U Xpomocomsl U mpucomueti 8-l XpoMOCOMbl
gcmpeuaromcss 8 om 10 do 79 % cnyuaes Ph+ OJII u saenswomcs
(pakmopom He2amueHoz0 npozHO3a, 00YCN08UBAS YMEHbUIEHUE
be3peuudusHoli evixusaemocmu (danee — BPB) u ysenuueHuem
uacmomol peyudusos.

OcHosHOUl  Uenvl0 nepsuuHolli JuggepeHyuanvHoli JuazHOCMUKU
aensemcs dupgeperuyuposarue Ph+ OJII ¢ 1umpouoHsim 61acmHsim
KpUu3om XpOHUYECKo20 muenonetikoda (danee — XMJI), 8 nonv3y
KOmMopozo Mozym c8udemenbcmeosams Hanuuue 8 aHamuese XMUJI,
oazogunuu unu 303uHopuauu KM nubo zuzaHmckas cnjieHomezanusl.
OcHogHbiM JupepeHuuanvHbIM Kpumepuem s67s1emcst 8blsseHue
mpaHckpunma p19OB 'ABL, umo 00bIYHO N0380JI1€M UCKIUUMD
XMII.

PekomeHpayeTcs BBITIOJIHUTD MOJIEKYJISIPHO-TE€HEeTUYeCKOoe
ucciieqoBaHye TOYeuHbIX MyTanuii reHa BCR-ABL (XUIMepHbIil T'eH,
00pa30BaHHbIN CAMSIHMEM O0JaCTM KjaacTepa pa3pbiBOB Ha 22-7i
XpoMOCOMe ¥ TeHa TUPO3UH-KMHA3bl AbenbcoHa Ha 9-i
XpoOMOCOMe); MOJIEKY/ISIPHO-TEHETUYECKOe UCc/iefoBaHMe
MMHMMAaJIbHOM OCTATOYHOM O0JIe3HM IIPM JIeKO3axX Py ITOMOIIN
MalyieHT - crienM(UUYHBIX  IIpaliMepoB (MOIeKyIsIpHO-
reHeTuJecKye UCCiefOBaHMs Ha HAJIMuMe XMMepPHBIX TeHOB ¢-MYC-
IgH, MLL-AF4 n npyrux, B 3aBUCUMMOCTU OT paHee BbISIBJIEHHbIX
LUTOTeHeTUYeCKUX  IOJIOMOK), C Uenbld  [aJbHeNIIero
MoHUTOpUpoBaHusl 3gdekTuBHOCTM XT U OlLleHKM MUHMUMAIbHOM



ocraTouHoit 6one3uu (MOB) B pamkax KV BceM maiueHTaM C B-
ki1eToyHbIM OJIJI [36-38].

VpoBeHb yOeauTeNbHOCTHM pekomeHpauuit - C (YpoBeHb
IOCTOBEPHOCTHU AOKA3ATEIbCTB — 4).

KommeHTapum: demekuust xumepHoix 2eHo8 BCR-ABL, c-MYC-IgH,
MLL-AF4 Heobxoduma C uenvtd MOHUMOPUH2A NPOMuUBOONYX0J1e8020
omeema u npuHsmMusl mepanesmuueckux peweHuti. MonekynsipHoe
uccnedosavue Opyzux MHOZOUUC/IEHHBbIX NOJIOMOK s18/151emcsi 8
Hacmosiwee 8pems 3a pyoexcomM O0O0OHUM U3 KJH4esblx Memoodos
cmapmugukayuu NayueHmos Ha 2pynnsl pucka. [lemekyusi XuMepHslx
MpAaHcKpunmos, Mymauuu 2eHo8, nepecmpotiku u oyniukayuu 2eHos
docmynHsl MOJLKO 8 O0/blUX ucciedosamesnvckux yeHmpax. Ha
MOJIEKYIIPHO-2eHEMUUECKOM YposHe mpaHckpunm bcr-abl moxcem
onpeoensimocsi NocpedcmeomM NOJUMEPA3HOLl UenHoli peakuuu ¢
obpamuoti mparckpunyueti (OT-IILIP). PacnonoxceHue mouku
pa3pviga 8 2eHe BCR npusodum k momy, umo 0enox p19OB CR-ABL
goisss.emcs 8 66,3 % cnyuaes Ph+ OJIJI, makce y 0aHHbIX NAUUEHIM08
uacmo onpedesnsiemcs: 06enox pZIOB CR-ABL (31,2 %). B ocmanvHbiX
cyuasx — onpedensilomcsi  MpAaHcKpunmel  000ux  mMunog  aubo
amunuyHvle MpaHcKpunmel.

PekoMeHayeTCcsA BCeM Iali€HTaM BBINIOJHUTh MOJIEKYISIPHO-
reHeTuyeckoe wucuienoBaHue T-KIeTOYHOM KIOHAJIbHOCTU (TI0
reHam 6OeTa-, raMMa- U Je/ibTa-1emnei T-KIeTOYHOro pelemnTopa)
WIM  MOJIeKYJISIDHO-TeHeTHuYecKoe JccienoBaHue B-kieTouHOM
KinoHanbHOCTU (110 reHam IgH, IgK, IgL) B aciupate KM Ha T-unn
B-KJIeTOUHYI0 K/IIOHAJAbHOCTb C LEJbI0 [JaJbHeNIIeil OLeHKN
MOJIEKY/ISIDHOTO OTBeTa M Bepu@uKauyuy ayuar{osa Mpu CI0XKHBIX
IVMArHOCTUYEeCKUX crydasx [39].

VpoBeHb YOegUTENbHOCTM perkoMeHzamuit - C (YpoBeHb
IOCTOBEPHOCTU JOKa3aTeJbCTB — 5).

KoMmMmeHTapum: ¢ monekynsspHoii mouku 3peHusi éce cayuau OJUI
passusarmcs u3  Kiemok-npedwiecmeeHHukoe B- umu T-
JUM@POYUMos8, NnoIMomMy 6ce OHU OeMOHCMPUPYM KAOHAbHbIE
nepecmpoltiku 2eH08 msiicenvix yenetl Ig u/unu 2eHoé TCR. dmom
¢eHomeH  no3goisiem  onpedeasims  hauueHm-cneyuguueckue
nepecmpotiku U UCNOIb3084mMb UX 6 Kauecmee MOJEKYISIPHO20
mapkepa 3abonesarus npu moHumopurze MOB. ITomumo nayueHm-
cneyuguueckux mapkepos, OJIJI umerom 607bUI0e KOJAUUECBO
2eHemMu4ecKUux U MOJIEKYISIPHbIX Nepecmpoex, Mymauuti, 8 Komopwsix



yuacmeywom pasiuuHvle 2eHsl. IlepeueHb OCHOBHBIX MOJIEKYISIPHO-
2eHemuueckux adHomanuti, udeHmuguuuposamusix npu O 'y
83pOC/blx U Odemell U UCNONb3YeMbIX 6 Hacmosiujee epemsi npu
MONIeKYNsIPHOUl duazHocmuke, npueedeH 8 npunoxceHuu I2. JaHHbLL
nepeueHv He S18711€Mcsl NOJIHBIM U hpedcmasisem co6oli KOMNPOMUCC
Mmexcdy cospemMeHHbIM U Oosiee a0eK8aAMHbIM MOIEKYASIPHBIM MEMOOOM
8bls16JIEHUS. UWIU  UCK/IIOUYEHUs aHOMAaauu u Haubojee uacmo
UCNOob3YeMoti MemoOouKoli.

PekomMmeHAyeTCsI BCeM IMallMEHTaM BbITIOJHUTb CIIMHHOMO3TOBYIO
ITYHKIIAIO C LIUTOJIOTMYECKMUM MccaegoBaHMeM KJIeTOK
CIIMHHOMO3TOBOM XUIAKOCTU (MUKPOCKOIIMYECKOe MCCaeq0oBaHue
CIIMHHOMOS3TOBOM >XUIKOCTU, MOJCYET KIeTOK B CYETHOM Kamepe)
IUISL UCKIIoUYeHus /ioaTeepxxkaenns sosineyenns LHTHC [13,40].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTM 10KA3aTeJIbCTB — 5).

KommeHnTapumu: npu ecex sapuanmax OJIJI evicoka 6eposimHOCMb
goeJieueHust 000104eK 20J108H020 Mo32a. Tloamomy 6cem nayueHmam
NOKA3AHO 6blNOJIHEHUE OUAZHOCMUYECKOU JIIoMOANbHOL NyHKYuu ¢
Mopgonozuueckum  uccnedogaHuem — auxkeopa. Ecau  yposeHb
mpomboyumos He ydaemcs nosvicums 00 30 x 109/11 u evlile, om
NYHKYUU MOMCHO 8030epxamucsi 00 80CCMAHOBJIEHUs. nokasameret
mpombouumos nocne kypca. Eciu y nauyuenmos onpedensemcs
netikoyumo3s eviuie 100 x 107 /n, mo nepayio JOMOANbHYH NYHKUUIO
cedyem omaoxcums 00 pedykuuu uucaa aetikoyumos mervee 10 x 107/
Jl.

PekomeHpayeTcs BCEM MnanyeHTam npu IMarHOCTUKe
HepoyieiiKeMU YBEJIMUUTD YaCTOTY CIIMHHOMO3TOBBIX ITYHKIMIT U
BBITIOJIHATh UX B cpegHeM 1 pa3 B 3 OHS 0 MOJAy4YeHUS Tpex
JMOMOA/IbHBIX MYHKIMI 0e3 6/IaCTHBIX KJIETOK B JIMKBOpE, 3aTeM
YaCTOTy ITYHKIMIA MOXXHO CHM3UTb OO 1 IYHKUMMU B HeOeI0 BO
BpeMs WMHAYKUMM (BO BpeMs OajbHEMIIMX 3TAlOB Teparnuun
JoMOanbHble IYHKLMM  BBITIOJHSIIOTCSI B COOTBETCTBUU C
TIPOTOKOJIOM) JIJISI KOHTPOJISI JMHAMMKM 3a00/IeBaHMSI Ha Teparuu
[1,2,4,5].

VpoBeHb YyOegUTENbHOCTM pekoMeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTeJbCTB — 5).

KommeHTapumn: 6 pamkax obuweii npoepammol XT 6cem nayueHmam ¢
OJIY Heobxoduma mepanus nopaxceHuss I[HC. B omcymcmaue
npogunakmuku nopaj;ceHust Mo3208uix odosouex peyuousst 6 I[HC 8



meueHue HeCKONbKUX Mecsayes ¢ MomeHma pezucmpavuuu IIP
803HUKAOM NpubauU3uUmeIbHo y mpemu nauuedmos. Peyuous 6 IIHC
npu OJ/UI y 83pocivix xapakmepusyemcs Heb1azonpusmHsiM
NPO2HO30M, NOCKOMBKY 3d HUM O00bIUHO C/ledyem 2emMamosio2utecKuli
peyudus. Ilpu smom noodxodel K JieueHuio nopaxceHuss I[HC u ezo
npoguaakmuke pasuvarmcs U yuyumoléarom Xxapaxmepucmuku
nayuexHma, e2o 8603pacm u opyzue npozHocmuueckue (pakmopeol.

e PekoMeHAyeTCs Y BCeX BBIOEIITH U COXpPaHATh nepBuuHyo [THK
mnu PHK n3 xknerok KM manyeHTOB B 6MOOaHKe MM HAIpaBjsSTh
MaTepuas Ha XpaHeHue B jabopaTopun denepaabHbIX IIEHTPOB IJIsT
BO3MOXHOCTM  MOCJIEOYIOIIEero  BbINIOJHEHUS  MOJIEKYISIPHBIX
uccnenoBaumii [41].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTeJIbCTB — 5).

KoMmMmeHTapum: COXpaHeHue nepeuuHo20 Ou0102UUECK020
mamepuana ([HK, evideneHHas u3 KOCMHO-MO03208blX KJIEMOK, UJU
3aMOpOoXeHHble KemKuU) O 8bINOJIHEHUs 8 0YOyulem MOJEKYISPHbIX
uccnedos8aHuti, N03680SAUIUX UEMKO ONpedeums 2pynnsl pucka.

e PekoMeHAyeTCS BCEM MalMeHTaM, Y KOTOPBIX MPU CTEPHATbHOI
IIYHKUUM He T[OJAy4YeH [OUArHOCTUYeCKui Martepuan (Tak
Ha3bIBAE€MbI1 «CYXOil ITYHKTAT»), IMOJy4YeHUe TUCTOJIOTUYECKOTrO
npernapata KM (TpemaHoOMoOIICMSI) U LIATOJIOTUMYECKOE U
VMMYHOLIUTOXMUYECKOe ucciiefoBaHue OTIIEYaTKOB
tpenaHo6monTatra KM ¢ MopdoIorMueckumM U yumoxuMudeckum
UCcned08aHusIMu 0J1aCMHbIX KJ1€MOK C 11e/1bl0 BepuduKaly TOYHOTO
nuarHosa [30,31].

VpoBeHb YyOegUTENbHOCTM pekomMeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 5).

¢ He pekomeHayeTcCs BBINIOJIHATD IYHKIMOHHYIO (aCMPALIVIOHHYIO)
Ouorcuio oyara TopaxkeHus (OMyXOJeBOTO 3KCTpaMeqy/UISIPHOTO
oOpa3oBaHusl) B CBSI3M C Majoii  MHGOOPMATUBHOCTHIO
JICCIIeOBAHMI JAHHOTO MaTepuana [1,2]

VpoBeHb YyOegUTENbHOCTM pekoMmeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JO0Ka3aTeJbCTB — 5).

2.4. MHCcTpyMeHTa/IbHbIE AMarHOCTUYeCKue
VICC/IeJOBaHUS



PekomeHpayeTcs BCEM rnanyueHTam BBITIOJIHEHME
snekTpokapauorpadmuueckoro wuccienoBanust (mamee — OKI) u
sxokapauorpapuu  (gasee -  OxOKI) [jasi  BbISIBJIEHUS
COITYTCTBYIOILE KapAMOJOTrMUYeCcKoi MaToJOTUM U MpOoPUIaKTUKU
WIN JIedeHUSI BO3MOXKHBIX KapAMOJIOTrMYeCKUX OCIOXHEHUIT WU
cepleuyHoii KoMmopOumHoCcTH [42].

VpoBeHb YOeOUTEIbHOCTM peKoMeHzanuii - B (ypoBeHb
IOCTOBEPHOCTM I0KA3aTeIbCTB — 5).

PekoMeHayeTCsA BCeM Ial[M€HTAM BbINIOJIHEHME KOMIIbIOTEPHOM
tomorpaduu (manee — KT) romoBbl, OpraHOB TPYAHONM 1 OPIOIITHOI
TOJIOCTEeM [JIS BBISIBJIEHUS BO3MOXHBLIX 0OYaroB IIOpPaKeHUS U
COITYTCTBYIOLLIE IaTOJIOTUN [43].

VpoBeHb yOeauTeabHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTeIbCTB — 5).

PekoMeHayeTCsI BCeM IaIlieHTaM BBITIOJTHEHME YIbTPa3BYKOBOIO
MUCCIefoBaHus (manee - V31) nepudepuyeckKux "
BHYTPUOPIOMIHBIX JMM@OY3/I0B, OPraHOB OpIOIIHOM ITOJIOCTH,
OpPraHOB MAaJIOr0 Tasa y KeHIIMH M IIpeACcTaTeIbHON >Keje3bl Y
MY>KUMH [IJIS1 BbISIBJIEHMSI COITyTCTBYIOIIei matonorum [1,2,5,14,15].

VpoBeHb YyOegUTENbHOCTM pekoMmeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeJbCTB — 5).

PekomeHnayetrcss BceMm nanueHtam ¢ JIBJI npu  olieHke
93¢ pexTUBHOCTM JieueHUs] CpaBHMBATL pa3Mepbl IOpakeHUsl 0
Hayasia Tepaluyu U mocjie Ha BCeX dTalax XMMUOTeparneBTUYEeCKOTO
Bo3geincTBusa (1o cHmMkam KT- mam V3U-uccinemoBaHus ovara
nopaxenus) [14,15].

VpoBeHb yOeauTenbHOCTM pekoMeHzmanuii - C (ypoBeHb
IOCTOBEPHOCTM JOKA3aTeJlbCTB — 5).

PekoMeHayeTcss IanyeHTamM IIpU  HaAUYUU  KIMHUYECKUX
CUMIITOMOB TOpaskeHus JKeJyo0YHO-KUIIIeYHOT'O TpakTa
BBITIOJIHEHME  330(aroracTpofyofeHOCKONUMU I OLIEeHKMU
COCTOSIHMUSI ~ CAM3UCTOM  OOOJIOUKM  TUILEeBOAA,  SKemydka,
IBEHAAIATUIIEPCTHOI  KUIIKM, OOHapykeHUsI  BO3MOSKHOTO
MCTOYHMKA KpoBoTeueHus [15,44].

VpoBeHb yOeauTeNbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU J0KAa3aTeJlbCTB — 5).



e PekoMeHayeTCs TIlaliM€eHTaM T[IPpU  HaAUYUU  KIMHUYECKUX
CUMIITOMOB  IIOpa)keHUsI OpraHoB [ObIXaHUS (ObIXaTeIbHOM
HEIOCTATOYHOCTM, OOYCJIOBJIEHHO}) OOIIMPHON ITHEBMOHMEN,
KpPOBOXapKaHbsI) BBIMMOJIHEHME OpPOHXOCKONMM  [IJISI  OI[€HKU
COCTOSIHMSI CJIM3UCTOI 000JIOUKM Tpaxeu, 6POHXOB, OOHApYKeHMUS
MCTOYHMKA KpOBOTeueHus [45].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
JOCTOBEPHOCTU JOKa3aTelbCTB — 4).

e PekomeHayeTcsi mnainMeHTaMm C OuarHoctupoBaHHoOM  JIBJI
IIpUMeHeHue MMO3UTPOHHO-3MUCCUOHHO KOMIIbIOT€PHO
tomorpaduu (II9T/KT) gist cragupoBanus 3aboneBanus [46].

VpoBeHb YyOeauTeIbHOCTM pekoMeHzanuii - C (ypoBeHb
JOCTOBEPHOCTU JOKAa3aTelbCTB — 4).

KoMmmeHTapumn: y mMHozux nayueHmos c JIbJI, umerwuwjux maccusHoe
nopaxyeerue  MeoUuaCMuUHAAbHbIX — JUMPOY3/108  UCXOOHO,  hoOCle
3aeepuwierus MHT npu peumeenozpapuu unu KT ocmaromcs
pe3udyanvhole 006pa3zosamusl. Lenvto 00NOJIHUMENbHbBIX
duazHocmuueckux npoyeodyp s167s1emcs NoJyueHue omeema Ha 80npoc,
npedcmasnsiom Jau 3mu 00pa3o8aHusl y4acmku HeKpomuueckoil unu
pyouosoti mkaHu, Jaub0 Ccodepiam HU3HeCnoCOOHble 0Nyxojiesble
knemku. Jlyuesvie memoowl ucciedosavusi, 8 uacmuocmu IIDT/KT,
8epOsiIMHO, NoJe3Hbl npu cmaduposanuu 3abonesauus. boLio
nokasaio, umo nosumueHsle pesynomamot [IIT/KT noseonsawom ¢
8bICOKOLI  8epPOSIMHOCMbBI0  NPOZHO3UPOBAMb  pe3uUdyanvHoe  Uiu
peuyudusHoe nopaxceHue npu HXJI [95].

2.5. Huble nyiarHOCTUYEeCKMe UCCIeOBaHUS

e PekomeHAyeTcs BBINIOJIHEHME SKEHIIMHAM PEeNpOAYKTUBHOTO
BO3pacTa TecTa Ha 6epeMeHHOCTb (MCCiefoBaHMe XOPMOHNUECKOTO
TOHAZOTPOIIMHA YeJ0BeKa) C Iebl0 BbISIBJIEHUSI OepeMeHHOCTU
[1,5].

VpoBeHb YyOeguTEeNbHOCTM pekomeHzammuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeabCTB — 5).

e Pexomenpyercss Bcem mnauueHtam ¢ OJII/JIBJI u3 rpymmbl
BBICOKOTO pUCKA M IIpM peuuauBe 3a0ojeBaHMs, a TaKKe UX
cubnmuHraMm omnpenenenne HLA-aHTUreHOB C 1ebl0  ITOMCKaA
IOTeHUMaIbHOrO JoHopa KM [47,48].



VpoBeHb YOegUTENbHOCTM pekoMeHmamuit - C (ypoBeHb
IOCTOBEPHOCTM I0KA3aTeJIbCTB — 5).

PekomMmeHayeTcsT BCeM MallMeHTaM KOHCY/IbTallus HEBPOJIOra,
odTanbMoJIora, OTOPMHOJIAPMHTOJIOTa IJIST orpeneneHus
COMAaTMUeCKOTO CTaTyca NaiyeHTa M IMarHoCTUKU COMYTCTBYIOIIE
nartosnoruu [1,2,4,5].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTM JOKa3aTeJIbCTB — 5).

PekoMeHayeTC KOHCY/IbTAlMsI TMHEKOJora ISl JKeHIIMH U
ypoJiora Jijisi My>KUMH C 1eJIbI0 BBISIBJIEHMSI COMaTUUECKOTO CTaTyca
MalyeHTOB UM pelleHus  BOIpoca O  HeoOXOgMMOCTU
OBapMONPOTEKLIMM WIM KPUOKOHCEpBALMM TamMeT (OOILUTOB,
criepmato3onzos) [1,2,4,5].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeJbCTB — 5).

KoMMeHTapumu: HesvlnoiHeHUe YKA3aHHblX Npouedyp u memodos
00¢71e008aHUS B03MONCHO MOJIBKO 8 KPAIHUX CYy4aAsX, Ko20a nauueHm
Haxooumcss 68 MePMUHANIBHOM COCMOSHUU Npu NOCMYNJaeHuu 6
CNeyuanu3upo8aHHoe yupexcoeHue uiu ez0 coMamuueckuti cmamyc
makoe, umo HUKAKO20 Cheyupuueckozo JiedeHUsi BbINOJHAMbCS He
6ydem — mMoJbKo NAAIUamueHoe, uau, ecaiu nayueHm omkasvléaemcs
om 006cnedosaHus u  JeueHus, umo  OOMMHO  Oblmb
3A00KyMeHMuUpo8aHo 8 ucmopuu 60e3Hu.

PekomeHayeTcst 6GepeMeHHbIM >XEHIIMHAM BbIIIOJHSTh ITOJTHBINA
00beM nOuarHocTuueckux uccremoBaumii mpu OJIJI, Kak u y
HebepeMeHHBIX, KpoMme BBITIOJTHEHUS CTaHIAPTHBIX
PEHTTeHOJIOTMUEeCKUX MEeTOHOB 00ciemoBaHusl (CM. KIMHUYECKME
PYKOBO/ICTBA T10 BeJleHN10 OepeMeHHbIX MaleHToK) [1,49].

VpoBeHb yO0eauTeNbHOCTHM pekomeHpauuit - C (YpoBeHb
OOCTOBEPHOCTHU AOKA3aTEIbCTB — 5).

KoMmmenTapum: ¢ duazHocmuueckoli uenvlo npu OepemeHHOCMU
uenecoobpasHo npuMeHeHue MAazHUMHO-PEe30HAHCHOL momozpaguu u
V3U, 6 mom uucne n1e20UHOli MKAHU.

PekomeHayeTcst TIpy pas3sBUTUM MHGPEKIMOHHBIX OCI0XKHEHUIA
BBITIOJIHEHME HEO0OXOAMMBIX IJisS AMArHOCTUKM ouara MHeKInu
npouenyp oconegoBauus (Y3U, KT, MuKpoOGMoOIOrmyeckoe



(KyIbTypaJibHOE)  MCC/IeloBaHMe KPOBM HA  CTEPUJIBHOCTD;
MMKpoOMonornyeckoe (KyJabTypajJibHOE) MCCIefOoBaHMe MOYM Ha
6aKkTepuasbHbIE MaTOreHbl; MMKPOOMOIOTMYeCcKoe
(KyIbTypasIbHOE) MCCAedOoBaHMe OTHEeNIsIEMOro M3 IIOJIOCTU PTa;
MccieqoBaHe MUKPOOMOIleHO3a KUIleuHMKa (AucbakTepuos) ajisi
yTOUHeHMs xapakTepa WH@eKIMM ¥ BbIPAOOTKM aJeKBaTHOIA
TaKTUKM JeueHust [27,50-52].

VpoBeHb yOeauTenbHOCTM pekoMeHnanuiti - C (ypoBeHb
JOCTOBEPHOCTHU 0KA3aTe/l1bCTB — 4).

JuHaMu4yecKas oneHka 3¢ PeKTUBHOCTHU Tepanuu

PekoMeHayeTcss BCeM IMalMeHTaM Ha 3Tarax MWHAYKUUU U
KOHCOMMIALMM KOHTPOJAbHOe ucciaenoBanne KM (TionmyuyeHue
uuTosornyeckoro mnpemnapara KM nmyreM NIyHKUMM (CTepHalbHas
IIYHKOMSI) M LOUTOJIOTMYecKoe  ucciaegoBaHme wmaska KM
(MMenorpaMmMa) M3 CTEPHAJILHOTO IYHKTATa) BBINOJHATH Ilepen,
HayajoM KaXkAoro mocjieaymolnero stama (onTuMaabHO) nbo 1 pa3
B 2 Mecsi1ia (He pexke!) ¢ 11e/ibl0 Bepu@uKaluy cTaTyca maiyeHTa I1o
3a60/1eBaHMIO (PEeMUCCHSI, Pe3UCTEHTHOCTDb, PELIANB, TTPOTPECCHSI)
[1,2,4,5,12].

VpoBeHb yOeauTenbHOCTM pekoMeHmanuii - C (ypoBeHBb
IOCTOBEPHOCTM I0KA3aTeJlbCTB — 5).

PekomeHayeTcs naiyeHTaM Ha oHe IMOoIep>KMBaIOIeii Teparnn
TIOBTOPSATH TOJyYeHME LUTONOTMYecKoro Iperiapara KM nyrem
ITYHKIIUN (cTepHasibHAsI ITYHKIIMSI) " LIUTOJIOTUYECKOe
uccuiegosanre maska KM (mmenorpamma) wu3 CTepPHaJIbHOTO
IyHKTaTa 1 pas B 3 Mecslia B TeueHue 2 JileT U B JajibHeNIleMm,
TII0C/Ie CHSITUS C JIeUeHMsI, KaKable ITOJIroa O0 3 jeT HaOIomeHns C
1le/ibl0  BepuduKalMyM CTaTyca MalyeHTa 0 3ab0eBaHUIO
(pemuccusi, peunaus) [1,2,4,5,12].

VpoBeHb yOeguTenbHOCTM pekomeHzauuit C (YpoBeHb
OOCTOBEPHOCTHU JOKA3aTEIbCTB — 5)

KoMMmeHTapum: cmaHoapmu308aHHble 8pPEMEHHble MOUKU 63amusl
KM Heobxodumwsl npu moHumopuHze MOB. MoHumopuxHz MOB
A6751emcsl  KauessiM  UCCIed08aAHUEM 80 8CeX  COBPEMEHHbBIX
npomoxoaax Jaeuevus OJI. B Poccuu, 20e 8 KW exawuaemcs
MUHUMAIbHOE uucio nayueHmos, pekomeHdosamo
cmaHdapmu3o8autwlli ~ MoHumopuHez ~ MOB  u NpUHUMameo
mepanegmuueckue peuwleHuss 6 3deucCuUMocmu om noayuaemvix



nokasameeti npedcmasnsiemcst npexoe8pemeHHbiM. Mo C853aHO0 C
mem, umo 8 00]blUHCMBe cayuaed npozpammosl mepanuu OJLUI
mModuguyupyromesi, He  coO00AOMc  NpuHyunsl  «003a  —
UHMEHCUBHOCMb», UHMEPBAJIbl, 8 pside Ccayuae8 Omcymcmeywom
npedycmompenHble  KOHKPEMHbIM ~ NPOMOKOJIOM  Npenapamai.
Onpedenenue MOB Heobxo0umo 0718  peuieHus 8onpoca o
UenecoobpasHocmu  8bINOJIHEHUS! MPAHCNAAHMAYUU — AJITI02EHHBIX
2eMON03MuUYecKUx Cmeososgsvlx kiaemok (danee — anno-TI'CK).
ITosmomy npedcmasnsemcs pasymHvoiM 6cex nayuermos ¢ OJII,
Komopule He 8KueHbl 8 KoHmpoaupyemoie KU, paccmampusams 8
kauecmge kandudamos onsa mpaxHcnaanmauuu anno-TICK, ocobeHHO
eciu peuv udem o podCmeeHHOl MpaHCNaaHmavuuu.

Bonpexu  comHumenvHoli 8  ycnogusx P®  pekomendauuu
MoHumopuposams MOF y nayueHmos ¢ Ph-nezamugHosimu OJII,
MoHumopuHz MOFB y nayuernmos ¢ Ph-no3umusnsim OJIJI siensemcs
KtouesviM ycnoguem sedeus ons BCEX (1) nauuenmos u 8 ycnosusx
P®, nockonbky 3mo HAanpsMyw C883aHO C mpeb08aHuem
pekomeHOayuii no cmeHe Mupo3UHKUHA3HO20 UHzubumopa (daiee —
HUTK) 6 cnyuae HedocmudeHUst MoJIeKyaspHo20 omeema [1,2,53].

MOBb

B Hacmosiuiee epems cmaHoapmom MOHUMOPUH2a 3(ppekmusHocmu
neueHuss OJUI cman MOHUMOPUHZ OCMAMOYHOU  0Nyxosnesoti
nonyasuuu knemox (MOB) ¢ nomowbio Memodos npomouHoli
yumomempuu  Uu/uiu - MOJEKYASIPHO-OUOI02UUECKUX  Memodos.
VkasaHHvle MemoOdsl 001adaiom 8bICOKOU  Uy8CMEUMEeIbHOCMbIO
(ooHapymcusaemcs 1 netikemuueckas Kiemka Ha 104_6 HOPMAJIbHBIX
2eMON03MUUECcKUX K1emokK) U ¢ UX NOMOUWbI0O MOXCHO OMCIeXusamso 8
JuHamuke cydv0y Jnetikemuueckozo kaoHa. O6HapyxceHue MOB nocne
uumocmamuueckozo 6o3deticmeuss S6]51€Mca  CAMbIM  MOUWHBIM
npoz2HOCMu4ecKuMm (pakmopom 'y  nayueHmos C OJlI,
ceudemenbCmeayoujum 0 Heobxodumocmu U3MeHeHUs
mepanesmuueckoli makmuKku U NpuMeHeHusl 8 npozpamme JieueHus
anno-TICK.

MeTopapl onienku MODB

PaspabomaHo Heckonvko memodos oueHku MOB npu OJIJI. Smu
Memoodsl 0OMAUUAmMcs N0 mpyodoemMKocmu, 8peMeHHbIM 3ampamam,
NPUMEHUMOCMU 8 OMOEeNbHbIX CcUumyayuslx, uy8cmeumenbHoCmu,



cmoumocmu u HekomopwsiM Opyeum acnekmam. Camoe 8axcHoe 8
uccnedosavuu MOB - 3mo MHO20Kpamuoe ucciedosadue, OUeHKA 8
OuHamuKe, c meueHuem 8peMeHuU.

Kax yxe ommeuanoco pauee, memodvl demeKuyuu u MOHUMOPUH2A
MOB no3ssoasitom oyeHusamos 3¢ pekmueHocms nposoouUM0o20 JieueHusl
Ha monexynspHom yposHe. Oyerxa MODb ocywecmensiemcst TOJIBKO y
nayuemmos, y  KOmoOpwulX  NOAyYeHA  NOJHAS KJIUHUKO-
2emMamoJio2udecKkast pemuccusl.

Pekomenayetrcss MOHUTOPUMHT MODB OCylIeCTBISITL METOLOM
IIPOTOYHOM LMTOMEeTpUM u/wiuu meromom IIIIP, TO ectb TeMm
MeTOlaMM, Y KOTOPBIX UYBCTBUTEJIbHOCTh COCTABJISIET HE MeHee
10_4 (T. €. BO3MOXXHOCTb OIIpeIe/INTb OAHY OMYXOJIEBYIO KJIETKY Ha
10 000 HopmasbHBIX) [54,55].

VpoBeHb YyOegUTeNIbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 5).

KoMMmeHTapum: He pekomMeHOyemcss 0Cyulecmensms MOHUMOPUH?
MOBb Memodom FISH u Memodom cmaHodapmHo20
uumozeHemuueckozo uccnedosarvus. Ilpu oyenke MOB y nayueHma
He0b6Xx00uUMO NobL308AMBCS MOJILKO 00HUM U3 Memo008 0l NPUHImus
mepanesmuyeckux pewleHuti, npu 3momM MOHUMOPUHZ O0JIxHeH
OCyulecmeansimoeCsl ¢ nepevix OHell mepanuu U 8bINOJIHAMbCS 8 00HOII
nabopamopuu. AHanu3 MOB evinonvsemcs 8 obpasyax KM.

BpeMeHHbIe TOYKM MOHUTOPHMHTIA

B pa3sHsix KU karwouesvie mouku uccnedosarus MOB, onpedensiouiue
Npo2HO3, U COOMBEMCMEEHHO, U3MEeHeHUe cmpame2uuu mepanuu,
HEeCKoMbKo omauuaromcs. B uyenom ucciedosamenu OyeHU8awm
OCMAamouHyl0 NONyAAYul0 ONyXojeevlx KJAemoK 6 KOHuye 1-ii
UHOYKYUOHHOU (ha3wvl (6-2 Hedesss om Hauala mepanuu) U Ha Imane
KOHconudauuu (12-16  Hedenv  om Hauana mepanuu,).
IIpedcmasnsiemcs yenecoobpasHviM UCNOIb308AMb 8PEMEHHbIE MOUKU
ouenku MODB y nauueHmosé 8 coomeemcmeuu C UCNONb3YEeMbIM
NPOMOKOJNIOM JieueHUss U MOJbKO Npu YCI08uu €20 adekeamHoz2o
8binosiHeHus (Hemeukas 2pynna — 10 u 16 Hedenwv, ppanHyy3sckas — 6 u
12 Hedenv (6-51 Hedens Ons onpedeneHUuss MAKMUKU JleUeHUsl),
Benuxobpumanus — 10 u 15 Hedenw, Umanus — 10—16-22 Hedenu (22-
1 Hedess1 01151 onpedesieHuUst MaKmuKu jieueHusl)).



IIpu ucnonv308avuu NPoOomMoKOIA POCCUtiCKOLl uccnedosamenbcKoli
epynnot «OJUI-2009» obpasust KM axanusupyrom Ha 10-0i u 16-ii
Hedesie mepanuul.

PexomeHpgauuy 1mo MoHUTopuHry MOb

PekomeHayeTCsT BCeM Ilal[MeHTaM [I0C/ie TpaHCIJIaHTALUU
OCyIlIeCTBJIeHMe MOHUTOpUHra TpaHckpunra pl90 wmnm p210
rnocpencTsom KommdectBeHHou [IIIP B peanbHOM BpeMeHH,
KOTOpasl IO/KHA KOMOMHMPOBATHCS CO CKPMHMHIOM Ha IIpeaMeT
myTtauuii BCR-ABL pomeHa TUPO3MHKMHA3 (MOJIEKYISIPHO-
reHeTuJYecKoe MCUIeoBaHMe TOYeyHbIXx MyTauuii reHa BCR-ABL
(XMMepHbIiI T'eH, 00pa30BaHHBIN CIMSHMEM 00JacTU KjaacTepa
paspbIBOB HAa 22 XPOMOCOME M reHa TUPO3MH-KMHa3bl AbOebcoHA
Ha 9 XpoMocoMe) MEeTOAOM MPSIMOrO CEKBEHMPOBAHMS) B CiIydae
TIOA03PEeHMST Ha pe3UCTEeHTHOCTD [53].

VpoBeHb YyOegUTENIbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 5).

He pexkomMmeHAyeTCsl BbINIOJHATE MOHUTOpUMHT MODB mpu
HecoOmogeHy MpoToKoIoB. Mouutopur MOB nMeeT 3HaueHue
TOJbKO IIpU IpoBemeHuM agekBaTHOV XT cormacHO BbIOpaHHOMY
IIPOTOKOJTY, IIPY COOTIOMEeHUIM TPUHIIUIIA «103a — MHTEHCUBHOCTbY,
MHTEePBAJIOB U 3TAIlOB JieueHus: [56].

VpoBeHb yOeauTenbHOCTM pekoMeHnmanuii - C (ypoBeHb
IOCTOBEPHOCTHU 0KA3aTe/l1bCTB —4).

Ouenka MOD y mauyMeHTOB MOXKeT OCYILeCTBISTHCS PasHbIMU
MeToJaMu, HO 00513aTe/IbHO peKoMeHayeTcs [54,55]:
orpenesieHue  Jiefiko3cnmeuu@uueckux  MapKepoB, IallMEeHT-
crienMpuUUeCKMX  KJIOHAJIbHBIX  IepecTpoek, abeppaHTHOIO
MMMYyHO(eHOTHUIIa OO0 Havajla Teparmin;

IIpOBeeHe MOHMTOPMHIAa JMOO OJHMM W3 METOHOB, JubO
OOHOMOMEHTHO ABYMSI (He uepenysi, He 3aMeHsIsl ONVH APYTUM);
BBITIOJTHEHME MCCIeOOBaHMUSI B OOHONM JabopaTOpuM COIJIACHO
peKOMeHIyeMbIM CTaHIAPTU30BAHHBIM MMOAXOAAM B UYeTKMeE CPOKH,
MpeayCMOTpeHHble  MPOTOKOJaMM  IpU  UX  aJeKBaTHOM
VCIIOJTHEHU M.

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 5).



3. Jleuenue

3.1. OcHOBHBIe NpMHUMAIIBLI XUMHoTepanuu OJIJI

IIpu nwb6omM npuHuune Xumuomepanesmuueckozo 6o3delicmeus 8
neueHuu OJUI cywecmeyem HeCKONbKO OCHOBHBIX 9manoeé mepanuu —
UHOYKUUS peMuccuu, KOHcoauoayusi pemuccuu, hnodoepicusarnulas
mepanus u npogunakmuxa (neueHue) Hetiposetikemuu.

Ilepuod HauanvHO20  JleueHUsl, UYeNbld  KOmMopo2o  56J1emcs
CyuiecmeeHHoe yMeHbvlUleHUe 0Nnyxonesoli maccol u docmuxceHue IIP,
Hasvieaemcss nepuodom uHOyKuuu pemuccuu. B mepanuu OJUI
ucnonv3yrom 0ee (asvl uHOyKuuu onumenvHocmeto 4 Hed Kaxcoas,
nepepoie mexcdy KOmMopwuMu He npedycmMompeH. MIMeHHO 8 3mom
nepuod Ha (oHe npumeHeHus yumocmamuueckux cpedcmae
Kouuecmao netikemuueckux knemok 86 KM ymeHvuiaemcst npumepHo 8
100 pa3s, m. e. 8 momeHm kKoHcmamauuu IIP 8 KM mopgonozuuecku
onpedensiemcsi meHee 5 % onyxoneevix Kaemok. Ilpu ucnonvs3o8aHuu
UMNYNbCHO20 nodxoda (npozpammesl Hyper-CVAD) amanom uHOykuuu
cuumaromes 08a Kypca — cobcmeeHHo 2-HedenvHwlli Kypc Hyper-CVAD
u caedywowuli 3a HUM nocie nepepviéa KypC 8blCOKOOO3HO20
uumapabuua** u memompexkcama™*. B 6onvwuuHcmee cayuaes IIP
docmuzaemcst yxce nocae 1-ii ¢passt uHdyKyuu (uru nocie 1-20 xKypca
Hyper-CVAD), u auwbs y uacmu nauyueHmos (10-30 %) — nocne 2-1
gasel uHdyKyuu (unu 2-20 Kypca 8ulCOKO003HO020 uumapabuHa™* u
memompexcama**) [57-61].

Bmopusim amanom mepanuu OJI si8151emcsi KOHCOAUOAuUs pemuccuu
(3akpennieHue 0ocmuzHymoz0 npomusoonyxoneeozo 3¢gexkma). B
Hacmosuwee 8pemst 8 00JbLUUHCMEE CIyUae8 KOHCONUOAyUsl s187emcs
Haubosiee azpeccusHsiM U 8bICOKOOO3HbIM dmanom 6 JyeueHuu OJIL
3adauetli 3mozo0 nepuoda 56,15€emMcs N0 803MOMCHOCMU euje 0oJibluee
YMeHblUleHUe YUCAAa O0CMAanwuxcs nocie UuHOyKuuu JetikeMuueckux
knemok. Yauwe 6cezo npedycmompeHsl 1-2 makux Kypca, 3amem,
neped nododepxusawwjuM JieUeHUeM, MO2ym  UCN0J1b308aMbCs
npozpammsl peuHoykyuu (6onee onumenvHwvle, aHanozuurvie HUT). B
npomoxosie  poCCUlicKoil uccnedosamensckoli  2pynnel  nepuooom
KOHCOMUOAYUU HA38AHbL NSIMb NPOOOSIHUMEILHBIX NOC1e008AMETbHBIX
(3—-4-HedenvHblx) amana, mexdy KOMOpsIMU He NpedycMompeHal
nepepwigol  (!), HO uU3MeHsilemcs JuWb HAGOpP J1eKAPCMBEHHbIX



npenapamos, Uchob3yemslx 8 dauHulli nepuod, u modupuyupyromcs
do3uposku psada yumocmamuueckux cpedcma. Cnedyem noduepkHyme,
Umo B803MOMCHA pomauus NpedycCMOMpPEHHbIX NPOMOKOJIOM 3MAnos
KOHcONMudayuu, 8 3asucumocmu om UyumoneHuueckozo cuHopoma u
8apuaHmos ocnoxcHeHuil [57-61].

Ilocne 3asepuieHuss s3mana KoHcoaudauuu caedyem  nepuoo
noddepxcusarujezo aeueHus, m. e. NPo0oJIHeHUE YUMOCMAmu4ecKozo
go3delicmeust 8 MeHblUUX J03ax, Uem 8 nepuod UHIyKUUu pemuccuu, Ha
803MOXCHO OCMAWUTICSI 0NYX0J1e6bLL KJIOH [57-61].

B Hacmosuwee spemsa 6a3ucom eceii npoepammuoti mepanuu OJLI
aessemcs JdugpeperuyuposaHHoe go3delicmaue: 1) ons
umMMmyHosozuuecku  3peavlx B-OJIJ  doka3zana 3gpgpekmusHocmo
MOWHO20 UMNYNbCHO20 KOPOMKO020 8030elicmeusi 8 couemauu ¢
anmu-CD20-moHoknoHanvHsimMu anmumenamu (90 % 5-nemuss bPB)
[62]; 2) ona Ph-no3sumusHslx OJUI KnwouesviM  (pakmopom
a¢ppexmusHocmu a6agemcs  UChONb308aHUE UHeubumopos abl-
mupo3uHnkuHassl (80 % 3-nemuss ewincueaemocms) [53]; 3) dna
nayueHmos, y Komopulx onpedeyisiemcst nepcucmeHyust MUHUMA1bHOU
0CMamouHoll nonyasayuu onyxoneswlx kiemok, — anno-TI'CK [56,63].

IIpuHuunuansHo He06X00UMO 8bldesIiMb MpuU Kitouessvle, mpeodynujue
pa3Hozo aeuerus zpynnst OJUI: 1) B-3peasie OJUI; 2) Ph-no3umuegHule
OJUT; 3) Ph-nezamuenuie OJI1[1,2,4,5,53,56,62,63].

PexomMmeHnpayeTcs 1151 UMMYyHOJIOTnYecku B-3penoro BapuaHnTa OJIJI
(bepkuUTT-n€eiiko3a/AMMEpOMBI) MCIIOJIb30BaTh MHTEHCUBHOE
MMIy/bcHOE (0/I0KOBOE) BO3AeiCcTBMe XMUMMomperapaTamu (110
riporpamme JIb-M-04 u T. n. cM. npuiokeHne A3.1) B coueTaHuu C
aHTU-CD20-MOHOK/IOHA/IbHBIMYM aHTUTeNaMU (pUTYKCUMMaboM™*)
[64].

VpoBeHb yOeauTenbHOCTM pekoMeHzmanuii - C (ypoBeHb
IOCTOBEPHOCTM J0KA3aTeJlbCTB — 5).

KoMmeHTapum: 00biuHO NOC/e 8biNOIHEHUS 4—6 010K08 hauyueHmol
CHUMailomcs ¢ mepanuu, um He nposodumcsi noddepxcusarujee
JieueHue, OHU He Hyxodaromcs 8 8binosHeHuu aymo- unu anno-TICK.

Pekomenayercst ipu Ph-nosutusHbix OJIJI ucronbsoBanue UTK,
HauMHas C MMaTMHMOA™* B 1-1 JMHMM, C JaJbHeNIIe
MoaubuiMeii  TapreTHOro  BO3MENICTBMSI HA  OCHOBaHUU
MOHUTOPUHTAa MUHUMAJIbHOM OCTATOYHONM MOMYJISILIUM OITyX0JIEBBIX
KJIETOK M HaJIMUMs MyTaluuii KuHasHoro fomeHa BCR-ABL [65,66]



VpoBeHb YyOeauTeNbHOCTM pekoMeHzanuii - C (ypoBeHb
JOCTOBEPHOCTU JOKA3aTelbCTB — 4).

KommeHTapum: smo 8o3deiicmeue 00nxHO Oblmb NOCMOSIHHBIM.
Ob6sem XT npu Ph-no3umueHsix OJIJ do cux nop ocmaemcs
npedmemom  duckyccuil.  Hcnons3ytom — KAk — MUHUMAJbHOE
uumocmamuueckoe go3oeticmaue (1ub60 00HU 271I0KOKOPMUKOObL, J1UOO
2JIKOKOPMUKOUJb! 8 COYEMAHUU C BUHKPUCMUHOM **), mak u Oosnee
UHMeHCcUsHoe (Kaaccudeckue Xumuomepanesmuueckue npomoxoJbl
neueHust OJI/I, 8b1COKOO03HbIE UMNYJIbCHBIE NPOMOKOJIbL).

Pekomenayercss B Tepanuu Ph-HeratuBHbix OJIJI B3pOCIbIX
ManMeHTOB  MCIIOJIb30BaTh B OCHOBHOM  [Ba  IIPUMHLMIIA
XUMUOTEPAIeBTUYECKOTO BO3/1€CTBUS: 1) UMITYJIbCHOE,
BbICOKOAO3HOE C TMOUIeNylell IMOCTOSHHON oA JepsKUBalOIei
Tepanueit (mporpamma Hyper-CVAD); 2) 6ojiee TpaauliMOHHOE
(crangaptHOoe) — 8-9-HenenbHAsi HeNpepbiBHAST WMHAYKUUSA C
MOC/IeaYIOIIMU HEOHOKPATHbIMU BBbICOKOJI03HBIMU
MMenoabaITUBHBIMM  KypcaMM UM B IloclenyloliemM — —
noAAepXMBaloMM JedeHueM (CM. mpunoxkeHme A3.1) [57,67].

VpoBeHb YyOeauTeIbHOCTM pekoMeHzanuii - C (ypoBeHb
JOCTOBEPHOCTU JOKAa3aTelbCTB — 4).

KoMmmenTapum: pesysismamel KpynHeltiwiux uccnedosamenbCkux
epynn no neueruro Ph-nezamusnoix OJIJI y 83pocblx, 8 3asucumocmu
Om NpuHUUNG XuMuomepanesmuueckozo 8030elicmausi, ompaxeHsl 8
npunoxceruu A3.2. Cymmupys darHbsie mabaulbl, MOXCHO OMMemMume,
umo 8 ueaom 5-nemusis obuwias ewvixusaemocms (danee — OB)
83pocivix nayueHmos ¢ OJUI, eapvupys 8 3asucuMoCmu om zpynnoi
pucka u eo3pacma, cocmasensiem 45-55 %. Pe3ynvmamsl poccutickozo
uccnedosaHuss abCONMOMHO conocmasumMsl U 0axe Npesvluarm
damHbvle 3apydexcHblX UCCe008AHULL, HECMOMPS HA MATYHO 00JIH0 AJ10-
TI'CK [67].

Pekomenayercs namyeHtam ¢ OJIJI, 0ocoOG€HHO OTHOCSIIIMMCS K
IpyIamM BbICOKOTO PUCKA, OOHUM M3 3TAIIOB JIeUeHUS BBIIIOIHATD
TT'CK 160 ayTosnornuHbix (manee — ayTo-TI'CK), 1160 anaoreHHbIX
(OT pomCTBEHHOTO WaM HepoacTBeHHoro HLA-coBMeCcTMOro
moHopa - awio-TI'CK) 1 [OOCTUMKeHMsI TepareBTUYeCKOTo
saddexra [1,2,4,5].

VpoBeHb yO0eauTENbHOCTH pekomeHaauuit - C (YpoBeHb
IOCTOBEPHOCTHU AOKA3ATEIbCTB — 5).



KommenTapumu: 6 Poccuu aymo-TI'CK paccmampugaemcs Kak
No30HsAs 8bICOKOJO3HASL KOHCoAudauus uaule ecezo 8 JeueHuu T-
knemourslx OJI. B 3apybexHbvix uccaedosanusx —aymo-TI'CK
pekomeHdyemcss 'y nayueHmos 8 MoJeKyasapHol pemuccuu Ph-
nosumuerozo OJUIL. Anno-TI'CK sensemcst 00s3amenibHbolM 3Manom
mepanuu navyuenmos ¢ OJIJI u3 e2pynnsl 6blCOKO20 pucka, u ee
a¢ppexmueHocms  ceési3aHa € (PoOpMUpOBAHUEM  NOCMOSIHHO20
UMMYHOJI02UUECK020 KOHMpOoJs 3a 0CMasuuUMcs nocie
uumocmamuueckozo 803delicmeus onyxoJieéviM KJIOHOM (peaxkuyuu
«MPAHCNIIAHMAM NPOmMue X0351UHa»).

PekomeHAyeTCA BCeM IMAalM€HTaM BBINIONHATh HNPOPUIAKTUKY
WU, IPU HeOOXOOMMOCTH, TeueHue Heliponeiikemun [40].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTH J0KAa3aTeJbCTB — 5).

KoMmmeHTapum: samom 3man pachpedensemcss Ha 6ce nepuoovl
Npo2pammHo20 JjieueHuss — UHOYKYUl pemMuccuu, KOHCOAudauuio u
noddepxcusawujee neveHue. O6bIUHO NpoduraKkmuKy Hetiponetikemuu
(0cHOBHOU nepuod — 5—-6 uHmMpameKkaibHulX 88edeHuUll hpenapamos)
ocywecmensitom 8 nepuod HT, 3amem 68 meueHUue 6cex ImManos
KOHCcoMudauuu u  noddepxcusaiouleli  mepanuu  8bINOJHSIOMCS
npoguaakmuueckue nyHKyuu ¢ pasHoti 4acmomoti Ha pa3Hulx Imanax
(8 cpedHem uucno npoduarakmuueckux aomM0anbHoslx NYHKUUL 0ONHCHO
cocmename 15-20). JleueHue HetiposietikemMuu OCywecmeasaiom no
UuHsIM npuHyunam. CHauaia npoeoodsim UHMpameKaivHvle 868e0eHUs]
uumocmamuueckux npenapamoe c¢ uacmomoti 1 pa3 6 2-3 0Hs do
Hopmaausayuu nokasameneli UepedPOCNUHANBLHOU HudKkocmu U
NoNlyYeHUst MUHUMYM 3 HOPMAIbHBIX Pe3yibmamos aHaau3a Jukeopa.
3amem nyHKyuu 8 meueHue nosy2oda npogodsmcs ¢ uacmomoti 1 pas
8 2-3 uedenu c nocnedywuwum nepexooom Ha Npoguiakmuueckuti
pexcum esedeHusl. B bonvuiuHcmaee cayuaes o0iyueHue 207108bl 8 003€
2400 pad He mpebyemcs. Imom nodxo0 moxcem Oblmb UCNOJb308aH
JUWb Yy mex nayueHmos, y Koz20 6cnedcmeue pasaudHulX NpUuyvuH
(aHamomuueckue 0coOeHHOCMU, KpaliHe msiyicendas nepeHoCUMOCMb
CNUHHOMO032080li NYHKYuUu) npogurakmuxa Hetiponetikemuu ¢
nomouybio UHMpameKkanvHolx  66eJeHUll  yumocmamuueckux
npenapamos 8vinonHeHa Ovimb He Moxcem. Takxie 80npoc o
NpumMeHeHuu 00JIyueHuUsl 207108bl NOOHUMAemMcs: npu pegppakmepHom
meueHuu Hetiponetikemuu (omcymcmeue noaHozo0 omeema uepe3 5—6
ggedeHuli npenapamos).



3.2. IIporHoctuueckue paxkTopsl 3(pPeKTUBHOCTHU
JIedYeHus

e PekoMeHAyeTCS NPUMEHSITh (aKTOpbl pUCKA C ILeJIbl0 OLIeHKU
TPYIIIbI PUCKA U OIpeneeHusl IMOKa3aHUil K MCII0JIb30BaHUIO B
riepuon, neppoit IIP ammo-TI'CK B cOOTBETCTBUMM C KOHKPETHBLIM
MIpOTOKOIOM JieueHust [1,2,4,5].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTeJbCTB — 5).

KomMmMmeHTapum: nosoxeHue o npozHocmuueckux ¢pakmopax npu OJI
B03HUKNO0 C nossneHuem adekeamuoli XT, mak Kak moJibKo
LUCNOMb308aHUE CMAHOAPMHBIX NPOZPAMM N0380J5lem  8bloenumbp
nayueHmos ¢ onpeodeyieHHsIMU KAUHUUECKUMU, MOP@onozuueckumu,
UMMYHO(eHOMUNu4uecKUMuU, — YumozeHemuuecKuMu, MOoJIeKYAIPHO-
2eHemuyecKuUMu xapakmepucmuxkamu 3abonesaHus, Yy KOMOpbiX
ydaemcs unu He ydaemcs dobumucsi d¢ppekma. JemaivHoe usyueHue
NpUuuUH Heycnexa npu Ucnojb308aHUU CMAHOAPMHbBIX NPOMOKOJI08
npusodum K opmuposaHuio zpynn pucka u, C00meemcmeeHHo,
C030aHur0 Hoeblx JuggepeHuuposaHHvix N00X0008 K JIeUeHUN 3Mux
nayueimos. Cnedyem noduepkHyms, umo Haiuuue y nayueHma
(pakmopa HebnazonpusimHozo NPozHO3a HU 8 KOeM Clyude He Moxcem
Obimb OCHOBaHuem 011 nepexoda K haliuamusHoli mepanuu. Bce
(hakmopsl npozHO3a UCNONB3YIOM U UCCIEJYIOM MONbKO 8 KOHMeKcme
803MOXCHOCMU MAK020 U3MEHEHUs1 mepanuu, KOmopoe noswicuio 0ol
ee a(hpekmusHOCMb y MAKUX NAYUEHIMO0B.

B meueHue Kak MuHUMym 08yx Oecsamujemuti 0751 83POC/bIX
nayuenmos  OJII mak  Ha3vliéaemsle  (hakmopsl  pucka,
accoyuuposaHHole ¢  AppekmusHocmovio  JieueHus, 0cmarmcs
HeusmeHHbiMU. Hcknouernue cocmasasitom Ph-no3umusHsie OJIJT u B-
OJUI co 3pensimM umMmyHO(eHOMmunom, Komopwie Obliu 8bl0eieHbl 8
COBEPUWIEHHO  OmOenbHble  2pYnnbl,  Hyx#darmuwuecs 8 0co00M
mepanesmuieckom go3deiicmeuu (UTK u 610K08a
UMMYHOXUMUOMeEpanus cO0meemcmeeHHo), U NPo2HO3 Npu KOMopbix
gcaedcmaue 3mozo U3MeHUCS CyulecCmaeHHbIM 00pa3om.

IIpu Ph-nezamuernoix OJUI, HecmMompss Ha UHMEHCUQUKAUUo
mepanuu, 8vlnoJIHeHUe 3HauumenvHozo uucia awio-TI'CK Ha pasHbix
NpPOMOKONax pasHulX UCCIe008amenbCckux 2pynn, onpeoeneHHble
KJIUHUKO-1a00pamopHble napamempst nNpoooaxcarom onpeoensimo
npozHO3 3a001e8aHUS, MAK He KaK U HECKOJIbKO 0ecsimKoe8 jiem Ha3ao.
Ins  Ph-HezamueHbix B-xnemounsix OJIJI ¢akmopamu pucka



OonblUHCMBOM ucciedosamenieli npusHawomcs: 0Oonee cmapuiuii
go3pacm (30 nem u 6osee), uHUyuanvHwlli aetikoyumos (30 x 109 /1 u
bonee), paHHuli peHomun (paHHuti npe-B unu BI no kaaccuguxkauuu
EGIL), ysenuuerue noxkasamens JIII' 8 2 pa3a u 6osiee, no30Hee (6osee
uem Ha 35-ii deHb) docmuxcerue IIP, oOHapyweHue t(4;11). na T-
knemourwvix OJIVI — paHHue u 3penviti ummyHogpenomunst (TI/II u TIV
no kaaccuguxkayuu EGIL), uHuuuansHslii aetikoyumo3s (100 x 109 /71U
bonee), no3duee docmuxcerue IIP. [Tomumo 3mozo, nociedHue decsimo
Jlem KJawuesviM (pakmopom npozHosa 0ns ecex OJUI cman
nokasamens, oueHusawwuti MOB: npu ee o00Hapyx#eHUU C
uy8cmeumenbHoCmsio memoda 10_4 8 meueHue 6 mecsayes JieueHus
npozHo3 onpedensiemcs Kak HezamueHslli. Ilayuenmam ¢ OJUI
onpedesieHue 2pynnel  pucka, ho  KOmMopoii  onpedensemcs
mepanesmuueckass MAKmMuka, OO0JIXHO BblNOJHAMbCS MOJIBKO 8
pPAMKAxX mo20 npomokoaa, Komopslli UCNOob3yemcss Y KOHKPemHo20
nayuexma [1,2,4,5,12].

Heobxodumo cuumams HeGbINOJIHEHUE NpomoKona mepanuu,
Hepe2lamMeHmupo8aHHoe CHuUMceHue 003 npenapamos, OnumenbHble
uHmepeans. 0e3 JlieueHus, He NpedyCMOMpeHHble NPOMOKONOM,
2pyObIMU  HAPYWEHUSIMU XUMUOMepaneemuueckoz0 npomokxond, u
oyeHusams MAakux nNAyueHmos KAk nayueHmos ¢ KpatiHe
Hebnazonpusimusimu ucxodamu mepanuu [1,2].

3.3. [IporHocTuyeckas sSHaYMMocTb MOb

H3secmHo, umo nepcucmuposaHue MOBb nocne ury
KOHCONMUOAYUOHHOL mepanuu accoyuupyemcst ¢ HebJ1az0npusimHsiM
NpozZHO30M U 8bICOKOUI uacmomoti peyudusos, HecMOmpsi Ha
npodomncenue XT, u npu Ph-no3umuensix u Ph-nezamuenvix OJIJT
[56,68-73].

Takxce  KpailiHe  HeONAzONpusmusiM  (akmopom  s6as1emcs
MonekyaspHblil peuudus. Meduaua spemeru om demexyuu MOBE 6 KM
do paseumusi  2eMdAmosio2UUecKoz0  pa3eepHymoz0  peyuousda
cocmaseisiem oKojo 2—4 mecsyes.

e PekomeHAyeTcsl jeueHre MoJieKyasipHoro peuuausa Ph+ OJIT u
Ph- OJI/I B COOTBETCTBMM CO CTaHAApPTaMM, pa3pabOTaHHBIMM IS
pas3BepHYTOr0 MOPdOJOrMUEeCKOro pelyuanBa, Kak MUHUMYM IIpU
OJIJTy B3pocibix [1,2,4,5].



VpoBeHb YOegUTENbHOCTM pekoMeHzamuit - C (ypoBeHb
IOCTOBEPHOCTM I0KA3aTeJIbCTB — 5).

KomMmmenTapwuii: npu monexkynsapvom peuuduse Ph+ OJIJI Heo6xodumo
8binonHUMb cmeHy UTK, pekomeHO08aHO npu 3mom ucciedosaHue
mymayuoHHozo cmamyca BCR-ABL 2eHa ¢ uenvio Ha3HaueHus
a¢ppexmusrnozo UTK. Kpome mozo, u npu Ph-, u npu Ph+ OJIJI
nokasaua evlcokas I(ppxkmusHocmv npumeHeHus 6auHamymomaodba™*
[74], 6 mom uucne c ekawueHuem UTK, npu monekyasipHom peyuouse
unu nepcucmeryuu MPB. Hanuuue MOMEKyJISIPHO20 peyuousa moxicem
A6711MbCs  Kpumepuem 6KaoueHuss 6 KW no ucnonv308aHuro
IKCNepuUMeHMaibHbIX 1eKAPCMBEHHbIX Cpedcma.

dakmopom HezamueHo20 NPozHO3a 8 njiaHe 6e3peyudusHo20 meueHust
3abonesaHust aensemcsi ooHapyxeHue MOB kak do, mak u nocie
TI'CK. BeposmHocme paszeumusi peyuousa 00CMoBepHO 8blule Y
nauuenmos, y komopuix onpeoensiemcsi MOB.

3.4. JleueHue nanueHToB ¢ Ph- OJIJ1

Be16op nmporpammsl T y manmeHTOB B BO3pacTe 0 55 et

Pasnuunvie uccnedosamenvckue 2pynnol NpUMeEHslOM  pasjiuuHble
cxeMbl mepanuu (npunoxcerue A3.1), eduHozo npomoxona mepanuu
OJIUT He cywecmsyem. O6wuii npuHyun mepanuu npeocmassiem
co001l 8vInOIHEHUE hpedpaswvl, UHOYKUUU peMuccuu, KoHcoaudayuu
pemuccuu, noddepxcusarouleti mepanuu.

e PekomeHnpayetcst naiyeHTtam ¢ Ph-neratuBHbiM OJIJI B Bo3pacTe
MOJIOXKe 55 JieT BBINIOMHSTh Tepalruio 1o rmpotokoxy OJIJI-2009 (cm.
npuioxkeHue A3.1) [67].

VpoBeHb YyOegUTENbHOCTM perkoMeHzamuii - C (YpoBeHb
IOCTOBEPHOCTM 10KA3aTe/IbCTB — 4).

e PekoMeHAyeTCA B KayeCTBe aJbT€PHATUBBI [JI1 MOJIOABIX
rnanueHToB B Bo3pacte A0 30 JeT MOPOTOKOA POCCUINCKON
rneguaTpuueckoin rpymnnbl 1o Jjedyenutro OJIJI — MB-2008 (cm.
npunoxenue A3.1) [75].

VpoBeHb yOeOMTEIbHOCTM peKoMeHzanuii - B (ypoBeHb
JOCTOBEPHOCTM J0Ka3aTelabCTB — 3).



e PekoMeHAyeTCS B KaueCTBe ajJibTepHATUBLI mpotokoiy OJIJI-2009
IIpUMeHeHue  mporpaMmMm  JiedueHus  HeMeuxkux  (GMALL),
dpanysckux (GRAAL) u amepukaHckux (MD Anderson CRC)
ucciiegoBaTesieil (IIporpaMMbl Tepanuy MpUBeaeHbl B IPUIOKEeHUN
A3.1) [76-T79].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 5).

e PekoMeHAyeTCA MCIIOIb30BaTh (PAKTOPbI PUCKA, OIpedessioue
crparervto Tepanuu OJIJI, B 3aBUCUMMOCTM OT KOHKPETHOIO
BbIOpAaHHOTO BpauoM MPOTOKOJa JieueHMs1 (cM. pasgen 3.2
«[TporHocTHMUeckue GpakTopbl 3PPEKTUBHOCTU JeueHns») [1,2].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTH J0KAa3aTeJbCTB — 5).

KoMMeHTapum: He3asucumo om 8vl0paHH020 NpomoKkoaa mepanuu
nauuermos ¢ OJII c t(9;22), t(4;11) Heo6x00uMO OMHOCUMb K 2pynne
OUEHb B8bICOK020 PUCKA U y 6Cex C CamMo020 Hauauida paccmampueams
603MOMCHOCMb 8bln0NIHeHUs1 ano-TI'CK.

e PekoMeHAyeTCsA Npu TrpyObIX HaApyIIEHUSX JIIOOOro IIPOTOKOJa
IIepeBOAUTh IALMEeHTOB B TIPYNIy OYEeHb BBICOKOTO pUCKA U
IIPUMHUMATh pelleHre O BO3MOXXHOCTU BbINOAHeHUs asno-TI'CK
(cm. paspmen 3.2 «IIporHoctuyeckue ¢GakTopbl 3(DGEKTUBHOCTH
nedeHus») [1,2].

VpoBeHb yOeauTEeNbHOCTH pekomeHaauuit - C (YpoBeHb
IOCTOBEPHOCTHU AOKA3aTEIbCTB — 5).

IIpendasza

IIpedpaszy HeoOXo0umo HauuHames cpasy nocae moz0, Kaxk 6ce
JduazHocmuueckue meponpusmus 6yoym 3asepuieHbi.

e PekomeHayeTcsi BceM IalyeHTaM C BepUPUIMPOBAHHBIM
IMAarTHO30M HauMHaTh nOpendasy MOPegHU30JIOHOM™™ ¢ 1Ie/blo
IUTOPeaYKIVA i ompeneneHuss  YYBCTBUTEIbHOCTU K
npenHn3onony** [80].

VpoBeHb yoeauTenbHOCTM pekoMeHmanuii - C (ypoBeHb
IOCTOBEPHOCTM 0KA3aTeJlbCTB — 5).



KoMmmeHnTapumn: MOHOmMepanus 2JIKOKOpmMuKkocmepoudamu
aensemcsi 0CHoBoli npedgasvt — uHuyuansHoti mepanuu OJII
ZnumensHocmos npegasvt cocmasnsiem 7 OHell, U HENOCPeOCMEEHHO
nocne Hee ciedyem uHOykuuoHHas ¢gasa 1. Ilpedpasa nossonsem
cmabunu3uposams CoOCMosiHUEe NAauueHmos, Komopole nocmynarnom 8
omdeneHue  zemamojioeuu € MAMHENAbIMU  UHPEKYUOHHbIMU
OCJIOHCHEHUSIMU, MemabosutecKuUMuU HapyweHusMu u/uiu cepbe3HvlMu
KpogomeueHusIMu  (aHmubuomukamu U NpomusozpubdKossvIMu
cpedcmeamu,  mMpamc@y3uoHHoli  mepanueti, 3amecmumenbHOU
mepanueii, ¢paxkmopamu C8epMblBaHUS, an1onypuHoiom **/
pasbypukasoli**), u Hauame 1-10 a3y uHdykyuu 6e3 3adepicku uau ¢
MUHUMATIbHBIMU OMKJOHEHUSIMU. Bo eépemsi 8vinosiHeHus npedgassl
ocyuwiecmeJsisiemcs yumozeHemuueckasi OuazHOCMuUKa, 4mo no3eossem
gvldenums nayueHmos ¢ Ph-nosumusHoim OJIT u 6e3omnazamensHo
Hauame um nepayrw ¢asy uHOyKyuu no meHee MoKCUYHOMY NPOMOKOJLY
ons Ph+ OJUL. Ecmb Hebonvuias dons 83pocisix nauueHmos ¢ OJII, y
KOMOpbIX  pecucmpupyemcss OUeHb B8blCOKAS UYBCMBUMENbHOCMb
ONyxo0J1e8blX K1emok K NpedHU30/0Hy ™, u noaHas pemuccus (danee —
IIP) moxem Obimb OdocmuzHyma nocie 7 OHell MoHOmepanuu
2/iloKokopmukoudamu. Hecmompsi Ha mo, umo 8 pside npomokoJi08
npedgasa He se1emcs 0053amenbHbIM KOMNOHEHMOM, HANpuUMep, 8
npozpamme  MDACRC  (Hyper-CVAD), poccuiickue 3Kcnepmol
nosiazarom, umo 8svinoJiHeHue npedgassl KpatiHe Uesecoo6pasHo.

NHaykuus peMmuccumn

PekomeHayeTcsi  BCeM  ITallMeHTaM  CTPOTO  BBIINIOJIHSTH
MHAYKIIMOHHBIN KypC Tepanuy COTIaCHO BbIOPAaHHOMY ITPOTOKOJY
neuenusi Ph-neratusubix OJIJI [1,2].

VpoBeHb YyOegUTENbHOCTM pekoMeHzammuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5).

KommenTapumn: I ¢paza undykuyuu sensiemcst Haubosee KpumuuHoli,
ee npoooxcumenbHOCMy cocmasnsem 4 uedenu (uau 2 Hedenu 8
npomokxone Hyper-CVAD). VIMeHHO 60 8pemsi 6blNOJIHEHUS 3020
amana UT pezucmpupyemcs camoe 007bUI0€ YUCIO OCTIOHHEHULL, KaK
MOKCU4ecKux, mak U UH(pEKUYUOHHbIX, C O0xudaemoll uacmomoii
PAHHUX JIeManvHblX UCX0008 hpubausumenvHo >5 %. B poccuiickom
MHozoueHmpogom KU, exawuuguiem uHgopmauuro no 300
nayuernmam ¢ OJIJI 8 so3pacme om 15 do 55 nem, nokazamens parHeli
JlemanivbHocmu cocmasun 9 %.



B amom  nepuod  HeoOX00uMO  B8bINONHAMbL  8eCb  00BemM
CoOnposoodumenbHoll mepanuu, 6KaUas MOHUMOPUHZ U KOPPeKyur
NJa3MeHH020 2eM0Cmasa, MmpomoOoOyumoneHuu, aHemuu, JieueHue
UH(EKYUOHHBIX ~ OCIOMCHEHUL, Memabonuueckux  HapyuleHutl
(caxapvozo duabema), nNCUXu4yeckux paccmpoticme, He8poJI02UUECKOT
CUMNMOMAMuKU, OCMpbuIX 2enamumos, naHkpeamumos u m. 0. B
cyuae passumus KpatiHe msxcenvlx OCAOMCHEHUU u/unu 2y6oxoti
uumoneHuu (netikoyumos meHee 500 K1 8 MKJI) UUumMocmamuueckas
mepanus 0o/xHa Oblmb npepsaHa (Kpome nNpeoHU30J0HaA™ ) u
80300H0871EHA C MOMEHMA 0CMAHOBKU NPU KOPPeKUUU OCTIOHCHEHUL U
60CCMAHOBJIEHUU hoKka3ameJieli Kposu.

Bce npozpammasl jiedeHusl 8KJIUdmom GUHKpucmuH*ﬂ; npeaHu.?OﬂOH**

prvzeHeHue mo2o ujiu uUHo20 ZJIIOKOKOpmuKOCmepOMaHOZO 20PpMOHA

(npedHu3010H **, MemuanpeodHu3010H %, dekcamemasoH™*)
onpedensemcs 6blI0PAHHbIM NPOMOKONOM JiedweHus. ITIpedHu3onon™*
uHozda  3ameHsiom  Ha  dekcamemasoH™*  nocne  OueHKuU

uy8CcmeumeibHOCmMu K Hemy, NOCKOJIbKY dekcamemasoH™* obnadaem
0oJ1ee 8bIPANEHHBIM Yumocmamuueckum 3¢ gpekmom u npoHukaem 8
IIHC. B poccuiickom npomoxkone «OJII-2009» npeoHU30/10H**
3aMeHAOM Ha OeKcamemasoH™* npu KoHcmamayuu UHUUUATBHOL
Heliponetikemuu unu Ha 7-U deHb, eciu npoyeHm OJ1aCMHblX KAeMmoK 8
KM nocne npedgpaswl paseH unu npessiuiaem 25 %. Hekcamemason™*
Oosiee mokcuueH u mpebyem mMujamenbH020 MOHUMOPUPOBAHUS C
Uenbl0 CHUMEHUS pUCKa cepve3Hulx uHpexyuti. Ymo kacaemcs
AHMPAayuKIUHO8, MO ONMUMANbHBIM NPENAPAMOM MOXCHO CUUMAMmMb
dayHopybuyuH™* Cnocob ux eeedeHusi Moxem omauuamscs (3 OHs
nodpso, 1 pa3 8 Hedenro, 2 pasa uepe3 2 Hedenul), HO IMOM napamemp
He oKa3vleaem 6AUAHUA Ha uacmomy docmuxceHus IIP u ux
Npoo0osIHUMENTbHOCMb.

Yacmo 6 I ¢ase undykuuu npumensiom acnapazuHasdy™*, komopas e
JdanbHelilemM Moxem UCNONb308aAMbCs U HA NPOMSMHEHUU Bcell
npozpammst  neweHuss OJUIL Ilonazaiom, umo 3mom npenapam
ysenuuusaem npodoaxcumenvHocms IIP (HO He 8epossmHOCMb ee
docmuceHus). OOHAKo pamHsiss OmMeHa acnapazuHasl™* ecniedcmaue
passumusi MOKCUYECKUX peakuuti He o0Kasvléaem GJUSIHUSL HA
00/120CpoUHbIE  pe3ylbimamel, 68 Mo 8pemMs KAk HapyuleHus
KOA2yNAUUOHHO020 2emocmasa ommeuaromcs uacmo (6oiee uem 'y 60 %)
u mpebyrom MOHUMOPUH2A KOA2YJIAYUOHHBIX hapamempos, a npu
Heobxodumocmu —  3ameuleHus aHmumpombuna III  u/unu
QubpuHozeHa.



B nepuod I ¢a3et UT 00axHO Oblmb BbINOJIHEHO 5 NOMOANbHBIX
NyHKYuti ¢ npoguiakmuueckum e6e8edeHueM mpex npenapamos
(Memompekcam**, yumapabuH **, dekcamemasou **).

II ¢asza uHOyKUuu cocmaensem no OnumenbHocmu 3-4 Hedenu 6
Oo/blUUHCMBE NPOMOKONI08 U npedycmampusaem UCNONb308aHUE
uuxknogocpamuoa™*,  cmandapmueix 003  yumapabuHa**  u
MepkanmonypuHa®* ~Ha 23mom smane makxe B8blNOJHIOM
CNUHHOMO03208ble NYHKUUU.

B npomoxone Hyper-CVAD 2-ii aman HT npedcmasnsiem co0oii
8bICOKOJO3HbILE  KYypC € BKJIWYeHUeM  uyumapadbuva**  u
Memompekcama™*,

Hedocmucerue IIP nocne amoti ¢pasvl uHdyKyuu pacyeHusaemcs Kax
peppakmepHocmes, U nayueHmsl NnepesoosIMcsi HaA NpPoO2PamMMol
JneueHuss pegppakmepHoix Gopm OJIJI, komopwvle CyulecmeeHHo
omauuarmmcs, 6 3asUCUMOCMU O0mM  UMMYHO(EHOMUNU1UecKozo
gapuarma. Ipomoxonwst XT npusedeHwl 8 npunoxceHuu A3.1.

PekomMmeHayeTcst BceM maiyeHam C 15-ro IHS OT Hayajia JiedyeHUsI
Ha Bce BpeMsi XT BbBINOJAHATh IPOGUIAKTUKY ITHEBMOIMCTHOM
ITHEBMOHUM #KO-TPUMOKCA30/I0M
[cynbameTokcaszon+Tpumeronpum|** (480 mr 1 pa3 B JeHb
exxengHeBHO) [1,2].

VpoBeHb yOeauTenbHOCTM pekoMeHnmanuii - C (ypoBeHb
IOCTOBEPHOCTM J0KA3aTeJbCTB — 5).

Konconuganus

PekomeHayeTcss BceM mnanueHtaMm, pocrurmmm IIP  mocre
3aBeplIeHus VHIYKIMOHHOTO JTarna, BBITIOJIHUTD aTan
KOHCOMUAUPYIOIIErO jieYeHUsI CTPOro Mo TOMY JKe IPOTOKOJIY, IO
KOTOPOMY MpoBoAMIach MHAYKIu [1,2,4,5].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTelbCTB — 5).

KomMMmeHTapum: mepanusi, KOmopyw npogodsm nocjie 0ocmuxceHus
IIP — KoHcoaudauus, 8 pasHslx NPOMOKOAAX JieUeHUs CYuleCmeeHHO
omauuaemcst no ceoeli UHmMeHcusHocmu. bonvwWuHCMB0 esponetickux
uccnedosamesnvbCkux 2pynn nPuMeHsIlom 8slCOK0003Hble NPOMOKObL C
8KJIIOUEHUEeM HEeCKOJIbKUX KYypco8 uumapabuHa™* u memompekcama**
8 8blcokux 003ax, 001adarwux 3HAYUMbIM MUET0CYNPEeCCUBHBIM



a(ppekxmom u conposoxcdaruuxcs OAUMENbHbIMU — Nhepuodamu
MUEIOMOKCUYECK020 azpaHyaoyumosa u nepuodamu 0e3 JeueHusl.
Hlupoko ucnonszyemslli amepukaHckuii npomoxon Hyper-CVAD
amanomM  KoHcoaudauuu — Hasslieaem 4 nocaedosamesibHblx
uepedylouwuxcst Kypca, amanoZudHulX UHOYKUUu, 08a u3 KOMOpwuIX —
8b1COK0003Hble [57]. TIpuHyunuaneHo OMAUUAOWUMCS N00X000M
A8nsemcst  3man  KOHCONMUOauuu 8  POCCULICKOM — npomokoJe
«OJUI-2009», komopslli  npedcmasnsiem  coO0li  HenpepvliBHOE
uumocmamuueckoe HU3K0003Hoe 8o03delicmaue. HHmepean mexoy
3asepuieruem II ¢asel uHoyKyuu u HA4aiom 3amana KoHcoauoauuu
npedcmasnsiem coboii 7 OHell, 8ce ocmasibHvle 3mansl KOHcoAUayuu
(1-3-1i amanwsl) nposodsm 06e3 nepepvigos. Konconudauus 4 6
npomokone OJII-2009 (cm. npunoxceHue A3.1) npedcmasneHa
00HOKpamHwviM 88edeHueM memompekcama™* e 8vicokoli dose (1,5 2/
MZ) Ha (oHe 3 OHeil dexcamemasoHa™™ u 00OHOKPAMHbIM 88edeHUeM
acnapazumassl™*; KoHconudayusi 5 — 00HOOHEBHbIM BB8eJeHUEeM
yumapabura** e dose 2 Z/MZ 2 pa3a 6 OeHb Ha (poHe 3 OHell
dekcamemasoHa™™* u 00OHOKPAMHbIM 86e0eHUeM acnapazuHassl™* [67].

Xomenoce 6bl ommemums, Umo 68 POCCUTICKUX 2eMamosi02uvecKux
ueHmpax paxmuuecku omcymcmeyem 603MOXHOCMb MOHUMOPUH2A
KOHUeHmpayuu memompexkcama**, umo HeyKOCHUmMe1bHo mpebyemcs
npu 8bvINOJIHEHUU 8bICOKOJ03HOUI mepanuu. Bciedcmeue 3mozo daxce
00HOKpamHoe ucnoiv3gaHue memompekcama™* 8 8vlCOKOll 0o3e
conpogoxcoaemcst 1emaibHOCMvl0, C85A3AHHOLU C MOKCUUHOCMBIO
npenapama. B ces3u ¢ amum xomenocb Obl 00pamume GHUMAHUE
2eMaImMoJi0208, KOMopbvle 8bl0Uparm uHsle 3apybexcHvle Npozpammobl
JIeUeHusl, Ha mo, uUmo 8 3Mux NpPomMoKoAax memompexkcam** @
8bICOKUX 003X NpUMEHSIOM HEOOHOKPAMHO U UCNONb308AHUE
Memompekcama™™* 8 npednucaHHslx 003ax 6e3 Hanuuusi a0ek8amHozo
MOHUMOPUH2A C BbICOKOU BEpPOSIMHOCMbI0 MOMEMm 3aKOHUUMBCS

JIeMaIbHbIM UCXOOOM.

PekomeHayeTcsl naieHTaM MCIO/Jb30BaHMe MeTOoTpeKcaTa** B
BBICOKMX JI03aX COIVIACHO ITPOTOKOJIAM JIeYeHUSI TOJIbKO B
reMaToJIOTMYECKMX LIEHTpaxX, TIe eCTh BO3MOXHOCTb OCYIIECTBIISITh
M3MepeHre KOHIIeHTpaluyu IpernapaTra B ChIBOPOTKE KpPOBM, JISI
TIpeoTBpaleHIS TSIKeJIbIX HeXeJIaTeIbHbIX SIBJICHUIA,
00YyC/TOBJIEHHBIX HEaJeKBaTHOM 3JMMMMHALMel MeToTpekcarta. Ilpu
OTCYTCTBUM 3TOII BO3MOXHOCTU  I1leJecooO0pa3sHo  BbIOMpATh
TIPOTOKOJIbI 6€3 BhICOKOA03HbIX KypcoB [1,2,4,5].

VpoBeHb YyOegUTENbHOCTM pekoMeHzamuit - C (ypoBeHb
IOCTOBEPHOCTHU AOKA3aTEeIbCTB — 5).



e PekoMeHAyeTCSA BceM IlallMeHTaM HEYKOCHUTEeIbHO COOIonaTh
BpeMeHHOI1 peryiaMeHT MPOTOKOJIOB [1,2,4,5].

VpoBeHb yO0eguTeNbHOCTHM pekomeHaauuit - C (YpoBeHb
IOCTOBEPHOCTHU AOKA3aTEIbCTB — 5).

e PekoMeHAyeTCcsl BCeM MalleHTaM Ha BCeX 3Tamnax KOHCOIMUAALUU
BBINIOJIHSITh MPO(PMIAKTUKY ITHEBMOLMCTHOVM TITHEBMOHUM #KO-
TPUMOKCa30JIoM [cynbdaMeToKcason + Tpumetonpum]** (480 mr 1
pa3 B IeHb exxeqHeBHO) [1,2].

VpoBeHb yOeauTeNbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTeJlbCTB — 5).

IIpodniakTrKa ¥ jIedueHMe HepoIeiikeMun

Hauano npogunakmuxku nopaxcenuss I[HC, xak K1w04e8020
komnoHenma mepanuu OJUI, npogodumcst 00HO8peMEHHO C HAUAIOM
cucmemnoti UT [1,2,4,5].

e PekoMeHAyeTCA BCeM IallMeHTaM B KadyecTBe IMPOGUIAKTUKI
HeliponeiikeMuM OCYIIeCTBASATb CIMHHOMO3TOBble ITYHKIUU C
MHTpaTeKa/JIbHbIM BBeIeHMEeM TpeX MpernapaToB: MeTOTpeKkcaTa**
(15 mr), uurapabuna** (30 mr), npemHusonoHa** (40 mr) wuan
mekcameTa3oHa™™ (4 Mr) COINIaCHO cxeMe BbIOpaHHOTO ITPOTOKOJIA
(cm. mpuiiokenne A3.1) [1,2].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 5).

KoMMeHTapuu: uHmpamexkaibHoe 66edeHue XuMuonpenapamos
pekomeHdyemcst 8bINOJIHAMb 68CeM NAayueHmam 8 MOMeHmM nepeoi,
maxk Hasvieaemoli OuazHOCMuuecKkoli CNUHHOMO32080li NYHKUUU C
JieueOHO-NPoGUIAKMUUECKOLT Yebio.

e He pexromeHayeTcCsl IIpM BbICOKOM WMHUIIMAIBHOM JIEMKOLIUTO3€E
(6onee 50 TbIC.), BBITTOJIHEHME CIIMHHOMO3TOBOJ ITyHKLMM B 1-7i
IleHb Tepanuu; ee BbIMOJHEHME [O/DKHO ObITh OTJIOKEHO [0
MOMEHTA CHVDKEHMS uMc/ia OJ1aCTHBIX KJIEeTOK B mepudepudeckoit
KpPOBM [IJi9 M30eXXaHUsT KOHTaAaMMHALMM OJIaCTHBIMM KJIeTKaMu
CIIMHHOMO3TOBO JKMIAKOCTY IIPU TpaBMaTUUYHOM NyHKUuM [1,2].

VpoBeHb yOeauTEeNbHOCTH pekomeHpauuit - C (YpoBeHb
IOCTOBEPHOCTHU AOKA3aTEIbCTB — 5).



hd PeKOMEH,Z[YETCH BBITIOJTHEHHE l'IpOCbI/I.TIaKTI/I"IeCKOVI ]'IY‘-I@BOIL/'I

tepanuu (JIT) (B mo3se 24-30 I'p) TOMBKO Y MAaLIMEHTOB, IOJTYYalOIINX
JleyeHNe B paMKax 3apyO0eskKHbIX IIPOTOKOJIOB, BKaouamomux JIT B
nporpaMmy (cM. TpwioxkeHue A3.1), nmbo y TAIMEHTOB, Y
KOTOPBIX BCIeACTBME aHATOMMUYECKMX OCOOeHHOCTeli He MOryT
OBITh BBITIOJTHEHBI CIMHHOMO3TOBbIe MMyHKLMM [1,2,4,5].

VpoBeHb YyOegUTENbHOCTM pekoMeHzamuit - C (ypoBeHb
IOCTOBEPHOCTM I0KA3aTeIbCTB — 5).

KoMmmeHTapumu: 6 pamikax Pocculickozo npomokoa 6blnoJIHEeHUe
npogunakmuueckoti JIT He pekomeHdyemcs [67].

PekoMmeHpayeTcs BCEM rnanueHTam MUKPOCKOIIYECKOe
UCCliefOBaHMe CIIMHHOMOS3IOBOM >XUOKOCTU, IIOACYET KIJIEeTOK B
CUETHOM Kamepe (OmpeneneHue LUTO3a) U/WIMU LUTOIOTUUYECKOe
UCClIefOBaHMe  KJIeTOK  CIIMHHOMO3TOBOWM — JKUOKOCTU OIS
VUCK/TIOUEHMS/TIOATBEepKIeHMs Heliposieiikemun [40].

VpoBeHb yOeauTenbHOCTM pekoMeHmanuii - C (ypoBeHb
IOCTOBEPHOCTM 10KA3aTeJlbCTB — 5).

KommeHTapum: JuazHo3 HeliponetikeMuu ycmavasausarm npu
00Hapy#eHuu 8 CNUHHOMO32080ll HudKkocmu OAACMHbIX KAemoK (8
JII000M KoJluuecmaee) uiu max Has3vleaemozo yumo3sa bonee 15/3 (unu 5
KJ1emoK 8 MUuKpoaumpe).

PexkomeHpayeTcst BCEM rnanyueHTam 1340)7! KOHCTaTaluuu
HelpoJieKeMUn B MOMEHT repBoM IVarHOCTUYeCKOMn
CIIMHHOMO3TOBO ITYHKLIUY riepeBecTu naiyeHTa Ha
JeKkcameTa30H™™ (mo3bl COIJIAaCHO IIPOTOKOJY Tepamuu — CM.
npwioxkeHue A3.1), Kak Tipernapar, MPOHUKAWIIUI Yepe3
remaTosHIledanmueckuii 6apoep [81].

VpoBeHb YyOeguTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 5).

IlopoepkmuBariuass repanmus

IToddepxcugarwwias  mepanust  f819emcsi = Heomsemaemol  u
Heobxodumoli uacmoto cmandapmmoii mepanuu OJUI y 83pocnbix, 3a
UCKJIIOUEHUEM o1 u3 3penbix B-numdgouyumos. Ee
npodosxcumenbHoCMs cocmasJisiem 8 cpedHem 2 200a.

[MammenTtam ¢ Ph-OJIJI (kpome Teparnuu 3penoro BapuanTta B-OJLT)
peKOMEeHAYeTCA IIpOoBelieHNe MOAIepKUBAIOIeil  Tepaliuu,



COCTOSIIIEr M3 eXeIHEeBHOro IIpuemMa MepKaIlToIlypuHa™**,
MeToTpeKcaTa™™ (Jo3MpoOBKa COIVIACHO MPMMEHSIEMOMY Y TAHHOTO
ramnyeHTa IPOTOKOMY JiedyeHus, CM. IpuioxkeHue A3.1) — 1 pa3 B
HeJlell0, IIYJIbCOB  INIIOKOKOPTUMKOCTEPOUIHBIX T'OPMOHOB U
BUHKpUCTUHA™* — 1 pa3 B mecs1 [1,2,4,5].

VpoBeHb YyOegUTENbHOCTM peKkomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 5).

KoMMmeHTapum: smom 3man JieueHust MOMem OCTOMCHAMbCS
paseumuem  MUeN0MOKCUYECK020  Az2paMysoyumosa,  nod3momy
Heo6Xo0uMo 4emko BbINOJHAMb peKoMeHOdauuu no Koppekuuu 003
yumocmamuueckux npenapamoes

[TanyeHTaM peKOMEHAYyeTCS IIpoBefeHMe ToAAepKMUBalolIen
TepanmuM C YYETOM YKa3aHHbIX B MPUMMEHSIEMOM Y TaHHOTO
nalyeHTa IIPOTOKOoJIe JIeueHMsl peKOMeHIaluii 110 peayKIuUM 103 C
IeJbI0 MUHMMM3AUNUM UYncIa  MHQEKIMOHHBIX  OCIOKHEHMUIA,
CBSI3aHHBIX C pa3BUTMEM LMTONEHMUYECKOro CHHApoMa (CM.
npuioxkeHne A3.1) [1,2,4,5].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTeJIbCTB — 5).

He pexomeHAayeTcCsl TIIpOBeleHME TMOAAepXKMBalOIleil Tepanmu
nocie awio-TICK  (uckmiouenme  cocrasiasier Ph/BCR-ABL-
nosutuBHbI OJUJI, mipu KOoTOpOoM mnoKa3aHo IpuMeHeHne WUTK
niocie anno-TI'CK B Teuenue 2 jiet) [1,2,4,5]

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JO0KAa3aTeJlbCTB — 5).

PexomeHayeTcst  IIpOBelleH)e  IIOAJepKMUBAlollell  Teparuu
nanguentam mnocie ayto-TTCK ¢ yueToM penykKuuu [OO3
Iperaparos, pes3y/inbTaToB peryJysipHOro UCCIeOBAaHMS
KIMHUYECKOTO U OMOXMMMYECKOTO aHalM30B KpPOBU, U TIpHU
OTCYTCTBUM MH(QEKIVMOHHBIX OCJIOKHEHUT] [1,2,4,5]

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 5).

Bcem mnamueHTaM peKOMEHAYyeTCsl IIpMeM #KO-TpUMOKCa3oa
[cynbameTokcazon + Tpumetonpum|** (480 mr 1 pa3 B JeHb
eXXeqHEeBHO) BO BpeMs Bceli IMOJIep>KUBalolleii Teparnuu C 1ebio
NpopMIaKTUKY MTHEBMOILMCTHOV THeBMOHMM [1,2].



VpoBeHb yOeguTeNbHOCTM peKomeHzanuii C (YpoBeHb
IOCTOBEPHOCTM I0KA3aTeJIbCTB — 5).

JleueHnue mum@oo61acTHO TMMGPOMBI

e PekoMeHayeTCd BO BCeX CIyyasX  IKCTpaMeny/ISIpHOTO
IOpaXkeHus (Jaske MIpu OTCYTCTBUMU IopaxeHus: KM) mpoBoguTth
Tepanui MnanuueHTaM TII0 IpoTrokony JeuveHus OJUI (cm.
npunoxenue A3.1) [14].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeJbCTB — 5).

e PekomeHayeTcss BCeM IallieHTaM BBIIIOJHUTh OUCTAHIVMOHHYIO
JIyUEBYIO Tepalivio Mpu MOpa>keHuM cpenocteHus: B mose 36 I'p B
KOHIle KOHcomupauum wnan rmnociae ayto-TI'CK, ecin pasmepsl
CpemoCTeHMs IOC/e BBIINOJHEHMSI BCeX 3TallOB KOHCOJAMOALIMM
OCTaTCs yBeandeHHbIMU (3 cm 1 6ortee) [1,2,4,5].

VpoBeHb yOeauTenbHOCTM pekoMeHzmanuii - C (ypoBeHb
IOCTOBEPHOCTM J0KA3aTeJlbCTB — 5).

KommenTapumn: npu O/ nopaxceHue aumpamuyeckux Y3708,
neueHu, cene3eHKU, CPeoOCMEeHHbIX JUMPOY3108 U MUMycad He
OMHOCAM K 3IKCMpameodyansipHbIM, NOCKOJIbKY 8blilenepeyucieHHble
Op2aHbl SA8TIAOMCSL YACMbIO JUMPamuueckoli cucmemsl 0p2aHu3ma u
npu OJUI ux eosneueHue 8 npoyecc s1611emcsi 00bIUHbIM NPOsI8EeHUEM
3abonesanus. K akcmpamedyinapHelm 0mHoCsim Hetiponetikemuro (Cm.
8bllle), NOpaXeHUe KOXU (KOXCHble JelikeMuosbl), MSi2ZKUX MKaHetl,
Kocmeli, auuex, AUUHUKOS8 U Op.

3.5. Ph- OJIJI y mOKWIBIX IaIllI€eHTOB

e PekoMeHAyeTCH jeueHle y MalMeHTOB cTapiie 55 jeT HauMHaTh C
npendasbl KOPTUKOCTEpOUAAMU (AO3MPOBKA COTJIACHO MPOTOKOY,
NpeacTaBieHHOMY B mpuioxkeHun A3.1) [1,2,4,5].

VpoBeHb YyOeguTeNbHOCTM pekomeHzaumuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5).

e PekoMeHAyeTcCs IalieHTaM cTapiie 55 jieT ¢ Ph-HeraTuBHbIMMU
OJI/. ¢ ymoBJAETBOPUTEIbHBIM COMATUMYECKMM CTaTycOM Oe3
TSKEJIoN COITYTCTBYIOILE [1aTOJIOT UM IIpOBeJieHe UT
LIUTOCTAaTUUYECKMMM IIperiapaTaMyu B CHIKEHHbIX [03ax C



MOCJIeAYIOIMMMM KypCaMM KOHCOMUIALUU U TOAJdepKUBaKOIIeNn
Tepanuu (ripunoxkenue A3.1, mporokon OJIJI-2009 njg nanyeHTOB
crapiue 55 neT) [1,2,4,5].

VpoBeHb yOeauTeNbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JO0Ka3aTeJbCTB — 5).

e He pexkomenayertcs naiyeHtaMm OJIJI B Bo3pacTe crapiie 65 jieT
paccMaTpuBaTh BO3MOXKHOCTb BbINOJHeHMs amno-TI'CK B cBs3u ¢
BBICOKMM PUCKOM JIETAJTbHOCTHU [82].

VpoBeHb YyOegUTENIbHOCTM pekoMeHmamuit - C (YpoBeHb
IOCTOBEPHOCTU JOKa3aTeJlbCTB — 5).

e PekoMeHAyeTCA MalieHTaM cTapiiie 65 jieT IPOBOAUTDH JieueHue
nmo rnporpammam XT ¢ KOppekuMein [O03 UIMUTOCTATUUYECKUX
npenapaToB (cM. mpuioxkeHue A3.1) [1,2,4,5,82].

VpoBeHb YOegUTENIbHOCTM pekoMeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTelbCTB — 5).

e PekomeHpayercst nanueHtam ¢ Ph-neratuBubiMu OJIJI B
HEeYA0BJIETBOPUTEIBHOM COMaTUMYECKOM CTaTyCe U/UJIN C TSDKeI0n
COMYTCTBYIOIEN I1aTOJOTUEN BBITIOJIHEHME  TA/JIMATUBHON
Tepanuyu — KylMpoBaHME CHMMIITOMOB 3abojieBaHMsI, ITPOBeIeHNe
3aMeCTUTeIbHOI Tepanyuu TpaHCcDy3MOHHbIMU cpemaMu [82].

VpoBeHb YyOeguTENbHOCTM pekomeHzammuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 5).

3.6. JIeuenue nanyieHToB ¢ Ph+ OJIJI

UT

e JlanmenTaMm B Bo3pacTe <55 jer, amMbo KaHAMUAATAM [IJISI
BbINIOJIHEHUST a/U10-TI'CK pekomMeHayeTcs TMpoBefeHMe Tepamnnuu
umaTtuHnbom** (600 mr/cyt) B kKomoumHanuu ¢ XT Ha ocHOBe 4-5
npenapaToB (CxeMy Tepanuu cM. B mpuioxkeHuu A3.1) [53].

VpoBeHb YyOegUTENbHOCTM pekoMmeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JO0Ka3aTeJbCTB — 5).

KommenTapum: o6Hapyweuue y ~30 % nauuenmos c¢ OJIJI
mpaucaokayuu t(9;22) u, CO0MeemcmeeHHo, XUMEpPHO20
mpaHckpunma BCR-ABL no3eosissem uchois308ams 6 JjieueHuu 3mot



Gopmot OJUI umamunub6™** — HUTK 1-20 noxoneHusi, nooasasiioujuti
akmueHocms mupo3uHkuHaszsl BCR-ABL, no3goastowuti docmuus 8
MOHOpexcume 2emamosiozuyeckuti omeem y 70 % nayueHmos, ¢
uacmomoti docmuxcerus I1P auwiv 8 19-20 % cnyuaes. B c853u ¢ amum
8 Hacmosiujee epems paspabamslearomcs pasnuuHole
KOMOUHUPOBAHHblE CXeMbl C UCNOJb308AHUEM UUMOCMAMUUYECKUX
npenapamos, no3gonaswwux docmuus IIP y 90-95 % nauyuenmos, a
make yayuwums kauecmsa omsema neped TI'CK.

PekomMmeHayeTcsl mallMeHTaM cCTaplie 55 jeT, He SBISIONIMMCS
KaHaugatamy Ha BbimojgHenue TI'CK, Tepanus MMaTMHMOOM™* ¢
BO3MOXHBIM [100aB/ieHMEM K HeMY IJIIOKOKOPTMKOCTEPOUIOB W1/
wim XT [82].

VpoBeHb YyOegUTENbHOCTM perkoMmeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTeJIbCTB — 5).

KomMmeHTapum: mepanesmuueckue nodxoodsl K JieueHuo nayueHmos
cmapuie 55 nem HanpasneHvl 8 0oJblieli CmeneHU HA CHUMCEHUE
UHMEeHCUBHOCMU mepanuu 3a cuem npumeHeHusl 8 kauecmee 0a30801
mepanuu umamuHuba™** (8 ¢ukcuposarHoii doze 800 mz/cymku) 8
KOMOUHayuu ¢ nepopanbHsiM NpeoHu3oioHom™* (8 doze 40 MZ/M2 8
CymKu), a maxkxe C HU3KOUHMeEHCUBHviMuU pexcumamu XT
(BUHKpUCMuHOM ** u dekcamemaszoHom ™*).

PekoMeHayeTcs BbINOJHATh TPOPUIAKTUKY HeipoaeiikeMun
BCeM TIIal[MeHTaM COIVIaCHO BbIOpPAaHHOMY IIPOTOKOTY (CM.
npuioxkeHue A3.1) [40].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU J0KAa3aTeIbCTB — 5).

KoMmMeHTapum: umamuHub™* HedocmamouHo npoHuUxKaem uepe3s
eemamosHyepanuueckuii  b6apvep, U €20 KOHUeHmMpauus 8
CNUHHOMO0320801i Mudkocmu docmueaem auwe 1-2 % om makoeoli 8
coigopomke kposu. Iloamomy ecem nauueHmam ¢ Ph+ OJI
Heob6xodumo nposedeHiie akmueHoll Heliponpopunakmuxu.

ITocTMHAYKIIMOHHAsA Tepanmus

Pekomenayercst BbinogHeHne awio-TICK ot cubnuHra wian
HEepPOACTBEHHOIrO NOHOpa MalMeHTaM, KOTOpble MMEIOT MMOKa3aHMs
M OTHOCSTCS K TpyIIIle BBICOKOTO pucka (CcM. pasmen 3.2
«IIporHoctuueckue dhakTopbl 3hHeKTUBHOCTY JieueHUs ») [48,56].



VpoBeHb yOeauTenbHOCTM pekoMeHzanuiti - C (ypoBeHb
JOCTOBEPHOCTU JOKAa3aTelbCTB — 4).

Pekomenpayetcs BbirosHeHue ayTo-TI'CK mpu orcyrcrBum HLA-
UOEHTUYHOro JOoHopa Yy MODb-HeraTMBHBIX MalVEHTOB C
rociaenymoluein nognepxxusaroieir repanuen UTK [83].

VpoBeHb YOeOUTEIbLHOCTM peKoMeHaauuit - B (ypoBeHb
JOCTOBEPHOCTU JOKA3aTeJIbCTB — 3).

Iloagpep>xuBarouiast repanus

PekomeHayercsi Bcem mnauyeHtam ¢ Ph+ OJIJI mcronb3oBaHMe
komouHatuu UTK c nepopanbHoit XT [53].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuiti - C (ypoBeHb
IOCTOBEPHOCTU J0KAa3aTeJlbCTB — 5).

Tepanust Ph-nosutusaoro OJIJI y NOXXWIBIX ITAllMEHTOB

PeromeHpayeTcst BceM mnauyeHTaMm ¢ Ph-nosutusabim OJIJ1 crapiie
55 ner mnposemenme WT wmmatmHmbom™* +/— crepoupmamu +/-
BUHKPUCTUMHOM** C MOC/Ie1yIoleii KOHCOMMIAIMOHHO Teparnuei 1
MoAJepXMBawIleil  Teparuein  (CxeMy  MPOTOKOIAa CM. B
npunoxenuu A3.1) [53,82].

VpoBeHb yOeauTenbHOCTM pekoMeHzmanuii - C (ypoBeHb
IOCTOBEPHOCTM I0Ka3aTeJbCTB — 5).

PekoMmeHayeTcs MaiyeHTaM crapiie 55 jieT ¢ Ph-mo3uTuBHBIM
OJIJT BeimonHATh amno-TICK ¢ HeMMenoabasITUBHBIMMU peXMMaMMU
KOHAULIMOHUPOBAHUS rocse OLIeHKU PUCKOB
TPaHCIIAaHTAL[MOHHOJ JIeTAJIbHOCTU M KOMOpOUgHOCTH [82].

VpoBeHb yoeauTenbHOCTM pekoMeHmanuii - C (ypoBeHb
IOCTOBEPHOCTM I0KA3aTeJlbCTB — 5).

KommeHTapum: pesyivmamsl JieueHuss y NOMUIbIX NayueHmos
3HAUUMeNbHO XyHce, Hexceau y demeli u 60iee MonodbIX 83POCbIX. DMO
00BSICHIEMCA ~ 02PAHUYEHHBIMU ~ B803MOMCHOCMSAMU  NPOBeJeHUsl
UHMEHCUBHOUI ~mepanuu 3a Ccyem COMAmMuYeckozo cmamyca
nayueHmos u conymcmayrnoujux 3a001e8aHuli 8 NOXUA0M 803pacme, a
make HeO1AzONPUSIMHbIMU  (pakmopamu NnpozHo3d, NPUCyUUMU
nauyueimam OauHoll 8o3pacmuoli epynnel. Ilayuenmst ¢ OJIT
NnoXun020 8o3pacma 6 Hacmosuee 6pemsi 0npedensromcs Kak
omdenvHas e2pynna nayueHmos, mpeOywuwas  UChoab308aHUs



cneuuguuHsix 01 0aHHO20 803pacma npomokoo8. B GonbuiurHcmee
uccnedosauti ons O/ 8 cmapulyto 803pacmuyro 2pynny 6KJanuarnm
nayueHmos 8 go3pacme 55 nem u cmapuwe. IIpu 3mom y nayueHmos
cmapuie 55 nem 30-50 % cocmasnsitom Ph+ OJIJI.

CTpaTEI‘I/II/I JedeHH s B I1epmno/, 1modjie TpaHCIVIaHTaoun

PekoMeHayeTcsl 1CIO/Mb30BaHME MMaTUMHMOA** B  KauecTBe
rnopmepxxuBamwlein Tepanuu nocie auio-TI'CK (ripunoxkenne A3.1);
KpOMe TOro, JaHHAasl Tepamnusi peKOMeHJyeTcsl TIpu OOHapy>KeHUu
TpaHCKpUNTOB pl190 mnu p210 nipu yCI0BUM OTCYTCTBUSI MyTaLUM,
acCOLMMPOBAHHBIX C PE3UCTEHTHOCTHIO K UMaTUHUOY™* [84].

VpoBeHb YyOegUTENIbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTe/IbCTB — 4).

PexkomenpyeTtcsti nepexon Ha UTK 2-ro moxkosieHuUs Iipu pa3BUTUMU
PE3UCTEHTHOCTM K MMATUMHMOY™* (masaTMHUO™*, #HUIOTUHUO**)
(mpunoxkenue A3.1) [84].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTe/IbCTB — 4).

KommeHTapuu: 6b5i00p npenapama 0oxeH 0blMb OCHOBAH HA
aianusze MymayuoHHozo cmamyca.

Peungus

PexomeHpayercs y naiueHToB ¢ OJIJI ¢ peuuauBom 3aboseBaHusI
MCIIOJIb30BaHMe Ja3aTUHMOa™* u #HWIOTMHMOA™™ IIpU OTCYTCTBUMU
MyTalMii, acCOUMUPOBAHHBIX C PE3UCTEHTHOCTbIO K HUM (CM.
npunoxeHue A3.1) [53].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuiti - C (ypoBeHb
IOCTOBEPHOCTM JOKA3aTeJlbCTB — 5).

KoMmmeHTapum: O21acmHble KJlemKu npu Ph+ OJ/l1
Xapakmepusynomcsi npuoOdpemeHHsIMU 2eHeMUUeCKUMU AHOMAIUSIMU,
umo 3HAUUMO 6J]usem HA e20 Npo2HO3 U Cchocobcmeyem
npoepeccuposanur)  3abose8aHusl. Y e3pocablx  Hanuuue
uumozeHemMu4eCcKux aHomanuti, NOMUMO Ph-xpomocomol,
ommeuaemcs npubau3umenvHo 8 mpemu cayuaes. IpubausumensHo y
50-80 % nayuenmos, OJdocmuewiux IIP Ha ¢oHe mepanuu
umamuHubom ™%, 8 meueHue 1 200a pazsusaemcs peyudus, umo 4acmo
accoyuupyemcs ¢ Haauuyuem moueuHol mMymayuu KuHazHozo 0oMeHda

BCR-ABL, umo denaem ¢pepmerm BCR-ABL HeuyscmeumeibHbviM K



npenapamy. IIpubnusumenvsHo 80 % nayuenmos c¢ Ph+ OJIJI, y
KOmopwvlX ommeuaemcs peyuous Ha ¢oHe mepanuu umamuHudbom **,
umetom mymauuu bcr-abl, cpedu komopwix Jdomunupyiom T3151.
Hmeromcsa daHHble, YmMo 3mu mymayuu Mo2ym 803HUKAMb CIYUALIHO 8
pe3ynibmame B8bIPAMCEHHOU 2eHemuueckoli HecmabuabHOCMuU, Umo
daem KJiemKkam npeumyuwecmeo 8 pocme 8 YC/I08USX CeNeKMueH020
go3deticmeus UTK.

JazamuHu6™* sensemcs MyabmumapzemusiM UH2ZUOUMOPOM KUHA3
BCR-ABL, SFK, kuHa3wl peuenmopa 3¢puHa, PDGFR u Kit.
Hazamunub™* sensemcsi 0Oonee akKmMueHbIM Npenapamom no
CPABHEHUI0 C UMaAmMuHUbom™* u agpekmuseH npu peaucmeHmusix K
umamuHuby** kKoHpopmauusx KuHasHozo domeHa. OH cnocobeH
uHeubuposamo npoaugepayuio u akMUBHOCMs KUHA3bl OUKO20 Muna,
a maxkxwe 14 u3 15 mymanmuuix eapuaHmos BCR-ABL, 3a
uckntoueHuem mymauyuu T3151. B KU II ¢a3sl 6vi1a noomeepicoeHa
a¢ppexmusHocms  dazamuHuba™*  npu  pe3ucmeHmHocmu K
umamuHuby** y nayuernmos ¢ Ph+ OJIJI, a makxce y nauueHmos, He
nepeHocuswux umamuHub™* JazamuHub™* xopouwio nepeHocumcs,
O00HAKO YACMO OC/IOHCHSIeMCS 2eMamoJ102uleckoli mokcuuHocmoio I11-
IV cm., ocobeHHO 8 pacnpocmpaHeHHvlX ¢asax 3abo1e8aHusl.
Hezemamonozuueckumu no6OUHbIMU a¢ppexmamu 0aHH020
npenapama aeénswomca duapes, mMowHoOma, 20/08Has  00Jb,
nepugepuueckue omexu u niespanvHolii 8stnom. OJHako npoobaemoli
makxe s6151emcs pe3ucmeHmHocms K dazamuuuby** Hauboee
uacmoti npuuuHoti komopoli sensemca mymauus T3151.

B Hacmosiwiee e8pemsi #HUNOMUHUO™™ u #0603ymuHub™** mozym
paccmampusamuscsi 8 Kauecmee albmepHamussl UMAmuHuby™* u
dazamuHuby**, B mo xe 8pems 00 cux nop OHU (OpMAnbHO Ons
neveHuss OJII He 3apezucmpuposaHsl. HasHaueHue moz20 uiu UHoz0
UTK  OdomxwHo  Obimb  OCywecmeseHo  nocie  onpedeseHus
MYMayuoHH020 cmamyca.

3.7. Oco6bie COCTOSTHUS IIPU JIEU€HUM OCTPOTO
mumdoselikosa

T'unepaenkonmuTO3bI

e PexomeHayeTcsi BCeM IIallMeHTaM [pOBeIEeHMe  CEeaHCOB
nelkouutagepesa npu 6eccMMIITOMHOM TeueHUM
TUIIEPJIEMKOLUTO3a MIPU Ynciie JernKouuToB >300 x 109/JI, a TaKxke



IpY HaJIUYUU KIVMHUYECKOV KapTUMHBI JIEMIKOCTa30B TIPU YUCTIe
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nevikonutos >150 x 107 /1 [85].

VpoBeHb yO0eguTeNbHOCTHM pekomeHaauuit - C (YpoBeHb
IOCTOBEPHOCTHU AOKA3aTEIbCTB — 5).

KoMmMmeHTapum: uucjo Jetikoyumos 6 zemozpamme >100 x 109 /78
debrome OJI/I Habardaemcs 8 10-30 % cnyuaes OJIVI u ssas.emcs, Kax
u npu OJpyeux eapuaumax OJI, ¢pakmopom HebaAZONPUAMHO20
npoezro3sa. Yaue eunepaetikoyumo3s npu OJI/I pazgusaemcst 8 MO1000M
go3pacme, y myxuuH, npu T-kiemouHom eapuaHme (8 38 % cnyuaes
yucno Jsetikoyumos >100 x 109/J1), npu HaJIuduu nopaxceHus
cpedocmeHus, MAcCUBHOLl 2enamocnieHomezanuu, Hetiponetikemuu, a
maxxe npu Ph+ OJUI u MLL-netikemuu. Knunuueckue nposieieHust
eunepaetikoyumosa npu  OJUI  00ycnosneHsl  NposieleHUSIMU
Jietikocmazos. OOHAKO Msxecms UX 3HAYUMenbHO MeHbllie, Yem npu
ocmpom muenoudHom netikose (danee — OMJI), u, coomeemcmeeHHo,
HUMXce paHHsSl JlemaivHocme (2—-6 %). Pexe ecmpeuaemcs KAUHUKA
J1etikocmasos, NposieAsIoWasicsl NPUHAKamu mKAHesou 2unokcul,
JIBC-cundpomom, opeaHHoli  ducpyHkuueti, 2emoppazuvuecKumu
OCJIOXCHEHUSIMU, 8 MoM uucie co cmoporsl LIHC (2-3 %), a makice
nopaxceHuem  Jle20UHOU  MKAaHu ¢  pdad3gumuemM  0CMpo20
pechupamopHoz2o oducmpecc-cuHopoma (danee — OPIC) (6 %) u
noueuroili HedocmamouHocmoel. Tepanusi OAHHO20 COCMOSIHUSL Npu
OJIT npeumyuwjecmeeHHo HanpasaeHa Ha hpedomepaujeHue CuHOpoma
ausuca onyxonu u JIBC-cuHdpoma Ha (poHe Hauana XT. Ina amozo
npumeHsitomes aetikoyumacgepe3sol, 00HAKO 3 GekmusHocms ux npu
OJIJI 3nauumo Huxce, uem npu OMJL

PekomMmeHayeTCsI BCeM IMalyieHTaM ¢ MOMeHTa AuarHocTuku OJIJI
IIpOBeJleHe Tepannmn AJIJIOMYPUHOIOM ™™, aJleKBaTHas
ruapatanMoHHasa Tepanus (OO 3 )'I/Mz), IIpy HEOoOXOOUMMOCTU —
dopcupoBaHHbIlI AMype3 C IOMOIIbI0 MHQY3UA U IIeTIeBbIX
IUYPETUKOB C LIeJbl0 MPODUIAKTUKM CUHIpPOMA JIM3MCA OMYXOJu
[1,2].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTeIbCTB — 5).

Bcem maiueHTaM IIpU OBICTPOM CHMKEHMM UMC/Ia JIeMKOLUMTOB Ha
dbone mpendassl IpegHU30IOHOM ™ peKOMeHAYeTCs IIpoBeeHe
r1a3Madepesa C 1e/blo yaaJleHus TOKCMYHbBIX ITPOAYKTOB pacrnaaa
OITyX0JIEBBIX KJIETOK [85].



VpoBeHb YOegUTENbHOCTM pekoMeHzamuit - C (ypoBeHb
IOCTOBEPHOCTM I0KA3aTeJIbCTB — 5).

PekoMeHayeTcsa BceM TalMeHTaM NOpoGWIaKTMKa CUHAPOMA
nu3uca onyxomnu [85].

VpoBeHb YyOegUTENbHOCTM peKkomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 5).

OJIJI npu 6epeMeHHOCTH

Yacmoma 3710KauecmeeHHblx H08000pa308aHuUll, ACCOUUUPOBAHHBIX C
bepeMeHHOCMb, OMHOCUMenbHO Hu3kas u cocmasnsem 0,02-0,1 %
gcex OepemeHHocmeli. Jleliko3sl 6 nepuod OepemeHHOCMU
gcmpeuaromcsi pedko (npubaudumenwvHo 1 cayuati Ha 75 000-100 000
bepemeHHocmeli). Bonvwiurcmeo u3 Hux npedcmasnasiom coboii OJI,
mpems Komopwix npuxooumcss Ha OJ/IVI. OmuocumensHas peokocmo
omux  namoo2u4ecKux — COCMOSHUll  18751emcsi ~ OCHOBHBIM
Jumumupyrouwum pakmopom, 3ampyoHsoWUM nposedeHue KpynHoix
NPOCNeKMuUBHbIX UCCNed08aHUli, OUEHKY NPUHYUNo8 JeueHus U
ucxodos; 8 pe3yismame ONUCAHbBL JIUWD HebobuIUEe
pempocnekmueHsle UCCedo8aHuss U omoenvHsle cayuau. Takxce
OepeMeHHOCMb 567151emcsl Kpumepuem UCKUeHUss 8 00nbuuHCcmee
KU, umo makxe ozpaHuuusaem 603MOMCHOCMb 8bIpabOMKU eOUHbIX
noodxo0008 K 6edeHUN 3MUX NAUUEHMO08 U OUeHKe pe3y/bmamos Uux
neueHus. B pamkax  muozouenmposozo KU  (ALL-2009)
(ClinicalTrials.gov: NCT01193933) 06bl10 npuHamo peuieHue o
gKJIIOUeHUU 8 ucciedosaHue eHuwjuH, komopuim duazvo3 OJUI 6Gbin
YCMAHOB8/1IeH HA PA3IUUHBIX CPOKAX OepeMeHHOCMU.

Bcezo ¢ 1990 no 2016 2. epauamu poccutickoil ucciedosamenbckoli
2PYNnvl N0 JleUeHUur JIeliko308 Obliu UCCned08aHsl 28 OepemeHHbIX
wceHwuH ¢ OJUL. PacnpedeneHue no UMMYHOJI02U4eCKUM 8aPUAHMAM
OJIUT coomeemcmayem makogomy 6 obuieti nonyasyuu nauueHmos ¢
OJUI: 8 68 % cnyuaes duazHocmuposan B-OJIJT u 6 32 % — T-OJIL
bvina ommeuena 0Oonee 8biCOKAs uacmoma 8cmpeuaemocmu
(pakmopos Hezamu8Ho20 NpozHO3a Yy hayueHmos Ha (oHe
oepemenHocmu. Tak, MLL-neilikemus (t(4;11)) Ovina 6bis6/€eHa
npakmuuecku 6 10 pa3 uawe Ha ¢oHe GepmeHHOCMU 8 CPABHEHUU C
obuieti nonynayueti o6cnedosarHsix nauuenmos ¢ OJUI (27,3 u 3,2 %
coomeemcmeeHHo). Taxxe no co80KynHocmu (pakmopos npozHo3a u
omeema Ha npedga3y npedHU300HOM ** npakmuuecku 8ce nauueHmol
ObL/IU OMHECeHsl K 2pynne 8blcoK020 pucka. ITpu nposedeHuu mepanuu
no npomoxony OJIVI-2009 y 6epeMeHHbIX HEeHWUH OMMeUeHo, Ymo 8



cpasHeHuu ¢ oOuleli nonyaayueli nayueHmMos cmamucmuyecku
3HAUUMDBIX PA3Nuuuli Kak 8 uacmome UH@PeKYUuoHHsIX U MOKCUUECKUX
OC/IOMCHeHUll, maxk u 6 OnumenpHOCMu UHMEpP8Anos8 8 JeueHuu no
NPOMOKOY 8bl518J1€HO He ObLIIO.

IIposederue neuerus OJII Ha ¢ore GepemeHHOCMU OCYUIECMBIemcs
MYNbMUOUCYUUNTIUHAPHOLI Komaudoti gpauelti, gKIruarnuet
2emamosioza, akywepa-zuHeko102a, aHecme3uo102a-peaHumamorioad,
8 cmayuoHape, umewuemM 603MOXHOCMU OKA3AHUSL aKyuwepcKol
nomouwju podopaspeuieHus 8 IKCMpeHHolx cumyayusix [86,87].

He pexomenpyetcs 1nipu ycraHoBiaeHuu auartosa OJIJI Bo Bpems
OepeMeHHOCTM OTCpOUYKa Hauasia jeuyeHus jaeiikosa [87].

VpoBeHb YyOeauTeIbHOCTM pekoMeHzanuii - C (ypoBeHb
JOCTOBEPHOCTU JOKAa3aTelbCTB — 4).

Pekomenayercss 1ipu nuarHoctuke OJIJI B TeueHue I1epBOro
TpuMecTpa 6epeMeHHOCTY PacCMOTpPeTh BOIPOC 00 MCKYCCTBEHHOM
TpepbIBaHMM 6€peMeHHOCTH 10 MeOUIIMHCKUM MoKa3aHusam [87].

VpoBeHb YyOegUTENbHOCTM perkomeHzamuit - C (ypoBeHb
JOCTOBEPHOCTU JOKa3aTelbCTB — 4).

KoMMeHTapumu: eciu MeHWUHa U ee CeMbs HAcmaueawom Ha
COXpaHeHUU OepemMeHHOCMU, JieueHue Moxcem Obimb HAUAMo U 8
nepgom mpumempe 6epemeHHOCMLU.

IMIpu BoisiBaeHun OJIJI Ha cpoke OGepeMeHHOCTH 13-36 Hemenu
(mocjie  3aBepllieHMs] [EpBOrO TpuMecTpa OepeMeHHOCTH)
pexoMeHayeTcs1 Hauajo nposegeHus XT 1pu  yoIoBUK
BO3MOXXHOCTM CBOEBPEMEHHOr0 TIPOBENEHMSI BCEro KOMILIEKCa
IMarHOCTUYECKMX U JieueOHbIX MeponpusiTUii Kak mo rnosoxy OJIJI,
TakK ¥ 1o rnosoxy 6epeMeHHOCTH [87].

VpoBeHb yO0eauTeNbHOCTHM pekomeHaauuit - C (YpoBeHb
IOCTOBEPHOCTHU JOKA3ATEIbCTB — 4).

IIpn BeigBnenun OJIJI 1mocne 36-it Hemenu OepeMeHHOCTU
pPEeKOMEeHAYyeTCs pomopaspelleHue B xoJie npendassl
MpegHU30/JI0HOM ™™ ¢ Ttocnenyommm rnmposenenem XT [88].

VpoBeHb YyOegUTENIbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTe/lbCTB — 4).



e PekoMeHAyeTCS MCII0/Ib30BaHMe JTI00bIX TIeKapCTBEHHBIX BEIleCTB,
B TOM UMCJIe IMTOCTATUUECKMUX ¥ aHTHMOAKTepUaIbHBIX IIperapaToB
BO BpeMs 6epeMeHHOCTM, PYKOBOACTBYSICh COOTHOIIIEHMEM «PUCK —
T10JIb3a» AJIs MaTepu u riona [87].

VpoBeHb YyOeguTeNbHOCTM pekomeHzaumuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTelIbCTB — 4).

KommeHTapum: cobiiodeHue 003 uumocmamuyeckux npenapamos 8
coomeemcmeuu ¢ 8blOpaHHOL npozpammoti yeueHus (06e3 pedykyuu
003), paccuumaHMvlx HA NOBEPXHOCMb mena NnayueHmxu C
KOppeKmupoeKoli no eecy 80 8pems JieueHusl.

Ilpu passumuu yepoxanwux MU3HU OCI0XHEeHUll (Hanpumep,
NHEBMOUUCMHOU  nHeemoHuu, IIMB-uHpekuyuu) uchonb308amo
peziameHmupo8aHHole npenapamol (Hanpumep, Ko-mpumakcason™,
2AHYUK08UP ** u dpyaue) donycmumo.

e PekomeHayeTcsI ¢ yYyeTOM BO3MOXKHOTO  TepaTOT€HHOTO
BO3IENCTBUSI #MeTOTpeKcaTa™™ BBINOJIHEHME MHTpaTeKaJbHbIX
BBeIEHMI IIMTOCTAaTUUYECKUX ITpernapaToB Ha GoHe GepeMeHHOCTU
6e3 1CIoib30BaHMs #MeToTpekcaTa™™ [86,87].

VpoBeHb YyOeguTeNbHOCTM pekomeHzauuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTe/lbCTB — 4).

e PexomeHayeTcsi C YyYeTOM BO3MOXKHBIX  KOaryJlormyecKmux
HapylIeHMil IepeHecT BBeOeHMsl aclaparMHasbl™™ Ha 3Tallbl
JledeHUs mmociae pogopaspennenus [87].

VpoBeHb YyOeguTeNIbHOCTM pekomeHzaumuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 4).

e PexomeHnayercsa T1ipu Ph+ OJIJ Ha d¢oHe OepeMeHHOCTU
IIpoBeIeHne  TepanuMu  MMaTMHMOOM™*® B codeTaHumm C
[JIIOKOKOpTUKOUAaMmu (mpunoxkenne A3.1) [89].

VpoBeHb YyOeguTeNIbHOCTM pekomeHzaumuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTe/lbCTB — 4).

e PekomeHayeTcsi  NpeAIOYMTaTh  METWINPEOHU3OJIOH™™  u
MIpeaHMU30JIOH** meKcaMeTas3oHy™ ™ BBUAY BO3MOXKHOCTU pPa3BUTUS
He6/IaroNpUSITHBIX HEBPOJOTUUECKUX TIOCJIeNCTBUII y IIofa B
cIy4ae rpumeHeHus nociaensero [90].



VpoBeHb yOeauTenbHOCTM pekoMeHzanuiti - C (ypoBeHb
JOCTOBEPHOCTU JOKAa3aTelbCTB — 4).

PekoMeHayeTcs1 IIaHMPOBATh CPOK poAopa3pelleHMs C y4eTOM
IHel BBeIeHUs IUTOCTaTUUEeCKMX MIpeIapaToB He paHee yeM 4yepes
2-3 Hedenu IIOC/e BBeOEeHUS LMUTOCTaTUUYECKUX IIperiapaToB C
Lle/IbI0 YMEeHbIIIeHNUS BePOSITHOCTU MUeJIOCYTIpeccuu y riona [91].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTM J0KA3aTeJbCTB — 5).

PexoMeHyeTcCsl BLINIONMHATL pOJOpaspelleHye IyTeM Kecapesa
ceueHus [91].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTH JOKA3aTeJIbCTB — 5).

KommeHTapum: 8s160p cnocoba podopaspeuieHusi onpedesisiemcs
COCMmositHUueM njiooa, CcoMamuueckum Ccmamycom nayueHmku,
zemamoJsiozudeckumu nokasamesssMu U cmpozo 6 coomeemcmeuu ¢
akywepckumu nokasavusimu. Camonpou3eonvHole podsl Mozym Oblmb
8bI0paHbl KAk cnocobd podopaspewieHuss Mmoabk0 Npu Haauuuu y
nauuenmos pemuccuu OJUI, ydoenemeopumesbHblX hokasameJeli
2emMozpamMmsl U npu Xopoulem comamuueckom cmamyce nayueHmad u
cocmostHuu nnaoda. B ocmansHeix cumyayusix npeonoumumensHo
8bIN0JIHSIMb podopa3speuieHue Memoodom Kecapesa ceueHusl.

He pexkoMeHAyeTCsl BBINOJHAThL 3MUAYPATbHYI0 aHEeCTe3UI0 IIpuU
Tpombouutonenun <80 x 10°/nm u/unu HeiTponeHun <1 x 109/J1
TIpy popopaspellieHNM BO MU36exkaHue OCTIOKHEeHMI, CBSI3aHHBIX CO
CIIMHHOMOS3TOBOM IyHKLMen [92,93].

VpoBeHb yOeauTeNbHOCTM pekoMeHzanuii - C (ypoBeHb
JOCTOBEPHOCTU JOKa3aTelbCTB — 4).

PekomMmeHAyeTcCs IalieHTKaM IIPpU [JIAaHOBOM IIpeXIeBpeMeHHOM
pomopaspellieHuMM Ha  cpoke 24-35 Hemelb  IIPOBOAUTH
NMpOPWIAKTUKY OCTPOrO PeCrupaToOpHPOro OUCTPecC-CUMHIApPOMA
(OPIC) nyioga B COOTBETCTBUM C ITPOMUAbHBIMY peKOMeHIAlUSIMU
[94]

VpoBeHb YyOegUTENIbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 5).

PekomeHayeTcs TMalMeHTKaM B  IOWIEPOLOBOM  Iepuoze
MpoBeJleHNe YTepPOTOHMUYECKOi Tepanmuu (OKCUTOUMHOM™™) U



MeIMKaMeHTO3HOoe IogaBieHue JakTauun [87]

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 5).

3.8. PekomeHaaInumu 1o Je4eHUIO MalMeHTOB C
naumd@oMoii u JelikeMuerii bepkurTa

Jleuenue nume¢omvl u netikemuu bepkumma npogooumcs 8
Kpamuatiwiue CpoKUu U 8 pexcume OKA3AHUS  HEOMJIOHCHOUI
meduyuHckoti nomouju [95,96].

e PekomeHayeTcs naiyeHTaM ¢ auMdAdoMoit u neitkemueit bepkurra
3KCTPEHHOe KyIIpOBaHMeE MMERIIUXCS XUPYPIUUECKUX
OUIOKHEHUIM  (KUIleyHasi HenpoxXOoAMMOCTb, KPOBOTEUYEeHMU,
nepdopaiius), KOppeKuus IeKTPOJIUTHBIX HapylUIeHU,
KyIMpoBaHMe MHOEKIIMOHHBIX OCIOXKHEeHU, 60/IeBOT0 CUMHIApPOMA
[95,96].

VpoBeHb YOEOUTENIBHOCTM peKoMeHZamuit - B (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5).

e [lanmeHTaM NpU HAIUYUM OCTPOM MMOUYEUHOI HEJOCTaTOYHOCTU XT
pekoMeHAyeTCsl TPOBOAUTh Ha (oHe ekeqHEeBHBIX CEaHCOB
remoauanusa [97].

VpoBeHb yOeauTeNbHOCTHM pekomeHpauuit - C (YpoBeHb
IOCTOBEPHOCTHU AOKA3ATEIbCTB — 5).

e PekomeHnpayetcs naiyeHtaMm ¢ JIb B kKauecTBe OCHOBHOTO MeTOZIa
JledeHus] KOPOTKasi MMITYJIbCHAsl BBICOKOMHTeHCuBHass XT +/-
pUTyRCUMab6™* (cm. mpuiioxkeHne A3.1) [98].

VpoBeHb yOeguTeNbHOCTHM pekomeHaauuit - C (YpoBeHb
IOCTOBEPHOCTU JOKA3aTeIbCTB — 4).

KoMMeHTapum: npu pedko 8Cmpeuaruiuxcsi JOKAAbHbIX cmaodusix
3abonesaHus Konuuecmso Kypcos XT pedyyuposaHo 8 coomseemcmaeuu
¢ npomoxonamu. K ¢akmopam nnoxozo npozHoza, mpebyroujum
uHmeHcuguxkayuu mepanuu, omuocsm: nopaxcerue KM u IIHC,
nosoviuwieHue JIAT' >2 @6epxHUX 2paHuly HOPMAJbHbIX 3HAUEHUL,
nopaxcerue nouex, Kocmeti (MynbmuoKkaibHble ouazu), pasmep
onyxonu 6onee 10 cm.



e PekoMeHAayeTcCA TaliieHTaM B 1-1i JIMHUM JledeHUs [IpUMeHeHue
MHTEeHCUBHBIX IpOoTOKOJIOB 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 mpunoxkennu A3.1) [96,98].

VpoBeHb YyOeguTeNIbHOCTM pekomeHzauuii - C (YpoBeHb
IOCTOBEPHOCTU J0Ka3aTeabCTB — 5).

KoMMeHTapuu: 0CHOBHbIM hpasuiom 6 mepanuu JIb siensiemcs
cobodeHue npuHuuna «003a — uHmepeat», m. e. nposedeHue Kypca 8
nosHblx 003ax ¢ cobaodeHueM MewKypco8ozo uHmepsaid. 3a
UCKJIOUEHUeM cumyayuti pa3eumust HUu3Hey2porcarujux 0CJ10HCHeHUL,
He  pekomeHdyemcsi  npepvigamv  Hauamwili kypc XT. B
UCKJTIOUUMEIbHBIX CIYyUdsAX NPU HAAUYUU MAMCENbIX UHPEKYUOHHBLX
OCTIOMCHEHUTl, C KOMOpuMU He YO0anocb Cnpasumscs K OKOHUAHUIO
MENWKYPCO0B8020 nepepuvléa, 803MOMCHO y8eluueHuUe UHMeps8ania mMexoy
Kypcamu.

e He pexomeHayeTcsl IpoBeleHue Teparnuu 1o cxeme R-CHOP
nanyenTam c JIb Bcinencteue ee HeapekTuBHOCTHU [96].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0KAa3aTeJIbCTB — 5).

e PekoMeHAyeTcs IalyeHTaM crapiie 55 jet 6e3 mopakenust LIHC
(He KaHauOaTtaM OJis1 MHTeHCUBHOM XT) IpoBemeHue jedyeHus I10
rpotokony R-DA-EPOCH (cm. nipuiokenue A3.1) [99].

VpoBeHb yOeauTEeNbHOCTH pekomeHaauuit - C (YpoBeHb
IOCTOBEPHOCTU JOKA3aTeIbCTB — 5).

e Pexomenayercsi Bcem naumeHtam ¢ JIb  ycTraHaBaMBaTh
IIEHTPAJIbHbI/ BEHO3HbIM KaTeTep g mnpoBedeHusa XT u
COIIPOBOAMUTENIbHOM Tepanuu [1, 2].

VpoBeHb yO0eauTeNbHOCTH pekomeHpauuit - C (YpoBeHb
IOCTOBEPHOCTHU AOKA3aTEIbCTB — 5).

e PekomeHAyeTcCsl TallieHTaM IIpY TIPOBeIEeHUM IIepBOTO Kypca
Tepanuyu 00si3aTeNbHYI0 MPOOUIAKTUKY U JiedeHMe CUHIpOMa
MaCCMBHOTO JIM3MCa OMyXoau: ajonypuHon™™ 10 mr/kr/cyT u
MHQY3MOHHAas1 Tepanusi 3 )I/MZ/CYT C 3alejaunBaHueM pacTBopa
HaTpus rugpokapboHara™* 40-80 MMoIb/1 IIOA, KOHTpOJIEM
ouypesa " IJIAHOBBIM Ha3HaueHMEeM dbypocemuma™,



J'Ia60p8.TOprIM KOHTPpOJIEM KMCJIOTHO-OCHOBHOTIO COCTOSIHUSA
[96,100].

VpoBeHb yO0eguTeNbHOCTHM pekomeHaauuit - C (YpoBeHb
IOCTOBEPHOCTHU AOKA3aTEIbCTB — 5).

[Ipy mpyMeHeHUM BBICOKMX A03 MeTOoTpeKcaTa™* peKoMeHA0BaHbI
KOHTPOJIb €ro sIuMMuHaUuM (ompedeneHue KOHLEHTpaluu B
ChIBOPOTKe!) U KOppeKIius M03bl ¢onMHaTa Kaablus™* exxeqHEBHO
10 HOpMaan3auuu rnokasarenen [96].

VpoBeHb yOeauTeNbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTeJlbCTB — 5).

Bcem nmanyeHTaM ¢ MaCCMBHBIM 3KCTpaMeny/IIPHbIM OITyXOJIeBbIM
ropakeHueM (OpraHOB CpenoCTeHMsl, OPIOIIHOM TMOJIOCTU U [Ip.)
peKOMEeHJ0BaHO IIpoBefeHMe TPODUIAKTUKMA TPOMOOTUUECKMUX
OCJIOKHEHUI  TOA,  KOHTPOJeM  KOaryJorpaMMbl  COIJIACHO
CYLLLeCTBYIOLIUM IIPOTOKOJIAM poPUIaKTUKA BEHO3HbIX
TPOMOOIMOOMNYECKUX  OCIOXKHEHMI (CM. COOTBETCTBYIOIIME
KIMHUYeCcKue pekomeHganuu) [101].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuiti - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTelbCTB — 5).

PeromeHpayercss Tepamnuio JIbB y MauueHTOB, MHQUIMPOBAHHBIX
BWY, mnpoBOoaMTb IO aHAJOTMUHBIM IIPOTOKOJaM Ha ¢oHe
TIOCTOSIHHOTO IIpueMa aHTUPEeTPOBUPYCHOM Teparnuu [102].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JO0KAa3aTeJlbCTB — 5).

He pPEKOMEHYyeTCsI BBOJIUTh PUTYKCUMAO™™* BIY-
MHOULUMPOBAHHBIM MalyeHTaM Ipu KkKoiudectBe CD4-KaeTok
MmeHee 100/mxi [102].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTelbCTB — 5).

KOMMeHTapI/IM: 8 (843U C ysejliuueHuem koaudecmeda MH(Z)CKL{MOHHle
OCJIOHCHEHUTI U 8bICOKUM PUCKOM cmepmu Oom HUX.

Pekomenayercss Bce 1mamnueHtam ¢ JIB  obGsi3aTenbHast
npopmiakTUKa  HeipoyelikeMuu  IMyTeM  MHTpaTeKaJbHOIO
BBeJleHMs1 3 IiperapaToB (LuTapabuu™* 30 mr, metoTrpekcat™* 15



MT, JeKcaMmeTasoH** 4 Mmr) 1 pa3 3a Kypc B TeueHMe BCEro Iepuoaa
Tepanuu [96].

VpoBeHb yOeauTeNbHOCTHM pekomeHaauuit - C (YpoBeHb
IOCTOBEPHOCTHU AOKA3aTEeIbCTB — 5).

KoMmeHTapum: neueHue HelipoaetikeMuu OO0JIHCHO B8bINOJHAMbCS 8
coomeemcmeauu co CmaHoapmHsIMu NpasuIamu: CNUHHOMO3208ble
NYHKYUU C 88e0eHUeM YUumoCcmamuKkos 8bIN0JIHIOM 3 pasa 8 Heodesto
00 nonyyeHust 3 HOPMAIbHLIX AHANU308 JIUKBOPA 853U C Y8enauueHUeMm
Kouuecmada UHMEeKYUOHHbBIX OC/IOHCHEHULL U 8bICOKUM PUCKOM CMepmu
om Hux. Ha nocnedyrowux 6nokax XT (nocne caHauuu Jukeopa)
JIIOMOA/IbHBLE NYHKYuu c UHMPAamexaabHbIM 8eedeHuUeM
UuUmMoCcmamuxo8 nposoossm 08axcdvl 3a Kypc.

¢ Pexomenpyetcs ayto-TI'CK, koTopass MoOXeT ABJIATLCS BApUAHTOM
Tepanuu npu penuauBe, OTBevYarlleM Ha JieueHue, i BO BTOpOu
pemuccum [103].

VpoBeHb yOeguTeNIbHOCTM pekomeHzaumuiti - C (ypoBeHb
IOCTOBEPHOCTH J0Ka3aTe/lIbCTB — 4).

KoMmeHTapum: 60/16wuHCmM80 peuudusos JIb uHKypabevHsi.

e He pexkomenayetrcss BceM nanueHtam ajio-TI'CK B cBgI3u ¢
puckamu, 00yC/I0BI€HHBIMY BbIIIOJIHEHMEM TpaHCIuiaHTauum [104].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTe/IbCTB — 4).

3.9. JIumdoobnacTubie 1MMGpOMBI

Pannue nybnukayuu 00 UChonvb308aHuUu CmMaHoapmHslx NPOMmMoKoi08
XT, npedHasHaueHHbIX ONsl 1edeHUs] HEXOOHCKUHCKUX tumpom (Danee —
HXJ), 8 uacmHocmu CHOP nodobHbiX pexcumos, npugodunu K
docmuxceHulo  KpaiiHe Hu3koli uacmomet IIP (53-71 %) u
gvixcusaemocmu 6e3 npusHaxkos 3abonesarus (23-53 %). C cepeduHsi
70-x 20008 8 sieuenuu aumpoodracmuoix HXJI y 83pocisix uchons3yrom
OJUT-opueHmuposaHHsle npozpammsl XT.

e Pexomenpyercst sneuenne JIBJI nmo ciemyoimym mnporokonam XT:
OJUI-2009, Hyper-CVAD * R, GRAALL-2003, PETHEMA ALL-96,
GMALL-2003 (cm. mpunoxenue A3.1) [14,15,67].



VpoBeHb YOegUTENbHOCTM pekoMeHzamuit - C (ypoBeHb
IOCTOBEPHOCTM I0KA3aTeJIbCTB — 5).

KoMMeHTapum: nockonvKy pexcumsl mepanuu, pa3pabomadHsie s
HXJI, He 6vinu ycnewHsimu npu JIBJI, npedcmasnsiemcs, 4mo pexcumol
mepanuu, uchonv3yemsvie npu neueruu OJII, obecheuam Oonee
O21a20npusimHole pe3ynbmameol.

PekoMeHayIOTCA 00s3aTesnbHast MpoduaakTUKa U JieueHue
nopaxkeuuss IIHC, Bkiawuarolme WMHTpPAaTeKaJIbHOE BBeIeHNe
LIMTOCTaTUKOB [14,15].

VpoBeHb YyOeguTeNIbHOCTM pekomeHzaumuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5).

KoMMeHTapum: om uchonv308aHusi KPaHUAIbHO20 00JIyueHUst Ons
npounakmuxku I[HC nopaxeHuss 8 00NbWUHCMBE NPOMOKOJI08
OMKA3anucy, €20 NPUMEHSIOM MOJbKO NAYUeHmMam ¢ UHUYUAIbHBIM
nopaxceruem LIHC (kpaHuanvHoe obnyueHue 12-18 I'p Ha nuHeliHOM
y-yckopumerne).

PekoMeHayeTcss  BceM  MallMeHTaM  JyuyeBash  Tepanmusi
pe3uayaabHbIX OMTyX0JeBbIX 00pa3oBaHMii cpegocTenus [14,15].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeJbCTB — 5).

KoMmmeHTapumn: 8 OoIbUIUHCMBE cyuaes nopaceHue
MeduacmuHa bHbIX JuMpamuueckux Y37108 npu JIbJI
xapakmepusyemcs eecoma xopowum omeemom Ha nepsuuHyw XT.
Yemxkoe onpedenerue pe3udyanbHoll onyxoesoli Maccsl cpedocmetust
omcymcmeyem; 6 Kauecmee maxko8020 Moz2ym pacuyeHusamscs
ocmamouHasi onyxoniv pasmepom >3 cm, no damvueim KT, u/unu
nosnoxcumensHoili pesynromam I13T. JIyuesas mepanus pe3udyaibHbix
onyxoniegslx 00paszosaHuli cpedocmeHus, Kak npedcmaensemcs,
A6/15€MC  HAUIYYWUM  8apuaHmom  mepanuu. Bonpoc 00
onmumanwvHoli do3e 8 davHom cayuae (24 unu 36 Ip) ocmaemcs
OMKDPbIMBIM.

PekoMeHAyeTCSA CUNTAThb PEMUCCUIO TIOJIHOM Y BCeX MalMeHTOB
ripu seuyenuu JIbJI u3z T- u B-mipenmecTBeHHMKOB MpPU HaIUUUU
Kputepuen (Ha 70-i menb UT n1bo mocie MHOYKINN):



1. OTcyTCTBME  [OKa3aTe/JbCTBA  HAIUMUYMA  OCTATOYHOIO
obpa3oBaHMs (IIpyM MaCCMBHOM IIOpaskeHMUM MOIYT OCTaBaThCs
pesugyajbHble O00pasoBaHMSI MeHee 3 CM) WIM COKpalleHue
pasmMepoB OITyXoJu 6osiee ueM Ha 75 % OT MCXOLHOTO.

2. TlpucyrcrBue B KM MeHee 5 % 07acTOB IIpU BOCCTAHOBJIEHUM
roKasaTrejieil HOpMaJIbHOT'O KPOBETBOPEHMSI.

e 3. OrcyrcTBMe 1MM@OOIAaCTOB MIPU UCCAeIOBaHMM JIMKBOpa Ha 29-71
IeHb MpoTOKona [14,15].

VpoBeHb yOeauTeNbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTeJlbCTB — 5).

Jleuenue peuyauBa

IIpozro3 npu peyuduse JIBJI kpaiiHe Hebnazonpusmusiii. Peyudusui
JIBJI pa3zsusaromcs, Kak npasuio, 8 nepewle 2 200a nocje 00CMuiceHust
pemuccuu u uawe Ovi8arom JoKanbHuIMU. Tepanusi peyuousa
onpedensiemcs xapakmepucmukamu peyuousa (1okanusayust U cpoxu
pazeumusi) u maxkmukoli JjeueHus 1-20 ocmpozo nepuooa.
Hcnonv3yrom npomoxkonst seueHus peyuousos OJLUI, 8biCOKO003HYIO
mepanuio, hpenapamel, He nNpumeHsswuecs 8 1-m ocmpom nepuode
(xkypcol ICE, npenapamel HenapabuH™*, #eemuumabuH™* u dp. — cm.
npunoxenue A3.1); npu docmuxceHuu 8mopoli  pemuccuu
pexkomeHdyemcsa anno-TICK. D¢pexmusHocms mepanuu peuuousos
T-knemouHsix JIBJI ocmaemcs KpatiHe Hu3koti, B-JIbJI — HecKo0/bKO
Jiyuuue.

e PekomeHpayetrcsi anno-TICK mpu peunamBax u pedpakTepHOM
TeueHUM nocje gocTvkeHus oreeta Ha XT [14,15].

VpoBeHb YyOegUTENbHOCTM pekoMmeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTeJbCTB — 5).

KoMmmeHTapum: onsim ésinosiHeHusi anno-TICK npu JIBJI 8 nepsoii
IIP oepanuueH [14].

3.10. Peuuaussl Ph- OJIJ1

Peuudue netikemuu y 83pocnvix nauuermos ¢ Ph- OJIVI ocmaemcs
HepaspeweHHoll  mepanesmuueckoli  npobnemoti.  Pe3ynomamol
JleueHust daHHoll ¢aswl 3a6onesanus Heseauku, u peyudus OJII 0o
Hacmosujezo 8pemMeHu pacuyeHusaemcs: Kak 00bIUHO UHKYpabenbHoe



namoJiozuueckoe cocmosiHue. Xoms y psoda nauyueHmos 603MOMCHO
docmudceHue emopoti nosiHoti pemuccuu (danee — IIP2), uacmoma I1IP2
ocmaemcs HU3KOU, a mMeduaHa evixcusaemocmu nocie peyuousa —
kopomkoli. IIpedcmasnsemcs 00WenpuHsmosM, Umo nayueHmol, y
Komopulx ommeuaemcss peuudus 3abone8aHus, He Mmozym Obimbp
usneueHol mosavko nymem XT. EOUHCMBEHHbIM  B8APUAHMOM
padukanvHozo seueHus seasemcs aano-TI'CK. B yenom amo mpebyem
docmuceHuss omuocumenvHo cmotikoii IIP2 Ha ¢oHe mepanuu
cnacemus, Komopasi O00JXHA ACCOYUUPOBAMbC C MUHUMATbHOLL
MoKCcUuHOCMbi0. B amom konmekcme peyudusst, pa3suswuecs nocie
anno-TICK, senswomcs ewe 06onee 3HAUUMENbHOU mepanesmuueckot
npobnemolti. Bcnedcmaue HebnazonpusimHsix 00WUX UCX0008 Y 3MUX
NauueHmos8  COXpaHsiemcs  3HauumesnvHas  hompebOHOCMb 8
paspabomke U UCCNE008AHUU HOBbIX JIEKAPCMBEHHbIX Cpedcme.
B03MOXHbIM  8apUAHmMoM JieueHuss OAHHOU 2pynnel NAayueHmos
saensiemcs  6KaKWUeHUe 6 npomokoast KHM, 6 mom uucie HO8blx
npenapamos. Taxkum 00pa3om, 00OHUM U3 OCHOBHbIX KJAUHUUECKUX
peweHuti y nauueHmos ¢ peyudusHoim Ph- OJUI siensiemcsi 8v160p
mexndy cmaudapmuoii XT cnaceHuss u IKChepPUMEHMANbHOl
mepanueti, 3a Komopsimu 0onxcHa ciaedogsams anno-TICK 6o ecex
cryuasx, kKo20a 3mo B803MOMCHO; JleueHue OdHHbIX NayueHmos
npoussodumcs 8 pamkax K.

PekoMeHayeTcs BceM MallMeHTaM Py Mo3aHeM peliuause (bomnee
6 MecCsdlleB OT OKOHYaHMS IIOAJEpPKMBAIOIIEN  Teparimm)
UCIIO/Ib30BaTh CTaHaapTHYO Tepanuto B-OJUI u T-OJUI 1-i1 iuHNn
(cM. mpuiioxkeHue A3.1) [105].

VpoBeHb YyOeauTeNbHOCTM pekoMeHzanuii - C (ypoBeHb
JOCTOBEPHOCTU JOKa3aTelbCTB — 4).

PekomMeHAyeTCsI BCeM MaliyieHTaM Ipu paHHeM penyause B-OJII
MCI0JIb30BaHMe 3KCIIepMMeHTaIbHbIX KOMOMHaIINIi B pamKax KU, B
TOM uYMCjIe C IpUMeHeHueM OJMHaTymMoMaba** M MHOTy3ymaba
osorammiyuHa**. B KauecTtBe BO3MOXKHBIX XT KOMOMHALIMIL
BO3MOXKHO 1Mcronb3oBaTh nporpammbl FLAGIda unamu Hyper-CVAD,
nmbo #6opTe3oMuba Kak B MOHOTepanum, Tak ¥ B KOMOMHALIMA C
MMUTOKCAHTPOHOM™**, meKcaMeTa3oHOM™* ¥ acraparmHasoin™* (cm.
npuioxkeHue A3.1) [106].

VpoBeHb yOeauTenbHOCTM pekoMeHmanuii - C (ypoBeHb
JOCTOBEPHOCTHU 0KA3aTe/l1bCTB — 4).



PekomeHayeTcsi B JleUeHMM PELVIMBOB NOpPU  HAIUYUMU
BO3MOKHOCTU IIPUMEHSITh MMUTOKCAHTPOH** BMECTO
AHTPALVKINHOBBIX AHTUOVMOTUKOB IayHOPyOMIMHA™™,
nokcopyouimHa** uam #upgapyourimaa** (mpunosxkenme A3.1) [107].

VpoBeHb yOeOUTETbHOCTM peKoMeHnanuii - B (ypoBeHb
JOCTOBEPHOCTH J0Ka3aTelabCTB — 3).

PeromeHayeTcst MIPearoYTUTEIbHOe MCIIOJIb30BaHMe
JeKcamMeTa3oHa** BMeCTO IPemHM30JI0OHA™* B CBSI3M C OOJbIIe
s dexTrBHOCTBIO [80].

VpoBeHb YyOeguTeNIbHOCTM pekomeHzaumuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5).

PekomMmeHayeTCsl BCeM IallyieHTaM, Yy KOTOpPbIX OocTurHyra IIP2,
KOHCY/IbTaHLMSI B TPAHCIVIAHTOJIOTUYECKOM LieHTpe IJIs1 YTOUHEeHU S
BO3MOXHOCTU BbInosiHeHUsT UM HLA-coBmectumoit amno-TI'CK
[56].

VpoBeHb YyOeguTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTe/lbCTB — 4).

PekoMeHayeTcsl BCceM IIallMeHTaM C pPaHHUM PEUUINBOM WJIN
niepcucrterHumein MOb 1ipu B-kietounbsix OJIJI mocjie OKOHYaHMS
KOHCONMUAALMKY TMpUMeHeHMe OiMHATymMoMaba** B MOHOTepamuu
munu B couetanuu ¢ UTK B ¢cBsi3u ¢ 3eKTUBHOCTBIO (MTPUJTIOKEHME
A3.1) [74].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
JOCTOBEPHOCTHU 0Ka3aTe/l1bCTB — 4).

PekomeHayeTcsi BCeM IalieHTaM C PaHHMM peLVIVBOM WU
nepcucteduuenn MOB mnpu  T-xinerounbix OJIJI mnpumMeHeHMe
HeymapabuHa™* B coueraHuM ¢  Oukiaopochammmom**  u
#3Tomo3ugom™* (cm. nmpwuiosxkenue A3.1) [108].

VpoBeHb YyOeguTeNIbHOCTM pekoMmeHzaumuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTe/lbCTB — 4).

PekoMmeHayeTcsl IalyeHTaM C peuuIVBOM WM IepCUCTeHLMen
MObB mnpu T-knerounbix OJUUI (B TOM umciae € KOIKCIIpeccuei
MUETOUAHBIX  MapKepoB) IIpMMeHeHMue  #BeHeTOK/JIakca B
COueTaHUM C #OeUUTabMHOM WAM B APYIUX KOMOMHAUMSIX (CM.
npuwiokeHue A3.1) [109].



VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTM I0KA3aTeIbCTB — 5).

3.11. TpaHcIIaHTaIUSI reMOIIO3TUYECKUX
CTBOJIOBBIX KJI€TOK

AnnorenHas TI'CK

IToka3aHus k 8vinonteruio anno-TI'CK onpedensitomcs 8 3agucumocmu
om KOHKpPEmMH020, 8blOpAHHO020 2eMamoyioeudecKuM UYeHmpom
npomokoaa neueHust (OJIVI-2009, GMALL, GRAALL, MB2008, Hyper-
CVAD) (cm. npunoxerue A3.1 u A3.3) [56,57,63,67,110].

e [TanmenTtam ¢ OJIJI B Bo3pacTte A0 55 JieT, roayyaiouuM jeueHue 1o
riporokony OJIJI 2009 (mpwioxkeHue A3.1), U3 TpyIIibl OYEHb
BBICOKOT'O PMCKa, KOTOpasl yCTaHABIMBAETCS B 1e0I0Te 3a001eBaHMS
(uuToreHeTHMUecKMe HapyuieHust t(4;11) win t(1;19), a Takke Ph+
OJIJI (t(9;22/BCR-ABL)), B CBSI3M BBICOKMM PUCKOM PpPa3sBUTUS
penyavBa 3abojeBaHUSI peKOMeHAyeTcs BbimonHeHue ajno-TICK
OT COBMECTMMOIO POJICTBEHHOrO WM HEPOACTBEHHOIO JOHOpA
[67,111].

VpoBeHb YyOegUTENbHOCTM peKkomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeJbCTB — 5).

¢ PekKOMEHAYeTCS PacCMaTPMBATh BO3MOKHOCTD BBIIIOJTHEHUS aJIIO-
TI'CK y mamueHTOB B BO3pacTe cTapiie 55 jieT u3 IpyIIbl OYeHb
BBICOKOTO pucka (cM. pasmen 3.2 «[IporHoctuyeckue (aKkTOpbI
3(pDeKTUBHOCTM JleueHMs») MpU HaJIUuuM IOJHOCThI0O HLA-
COBMECTMMOIO JOHOpa ¥ TOJBKO IIPU OTCYTCTBMUM 3HAUYMMOI
KOMOpPOMIHOCTM, TMPM KOTOPOV PUCK TPaHCIIAaHTAlMOHHOM
JIeTaJIbHOCTY He TpeBbIllia/ 6bI pUCKM Pa3BUTUS peliuauBa [56].

VpoBeHb yOeauTeNbHOCTH pekomeHaauuit - C (YpoBeHb
IOCTOBEPHOCTHU AOKA3ATEIbCTB — 4).

e PekomeHnpayetcss BbinosiHeHMe amwnio-TI'CK y rmauueHTOB C
nepcucreHiueii MOB, HO [JisT 3TOrO0 HEOOXOAVMO BBITIOJNHSTH BeCh
oobeM XT u MmoHuTopMHr MOB B mpemycMOTpeHHble BpeMeHHbIe
TOYKM COTJIaCHO BbIOpaHHOMY ITPOTOKOMY [56,70,71].

VpoBeHb YyOegUTENIbHOCTM pekoMeHmamuit - C (ypoBeHb
IOCTOBEPHOCTM I0KA3aTeIbCTB — 4).



PekoMmeHayeTcs1s BceM IalyieHTamM BbilloiHeHue auio-TI'CK ot
pPONICTBEHHOI'0 OOHOpa B TIepBoin IIP 1mipum HeamekBaTHOM
BBITIOJTHEHMM JII0OOTO M3 MPOTOKOJIOB IIPOTPaMMHO Tepanuu B
CBSI3M C BBICOKMM PUCKOM peunausa [1,2].

VpoBeHb YyOeguTeNbHOCTM pekomeHzaumuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5).

PekomMeHayeTCsI pacCMaTpUBATh BO3SMOXKHOCTD BbITIOJTHEHUS aJIJIO-
TI'CK y mauueHTOB BO BTOpPOit M 0Oojee IMO3MHUX PEMUCCUSX
3a0071€eBaHMS C II€JIbI0 YIYUIIEeHUS JOJATOCPOYHBIX Pe3yabTaTOB
Tepanuu [112].

VpoBeHb YyOegUTENIbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTe/IbCTB — 4).

KommenTapumn: anno-TI'CK 8 pazsepHymom peuuduse 3a0601e8aHuUS
u npu pecppakmeprocmu x XT 8030elicmauio He UeecoodpasHa.

PekomeHpayeTcs BBITIOJIHATD TPaHCIJIAHTAL A0 OT
aJIbTEPHATUBHOIO [OOHOpPA (TAalUVIOUAEHTUYHOTO, TPaHCIIaHTaLU
IIYIIOBMHHOI KpoBUM B pamkax KW) npu orcyrcrBum HLA-
UOEeHTUYHOTO foHopa [106,112,113].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTM JOKA3aTeJIbCTB — 4).

AyTto-TI'CK

Peromenpayercs BbintojHeHne ayTo-TI'CK y matenToB ¢ Ph+ OJIJI
(B C1yyae HEBO3MOXHOCTMM BbinoaHeHusT auio-TI'CK) mpu
OTCYTCTBUM MUHUMAaJIbHOM pe3uayaabHOM 0os1e3HM C
IIpoBeJieHMEeM Toaaep>KUBaloIen Teparnumn NUTK rocjie
TpaHCIUIaHTauuu [84].

VpoBeHb yO0eauTeNbHOCTHM pekomeHaauuit - C (YpoBeHb
IOCTOBEPHOCTHU AOKA3ATEIbCTB — 4).

PexkomeHnpayeTtcsi BbirnojiHeHMe ayTo-TI'CK B pamkax ITpOTOKoJa
OJIJI-2009 nna mnauaueHntoB ¢ T-OJIJI mocie 3aBeplieHUs
KOHconupauuu mo 1porokony OJJI-2009 ¢ mnociaenyrommm
IIpOBeZleHMeM IoALepXXUBaoIel Tepanuu [67].

VpoBeHb YyOeOMTETbHOCTM peKoMeHzanuii - B (ypoBeHb
JOCTOBEPHOCTHU 0Ka3aTe/l1bCTB — 3).



3.12. ConnpoBoauTe/IbHAsA Tepanus

OG1Ie MeponpUsTHS

ITIpomokonet  neueduss OJIJ  npedycmampusaiom  npogedeHue
UHMEHCUBHOU UHOYKUUOHHOL U KoHcoaudauuoHHoti XT. Ilpu samom
UCNO/Ib308aHUE YUMOCMAMUKO8 U UMMYHOCYNPeccaHmos Hapsdy c
OCHOBHbBIM 3a00/1e8aHUEM MOXCEM Npu8odums K WUPOKOMY CNEKmpy
MSKENbIX OCTIONCHEHUTI, 8 YACMHOCMU K UH(EKUUSIM, KPOBOMEUEHUSIM,
MYKO3UmMy, NposieJIeHUl0 MOKCUYHOCMU €O CMOPOHbL PA3JIUUHbBIX
opeavos, pgome u m. 0. Ilo smoii npuuuHe nauueHmst ¢ OJII
HyX#0armecs 8 muiameibHOM MOHUMOPUH2e, a MakKxe 8 NposedeHuUU
coomeemcmsywujeti  npogurakmuueckoti u  noddepxcusarowjeli
mepanuu.

AHTH3MeTHUUecKas MpodmwIakKTUKa U Tepanmus

e PexomeHAyeTCsl BCeM MallieHTaM I[IPOBOOUTH aHTU3IMUTUUYECKYIO
Tepanyio C LeNbl0 MOTHOM MPOPUIAKTUKU TOUIHOTBI M PBOTHI Y
MaLyeHToB, nonyvawomwux XT [114].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTeJIbCTB — 5).

KoMMeHTapumu: ¢ aHMudIMumuueckoli ueavilo  NPUMeHsIiomcs
AHMAazoHUCMbl peuenmopos CepoOmMOHUHA U KOPMuUKocmepoudsl. Smu
npenapamot pekomeHoytomcs 011 NPUMEHEHUs 8 KoMOuHauuu npu
ucnonv3osaruu pexcumos XT, xapakmepusyrwujuxcsi yMepeHHOU Uu
8bICOKOLI IMemo2eHHOCMbI0. B omdenbHblx cumyayusx, 8 4acmuocmu
npu nposedeHuu 8vICOKOO03HOU KomOuHuposauuoii XT, 8b160p
aHmuamemuka 00JHeH onpedesimbcsi Haubosee IMemo2eHHbIM
KOMNOHEHMOM (cM. npunoxceHue A3.4) [114].

TpaHcdy3smoHHas Tepanus

Ycnewnoe neueHue OJI, 6 uacmHocmu OJIJI, HEB03MOXHO npu
omcymcmeuu 3amecmumensbHoll mepanuu KOMNOHeHmamu Kposu u
conposodumesbHOLl mepanuu.

Tpanchy3um 3pUTPOLIMTHONM ¥ TPOMOOIIMTAPHOM MaCChI

e PekomeHAyeTcsi OCYIIECTBIASATb TpPaHCPY3UM  SPUTPOLUTHOM
MaccChl MalyeHTaM 1 oA epskaHusl KOHIIeHTpaly reMorioouHa
Ha ypoBHe >8 r/g [1,2].



VpoBeHb YOegUTENbHOCTM pekoMeHzamuit - C (ypoBeHb
IOCTOBEPHOCTM I0KA3aTeJIbCTB — 5).

[Tpy HanmMuuM COMYTCTBYIOLIEN IMATOJOTUM CepAuna Wiau JIeTKUX, a
TaKxKe ecnu aHemMus COIIPOBOXKIAeTCS KJIMHUYEeCKO
CUMIITOMAaTUKO}, PEeKOMEHAYeTCSI BBbINIOJIHITh TpaHChy3umn
9PUTPOLIUTHON Macchl M Tpu Oojee BBICOKMUX 3HAUEHUSX
KOHLIEHTpally TeMOINIOOMHA MPU HaJUUUM COOTBETCTBYIOIIUX
KIIMHMYeCKMX IMoKasaHuuii [1,2].

VpoBeHb yOeauTeNbHOCTM pekomeHpauuiti - C (YpoBeHb
OOCTOBEPHOCTHU AOKA3aTEeIbCTB — 5).

PeKOMEeHIyIOTCA BhINOMIHEeHME TpaHCPy3uM TPOMOOKOHIIEHTPATOB
OCYILECTBJISITh IIPU CHIMKEHUM KOJIMUECTBa TPOMOOIIUTOB <10 x 109
/71, TIpU 60Jiee BICOKUX 3HAUEHMSIX KOJIMUecTBa TpoMOo1uToB (20 x
10”7 /m) B cnyuyae TOBBILIEHUS TeMIiepaTypbl Tena >38 °C, mpu
pPasBUTUM KJIMHMUYECKM 3HAUMMBIX KPOBOTEUEHMII JMOO Iiepep,
BBITIOJIHEHMEM WHBA3MBHBIX MHTEPBEHIIMOHHBIX BMeIIaTeIbCTB
[115].

VpoBeHb YyOegUTENIbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTeJIbCTB — 5).

PekomeHayeTcss  OoOayuyeHMe  SPUTPOLMTHONM  MacChl U
TPOMOOKOHIIEHTPATOB €  LIEJbI0 MNPOMWIAKTUKMA  Peakuyuu
«TpaHCc@y3aT MpOTUB x03sinHa» [1,2].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (YpoBeHb
IOCTOBEPHOCTHU AOKA3aTEeIbCTB — 5).

IIpobmnakTnka remMopparm4eckKumx ¥  TPOMOOTHYECKUX
OCJIOKHeHUM

PekomMmeHayeTcs MaiieHTaM Ha (pOHe Tepamnmy aclaparmHason™*
KOHTPOJIMPOBATh NapaMeTpPhbl CBEPThIBAHMSI KPOBM C 11€/IbI0 Havaja
3aMeCTUTe/NIbHOI Tepanuu Mnpu ux neduiute (Hampumep, pexkum
JO3MPOBAHMS aHTUTPOMOMHA € ITPodUIaKTMIeCcKoii 1enbio: 50 ME/
KI Macchl Teqa B TeueHue 7-10 mocjaemoBaTeNbHbIX OHEM CO OHS
Haua/la Tepamnmuu aclaparmHasoin™* (momkosxkHo, B go3e 6000 ME/
MZ, B TeyeHue 7 nHen) [116].

VpoBeHb YOEAUTENIBHOCTM PpeKoMeHZamuii - B (ypoBeHb
JOCTOBEPHOCTHU N0Ka3aTe/lbCTB — 3).



KoMmmeHTapum: Tepanus 2JII0KOKOpmMuKocmepoudamu,
AHMPAUUKAUHAMU U 0COOEHHO acnapazuHasoli™* moxcem npusodumsp
K msxenomy npuobpemeHHomy deuuyumy 6enKos Kaacca cepnuHos
(UHeubUMOpOo8 cepuHcodepxcawux npomeas), NpeuMyujecmeeHHo
aHmumpomOuHos u anvga-1-anmumpuncuHa. PacnpocmpaveHHocmo
amux ocnoxcHeHuti om 2,1-15 %.

AHmumpombuH npedcmassnsiem co00li O0CHOBHOU (hu3uonozuyecKul
uHzubumop mpombuHa u akmopos ceepmoisarus IXa, Xa, Xla. Ou
makxe s6]5emcsl aHmazoHucmom @akmopa ceepmoigarusi VII,
ycKkopss duccouuayuro Komnaexkcos, obpasosartvix pakmopom VIla u
MKaHe8viM (pakmopom. AHmumpomoOuH obpaszyem HeoOpamumovle
C8s3U C AKMUBHuIMU (hepmeHmamu, JAUwWas ux NpomeoaumuuecKoll
akmugHocmu. Kpome mozo, npu UCho1b308aHUU aACNAPA2UHa3bl ™™
€000Wanocy 00 U3MeHeHUU KOHpopmayuu MoaeKy1bl GHMUMpOMOUHa,
umo npugoduno K ympame cmabuibHOCMu U 8 pe3yivmame K
00pa3osaHuio azpezamos 0enKaA, HAKANJUBABWIUXCS 8 YUCMEPHax
aHdonasmamuueckozo pemukyayma. Takum o06pasom, nayueHmol,
KOmMopuiM 880051m acnapazumasy ™™, xapakmepu3yomcs no8vllueHHbIM
pUCKOM mpom60308. Xoms CHUXEHUE KOHUeHmpayuu
aHmumpomobuHa uacmo conpogoxcdaemcst 2unogubpuHozeHemueli,
Obl10  NOKA3aHO, 4mMO HU3Kas KOHUeHmpauusi ¢GuobpuHozeHa
npedpacnonazaem 6 0o0Jbuleli cmeneHu K mpomoO03am, Hexcenu K
KpogomeueHusiM.

[Ipy MacCUBHBIX 3KCTpaMeNY/UISIPHBIX Odarax IOpaskeHus (Jaiie
Bcero oparHoB cpenoctenusi mpu OJIJI/JIBJI), TpomMOOTHMYECKUX
OCJIOKHEHMSIX Ha (OHe Tepanmuu WIM HaIMuuM TPOMOO3OB B
aHaMHe3e PEeKOMEHAYeTCS IPOBOAUTh  aHTUKOATYISIHTHYIO
Tepanmui0 COINIAaCHO CYIIEeCTBYOIIMM IIPOTOKOJaM  JieueHUs
BEHO3HbIX TPOMO05MOOINYECKUX OCJIOKHEHUT (cm.
COOTBETCTBYIOIIME KAMHUYECKME PEKOMEHAALMM T10 IMAarHOCTUKe,
JIeYeHMI0 ¥ TPpodWIAKTUKE BEHO3HBIX TPOMOOIMOOIMUECKUX
ocnoxxkHenwmii [1,2,4,5,101].

VpoBeHb YyOegUTENIbHOCTM pekoMmeHzamuit - C (YpoBeHb
IOCTOBEPHOCTU JOKA3aTeJIbCTB — 5).

3aMecTuUTeIbHAS TEpanmsi UMMYHOIIOOYIMHAMM

Pekomenayercs nauyentam ¢ OJIJI BBegeHMe MMMYHOITIOOY/IMHOB
IpM  JOKa3aHHOM TreHepaJu30BaHHOM BUPYCHOM MHMeKUUn
(BMpycamm TpyIIIIibl repreca, [uToMeraaosupycom (gainee — [IMB)),



a Takke IIpM  CHWKeHMM  IIOKasaTelell  HOPMa/IbHbIX
MMMYHOIJIOOY/IMHOB HM3Ke HOPMaJIbHBIX 3HaUeHmit [117].

VpoBeHb yO0eguTeNbHOCTHM pekomeHaauuit - C (YpoBeHb
IOCTOBEPHOCTHU AOKA3aTEIbCTB — 5).

KommeHnTapuu: y nauyuenmos ¢ OJIJI uacmo onpedensemcs
2uno2ammaznobyiuHemMus, HO 00 HACMOSUIe20 8peMeHU He 0bL10
nonyueHo dokaszamenvbcme 3dpdekmusHocmu npopuIaAKMUUECKUX
uH@ysuii ummyHoenobynunos. Ilayuenmam Ha ¢oHe mepanuu
onuHamymymabom ** unu pumykcumabom ** Heob6x00umo
KOHMpOAUpo8ams codepiaxue uMmyHoznobyauHos 1 pa3 8 2-4
Hedeau, 6 3asucumocmu Om KJAUHUYECKOU cumyayuu, u, npu
Heobxodumocmu, 8bINONIHAMb ~ 3AMECMUMENbHYI0  mepanuio
umMmyHoznooyauHamu [1,2].

NHas conpoBoauTeIbHasl Tepanus
daxTopsI pocTa

He pexkomeHAayeTCss Ha3HaueHMe IlallMeHTaM IIperapaToB
I'PaHYJIOLMTAPHBIX KOJOHMECTUMYAUpyIuX ¢gakropos (I'-KCO**)
HU Ha ogHoM 3Tarie jedeHusi OJIJI. UckinoueHne cocTasasioT JIb
6e3 mopakenuss KM, mpu KOTOpBIX BO3MOXKHO MCIOJb30BaTh I'-
KCO®™* ¢ 11e/1b10 cOXpaHeHMsI CPOKOB BbIMOMIHEeHMS TTpoTokoia [1,2].

VpoBeHb yOeauTenbHOCTM pekoMeHnmanuii - C (ypoBeHb
IOCTOBEPHOCTM J0KA3aTeJbCTB — 5).

KoMmMmeHTapum: 8 OonbWUHCMEe €e8ponetickux HAYyUOHANIbHbIX
npomoxoaax I'-KC® ucnonv3yemcss ¢ npoguiakmuueckoli ueivio 6
npouecce UHOYKUUU U KOHCOAUJAUUU PeMUCCUU.

IlomaBieHNe MEHCTpPYyalluu U coXxpaHeHne QPepTUuIbHOCTU

V Bcex xeHuuH ¢ OJIJI B mnpeMmeHornayse PpeKOMEHIYyeTCS
IOJaBjIeHVe MEeHCTpyaluil C Leabl0 MUHUMMKU3ALUUKM PUCKOB
KpoBoTeueHUs1 Ha poHe TpombouuToneHnn [118]

VpoBeHb YyOegUTENBHOCTM pekoMeHzamuit - C (ypoBeHb
IOCTOBEPHOCTM I0KA3aTeJIbCTB — 5).

0O6e300MMBalONIas Tepanms

[Ip BO3HMKHOBEHMM OCTPOrO WMJIM XPOHUYECKOTO OO0eBOro
CUHIpOMA MalyeHTy PEKOMEHIyeTCsI IIPOBOIVUTH



006e360/IMBaIOITYIO Teparmio COIVIACHO CYIIECTBYIOIINM
MIpPOTOKO/IaM 00e360/MBaHMsI (CM. COOTBETCTBYIOIIME KIMHUYECKNE
peKOMeHJalMy 10  XPOHMUYECKOil  6ony,  KIMHUYECKUe
peKoMeHZaluy II0 aHecTe3MoJoruu), B TOM UKcIe, II0
IIOKa3aHUSIM, C IPUMMEHEHMEeM HapKOTUMUYECKMUX U IICHMXOTPOIHBIX
JleKapCTBeHHbBIX MpenapaTos [1,2,4,5,119].

VpoBeHb YyOegUTENIbHOCTM pekomMeHzamuit - C (YpoBeHb
IOCTOBEPHOCTM I0KA3aTeIbCTB — 5).

Cnedyem yuecms, umo y nayueHma mozym Oblmb HeCcmaHoapmHole
nposieneHus 60se3HU, A MAakxie couemaHue KOHKpemHoli 60Je3HuU ¢
opyaumu Namosao2usiMu, 4mo Moxem OuKkmosamse Jjeuaujemy epauy
U3BMEHEeHUsT 8 aazopumme 8bl00pa  ONMUMAJILHOU — MAKMUKU
OJuazHOCMuUKU U JleueHusl.



4. PeaOuauranmus

Cneyuanstsix memodos peadburumavuu npu OJII He cyuiecmayem.

e PekoMeHAyeTCS TIIalieHTaM IIPOBeJeHMe peaduIuTanum Ipu
BO3HMKHOBEHUM OCIOXHEHMI T[I0C/ie 3aBepllieHUs] IIPOorpamMmbl
tepanuu OJIJI B paMmKax cOOTBeTCTBYIOIMX Ho3omorum [120,121].

VpoBeHb yOeauTeNbHOCTHM pekomeHpauuiti - C (YpoBeHb
IOCTOBEPHOCTHU AOKA3aTEeIbCTB — 5).

KoMMeHTapum: nocjie 0KOHUAHUS JiedeHUsl pekoMeHAyemcs eecmu
300p08blii obpas HCUBHLU, UCKJTIOUUMDb UHCONAUUIO u
(usuomepanesmuueckue npoyedypoi.



5. IIpodpuaaxkruka

Ipogunaxmuxu so3HuxkHoseHus OJIJI He cywjecmayem.

e PexomMmeHayeTcsi 1ocjie OKOHUaHMs Iporpammbl Tepanuu OJII
BBINONHATD UccienoBanme OAK Kaxkabiii Mecsil] B TeueHMue IMepBbIX
2 neT u 3aTeM 1 pa3 B 2-3 Mecs1a 0 5 jeT oT Havasa JedyeHusI C
11eJIbI0 paHHETro BbISIBIeHMS pelluanBa 3aboneBanns [1,2,4,5].

VpoBeHb yOeauTeNbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTeJlbCTB — 5).

e PekomMeHAayeTcCsl 10ocie OKOHUYaHus mnporpammbl Tepanuu OJUI B
TeueHue IepBOro roga BBINOMHATH NyHKUMM KM 1 pas B 3 mec,
nanee — 1 pa3 B 6 Mec B TeueHMe 2-T'0 roja, majgee — 1 pa3 B rof 10 5
JIeT HabI0meHNsI C 1IeJIbI0 IMHaMuJyecKoro Habmwonenus [1,2,4,5].

VpoBeHb yOeauTenbHOCTM pekoMeHzmanuii - C (ypoBeHb
IOCTOBEPHOCTM 10Ka3aTeJlbCTB — 5).

KommeHTapum: 8Hennavosoe uccinedosavHue KM nokasaHo npu
8blsi6/IeHUU  JII0ObIX  U3MEHeHUll  2emozpammol.  BonbuHCmMeo
peyudusos npoucxodsm 8 meueHue 1-5 nem nocne OKOHUAHUS
mepanuu.

Opranusaumsi oKasaHuUsI MeIUIIMHCKOM IMOMOIIN

MenuiHCcKas ITOMOIIb, 32 MCKIIOUeHeM MeOUIIMHCKOV MOMOII
B paMKax KJIMHMYECKOW ampobaiuyu, B COOTBETCTBUU C
denepanbHbiM 3akoHOM oT 21.11.2011 N2 323-®3 (pen. oOT
25.05.2019) «O6 ocHOBax oxpaHbl 3[I0POBbS TpakaaH B Poccuitckoii
denepalny» OpraHMU3yeTCs U OKa3bIBAETCS:

— B COOTBETCTBMM C IIOJIOKEHMEM 00 opraHu3alyuy OKa3aHMUs
MEeIUILIMHCKOM TOMOIIM TII0 BUAaM MeIUIIMHCKOM ITOMOIIH,
KOTOpOE YTBEPXKAAeTCs YIIOJTHOMOUYeHHbIM (efepaabHbIM OPraHOM
MICTIOJIHUTEIbHOM B/IaCTH;

— B COOTBETCTBUM C IIOPSIIKOM OKa3aHMSI IIOMOIIM 1O MIpoduiiio
«IeMaToJIOTUsI», 00s13aTe/IbHbIM I MCIIOJTHEHMSI Ha TeppUTOPUN
Poccuiickoi @enepaiiyiy BCeM MeOUIIMHCKMMM OPraHM3alusIMu;



— Ha OCHOB€ HaCTOAWINX KIMHNYECKUX peKOMeH,I[aLU/II;'I;

— C YUYEeTOM CTaHIapTOB MEIMIIMHCKOI MOMOIIM, YTBEPKIEHHbIX
VIIOJTHOMOYEHHBbIM  (efiepa/ibHbIM OpPraHOM  MCIIOJHUTEIbHOM
BJIACTMU.

[lepBuyHas crieuuann3MpoBaHHAs MeOMKO-CaHMUTApPHAsI ITOMOIIb
OKa3bIBAae€TCsI BpPauyoM-reMaTOJIOrOM UM  MHBIMM  BpadyaMu-
criellMaaucTaMu B IleHTpe amOyJaTOpHOV TIeMaToJ0rnuyecKkoi/
OHKOJIOIMUYeCKOJ ITOMOIIM JIMOO B IePBUYHOM IeMaTOJIOIMYecKOM/
OHKOJIOTMYECKOM KabuHeTe, II€PBMYHOM TIeMaTOJIOrMUYEeCKOM
OTAe/eHNM, TIOJUKIMHUYECKOM OTHOe/JeHUM OHKOJIOIMYeCKOro
IycraHcepa.

[Tpu BbISIBI€HMM Y GOTBLHOTO BOJIOCATOKIETOUHOIO Jieiiko3a (manee
— BKJI) wiu momo3peHuMM Ha Hero BpauM-TepamneBThbl, Bpauu-
TepareBTbl YYaCTKOBble, BpauyM OOINEeil IPaKTUKKU (ceMeliHble
Bpaun), BpauM-CIeLaJnCThl, CpeIHMe MeOUIIMHCKN/Ee PAOOTHUKA B
YCTAHOBJIEHHOM MOPSI/IKe HAPaBJsIOT 60JIbHOTO Ha KOHCY/IbTAIMIO
B ILeHTp aMOyJaTOPHOI TIeMaTOJ0rMuYecKoi/OHKOIOTMYeCKOo
nomMom Jaubo B IEPBUYHBINA TIeMaTOJOTUYECKUII KaOWHET,
IIeEpBUYHOE  reMaTo/JorMyeckoe  OTAejleHMe  MeOULMHCKOM
opraHu3sauumn TJIST OKa3aHUs emy TePBUYHOI
Crelaan3upPOBaHHON MeIMKO-CaHUTAPHO ITIOMOILN.

Bpau-remaTosior amOy/JIaTOPHOIO WM CTAallMOHAPHOTO 3BeHa
reMaTOJIOTMYeCcKoii TIOMOIIIN OpraHusyeT BBITIOJIHEHME
IVMarHOCTUYECKUX MCCIIeJOBaHMIA, HEO0OXOVMBIX hif) &
YCTAHOBJIEHMSI IMarH03a, BKJI0Yash pacpoOCTPaHEHHOCTh U CTaIMIO
3a00j1eBaHMSI.

B cimyyae HeBO3MOXHOCTM TPOBEOEHUS  OUMATrHOCTUYECKUX
MUCCIeNOBAaHMII MaliMeHT HallpaB/isieTcs JedalyM BpadyoM B
MEeOULVHCKYI) OpraHmM3aliilo, OKa3bIBAKIIYID MeOUILMHCKYIO
IIOMOIIIb OOJIbHBIM C TIeMAaTOJOTMUYEeCKMMMU 3a0071eBaHUSIMM OIS
YCTAaHOBJIEHMSI IMArHo3a U OKa3aHUs CIeUMaJIM3UPOBAHHO, B TOM
YMciie BBICOKOTEXHOJIOTUYHOM, MeIUIIMHCKOI ITOMOIIIMN.

[Tpu BoIssBIeHMM BKJI wiu 1ogos3speHuy Ha Hero B Xo4e OKa3aHMs
CKOpOII MeOMUIIMHCKOV TIOMOIIM OOJMbHOTO TMepeBOOAT WU
HAIlpaBJASIOT B MeOULMHCKME OpraHmsaluy, OKasbIBalollue
MEOUIIMHCKYI0  IIOMOIIb  OOJBHBIM C  I'e€MaTOJOTMUYeCKUMM
3aboeBaHMSIMM, [JISI  ONpene/ieHus] TaKTUKM BeIeHUus U
HeoOXOIVMOCTM TIpUMEHEHUS IOIOTHUTENbHO IPYTUX METOMIOB
Crenyaan3poBaHHOrO IPOTUBOOIIYX0/IeBOTO JIeUeH M.



CrnenyanusMpoBaHHas, B TOM YMCI€ BbICOKOTEXHOJIOTMYHAS,
MeIMIIMHCKAsl IOMOIIb OKa3bIBAaeTCS BpavyaMM-TeMaTojioraMyu B
MEIULIMHCKUX OpraHM3alysaX, OKa3bIBAIOIIMUX MEeIUIIMHCKYIO
nmoMoIulb 60apHBIM BKJI, MMewIIMUX JIUIEH3MI0, HEOOXOAMMYIO
MaTepyuaabHO-TEXHUYECKYIO 6asy, cepTUGUIMPOBAHHBIX
CIIELMa/IVICTOB, B CTALIMOHAPHBIX YCIOBUSIX U YCIOBUSIX JTHEBHOTO
CTalllOHapa ¥ BKJIIOYaeT B ceOs NMPOPWMIAKTUKY, AMArHOCTUKY,
JeyeHue reMaToJIOrMYeCKUX 3a00/1eBaHMIA, TPEOYIOIIUX
MICITIOJIb30BAHMSI CHELMATbHbIX METOIOB M CJIOKHBIX YHMKAIbHBIX
MeIULIMHCKUX TEeXHOJIOTUIA, a TaKKe MeIULIVHCKYIO
peabuanMTaLMIo.

B MepguumHCKON oOpraHmM3aluy, OKa3bIBAWOIIEN MeOUIIMHCKYIO
riomoinb 6oabHbIM BKJI, TakTMKa MeIMIIMHCKOTO 00CIeIOBaHMS U
JiedeHusI yCTaHaBJIMBAETCS BpauyaMy-reMaToioraMu C
IIpUBJIeYEeHNEM pu HEeOoOXOIMMOCTHU APYIUX Bpaueil-
CIIeIIMAIUCTOB, TIPY HEOOXOAMMOCTH C IIPOBeIeHeM KOHCUIMYyMa.
Pemenme KOHCUIMyMa Bpauveil odopmisercss IIPOTOKOJIOM,
TOAMNMMCHIBAETCS YYACTHUKAMM KOHCUMIMYMA Bpauveil M BHOCUTCS B
MeIUIIMHCKYIO TOKYMEHTAIMI0 60JIbHOTO.

[TokaszaHMsl K roCOUTANU3ALUNM B KPYIJIOCYTOUHbBI MM OHEBHOM
CTalMoHap MeOUIMHCKOM OpraHM3aluMu, OKa3bIBalolleit
CrieuMaan3upoBaHHYyI0, B TOM YMCI€ BbICOKOTEXHOJIOTUYHYIO,
MeIUILIMHCKYIO TTOMOIIb 110 MPOGUII0 «OHKOJIOTHS» OIpPenessioTCs
BPauoOM-TeMaTOJI0rOM/KOHCMIMYMOM Bpauel C IIpuBjIedeHeM pu
HeoOXOIMMOCTHM IPYTUX Bpaueii-CcIielnaaucTOB.

IToxkazaHusa OJ1s IIJIAHOBOWV TOCIIVTAIV3al[ UM :
1. Ilomo3spenue/ycranosnenue auarHosa OJI.
2. IunarHoctuka peuuausa OJII.

3. IIpoBengenune ouepenHoro Kypca XT B yCTIOBUSIX KPYIVIOCYTOUHOT'O
160 JHEBHOTO CTallMOHapa.

4. [IpoBenenne sartannposanHoin TI'CK.
5. BoinosiHeHMe TIJIaHOBBIX XUPYPruuecKux BMellaTeaIbCTB.

6. BbIlloHEHMe IIJIAHOBBIX SKCTPAKOPIIOPAJbHBLIX METOMI0B
OUUILEHNS KPOBU U 3aMEeCTUTEIbHOM ITOYEUYHOM Teparnun.

7. IIpoBeneHe 3aMeCTUTE/IbHON e MOKOMIIOHEHTHOM Teparun.



IlokazaHusa njisa SKCTpeHHOﬁ rociimmrajimm3sanmun.

HeoTnoxxHbie cocTosiHMA y nauyeHToB ¢ OJIJI u ripu rnmogospeHmu Ha
OJI:

— nerkoumTo3 60see 100 ><109/J1

— (peOpunbHast MMxopaaKa 1 MHPEKIMOHHbIE OCTOXHEHMS Ha (poHe
HeiTporneHuu mocie kypca XT;

— reMopparuyeckuii CMUHIPOM;
— TPOMOOTHMUECKME OCTIOKHEHMS;

- H€O6XO,U,I/IMOCTIJ IIpoBedeHU A BKCTpeHHOﬁ 3aMeCTUTEIbHOMN
reMOKOMIIOHEeHTHOM Tepalinumn,

— Ipyrue CUCTeMHble HapylleHusl, OOYCJOBJIeHHble TeueHueM
OCHOBHOTO  3a0o0/ieBaHMS  WIM  pasBUBIINMECST  BCJIENCTBUE
MIPOBEIeHHOTO JIeUeHMSI.

IIokazaHMs K BBIIIUCKE IMallMeHTa U3 cTallMMoHapa.

1. BoccraHoBiaeHMe T1oOKasaTejeii mepudepuyeckoiri KpoBU
(meitkouuThl OoEe 1 x 109/n, rpaHyyonuThel 60mee 0,5 x 109/n,
TpoMbo1uThl 60see 50 x 107/1, remornmobuH 6onee 80 r/nm) mocie
ouepenHoro Kypca XT.

2. Hopmotepmusi B TedyeHuMe 3-5 CyT U  OTCYTCTBUE
HEKOHTPOJIMPYEeMbIX MHODEKIVMOHHBIX OC/IOXKHEeHUM B
II0CJIEKYPCOBOM II€pUOLE.

3. KynupoBaHue reMmopparmueckux OCI0KHEeHUN!.
4. KyrmupoBaHe TpOMOOTUUECKUX OCIOKHEHMIA.

5. KymmupoBaHMe CUCTEMHBIX HapylleHUui, O0OYCIOBIeHHBIX
TeueHMeM OCHOBHOTO 3a00yieBaHMSI UM Pa3BUBILIMUXCST BCIECTBYE
MTPOBEJIEHHOTO JIeUeHUSI.

3ak/joyeHe O IeaecoobpasHOCTM IiepeBoma OOJIBLHOTO B
MpOoPUIbHYI0 MEIUIIMHCKYI0 OpTaHM3alMI0 OCYIeCTBIISIETCS ITOCye
TpelBapUTeIbHON  KOHCYIbTAlMM MO  IIPeJOoCTaBIE€HHBIM
MEIVLIIMHCKMM ITOKYMEHTaM W/WIM IIpeIBapUTeIbHOTO OCMOTpa
O00MbHOTO  Bpauamm - crielMaaucTaMu  MeOUIIMHCKOM
OopraHmu3ainuy, B KOTOPYIO INIAaHUPYETCs IIePeBO.



[lepen ~ HavaJioM  TIPOBEIEHMSI  Tepanuu  PeKOMEHIYeTCs
MHQOpMMpPOBaTh BCeX IIALIMEHTOB O pUCKe OecIuionus Iocie
MIPOBeIEeHNsT Tepanuy ¥ IIOTEHIMAJIbHBIX METOHAX COXpPaHeHMUS
bepTUABHOCTY, a TakKKe O HeoOXOAMMOCTM MCIIOIb30BaHMSI
9 GEeKTUBHBIX METOMOB KOHTpPALEINLIMM B TeUYeHHe MUHUMYM
OJTHOTO Tofia TToC/ie 3aBepileHns Tepanuu.



6. lonmomHuTenbHasa MHopmanms,
BIMSIONIASI HA TeUEeHMEe U MCXO[
3a00JIeBaHUS

ITostHOLIEHHOEe COO/IIoAeHe IIPOTOKOJIOB JiedeHUs (peXuMma
Tepanmnm)

CnocobHocmb 3asepuiums NOJIHbILI KypC UHOYKYUOHHO-
KOHCOIUOAUUOHHOLI mepanuu 8 meueHue YKa3aHHO20 hepuoda epemeHu,
a 3amem BblNOJIHAMb N000EPHUBAIOWIYI0 MePanuo 8 NOJHOM 00Beme
A871emcsi  uemKuM NpozHOCMuueckum (Gaxkmopom, He0OHOKPAMHO
NpoO0eMOHCMPUPOBABWIUM  CB0H0  3HAUUMOCMb 8  POCCULICKUX
uccnedogavusx. C 2moli KOHUenyueli CO21ACHbl U  3apybexcHovle
uccaedosamenu. Adexeamuoe  XT  8o3deiicmaue ocmaemcs
¢yHoameHmom ychewHozo JneueHus. K coxanenur, HeadexsamHocme
8bINOJIHEHUSI NPOMOKOJI08 JleUeHUs1 00 CUX S18711emcsl 00HOU U3 OCHOBHbIX
NpUYUH 3HAUUMENbHO MeHblUell IpekmusHocmu neueHust NayueHmos ¢
OJI 80 MHO2UX 2eMAMOJI02UHECKUX YEHMPAX.

TapreTHas Tepanus

Ilpozpecc 6 u3yueHuu monekyasspHozo namozeHesa OJIVI npusen K
paspabomie HOBbIX MAP2EMHbBIX Npenapamos, m. e. MoJeKyJl, MexaHu3m
delicmeusi KOmopblx C853aH C 8JUSHUEM Ha 0enKu, (PYHKUUs KOmopwix
U3MEHSIeMCsl 8 pe3yjibmame mMymauuu uiu mpauciokauuu. Hanpumep,
2eHemuueckue U3MEHeHUs Npueodsam K MymayusiM 8  2€eHdax,
akmusupyrowux Kackadel mpaHcoykyuu cuzHana (Hanpumep, IKZF1,
JAK, PDGFRB, FLT3, KIT, RAS), CausiHuw 2eHoé Uuiu Mymauusim,
npusodswUM K NOBbIUEHUI0 UWIU Y2HEeMeHUr MpAaHCKpUnyuoHHou
akmusHocmu (Hanpumep, BCR-ABL, CEBPA), uiu K HapyuweHuw
(yHKYUU 2eH08, 808JIeUeHHbIX 8 hepedauy cuzHana (Hanpumep, NUP9IS).
Xoms 0na HeKOMopslx npenapamos, Oelicmaylowux Ha MONEKYASIPHOM
yposHe, u Ovlna npodemoHcmpuposaHa s3¢pgexkmusHocms npu OJII, yxce
Ha cmaduu KU 6bl10 NOHAMHO, 4mo 60J1bUUHCIMBO0 U3 HUX Heo0X00uMOo
UCNoMb308aMb 8 COUEMAHUU CO CMAHOAPMHBIMU YUMOCMamuueckumu
npenapamamu [11, 28-33, 111].



Kpurepumn orieHKM KayecTBa
MeIUIIVMTHCKOM ITOMOIIM

Ne Kpuntepum kauecrBa YYP yan

1 BoinonHeH OAK ¢ noacyeTom fnenkoumTapHom ¢opMmynbl U C 5
onpegeneHnem yucna TpomboumTOB

2 BbinonHEHO uUMTONOrMYyeckoe uccnegosaHme Maska KM C 5
(Mnenorpamma) n3 CTepHanbHOro NyHKTaTa

3 BbinonHeHo LMTOXMMUYECKOoe nccnenoBaHue B 2
MukponpenapaTta KM (6nactHbix kneTtok KM)

4 BbinONHEHO CTaHAapTHOE UMTOreHeTUyeckoe uccnenoBaHue B 2
(kapuotmn) acnupata KM (B TOM 4ucie BbINOSIHEHO
nccrnefoBaHve ana  getekumu  TpaHcnokauumm  £(9;22) wm
t(4;11))

5 BbInONHEHO  MMMYHOMEHOTUNMPOBAHME  TeEMOMO3TUYECKUX B 2
KfeTok-rnpeawecrseHHuy B KM

6 BbinonHeHa KT ronoBbl, OpraHoB rpyaHOWM  w 6plowHOM C 5
nonocTen

7 BbinosiHEHa CAMHHOMO3roBasi MYHKUMS C LUUTONOMMYECKUM B 2
nccnenoBaHueM KJ1IeTOK CMUHHOMO3roBOM XKNAKOCTU
(Mnkpockonuyeckoe nccnenoBaHme CNMHHOMO3roBOW

XUIAKOCTU, NOACUYET K/IETOK B CUETHOMN KaMmepe)

8 MaumeHTy BO BpeMs nepsow ANarHoCTM4ecKom C 5
CMWHHOMO3roBOlM  MYHKUWW  BbIMOJIHEHO WHTpaTeKasbHoe
BBEAEHNE XMMMOMNpenapaTos

9 B3pocnomy naumneHty ¢ Ph-HeratusHbiM OJ1J1 npoBeaeHa UT, B 2
cornacHo OAHOMY n3 ABYX NpUHLUMMNOB
XUMUOTEPANEBTUYECKOrO BO3AEWCTBUS: 1) uUMNynbCHOE,
BbICOKOA03HOE C nocneaytoulemn MOCTOSAHHOM
nogaepxueawuwern Tepanuen (nporpamma Hyper-CVAD); 2)
6onee TpaauumoHHoe (cTaHAapTHoe) - 8-9-HepenbHas
HenpepbiBHas UHAYKUMS C MOCNeAyWwMMN HEOAHOKPATHLIMU
BbICOKOAO3HbIMW  MWENoabnsATMBHbBIMM  KypcaMm W B
nocneayowemM — nNoAAepXKMBaoOLWMM NeyYeHneM

10 BbinonHeH BblOGpaHHbIN Afs AaHHOrO MauuMeHTa MpoTOKON C C 5
HEYKOCHUTESIbHbIM COBI0AEHMEM BPEMEHHOMO persiaMeHTa

11 MaumeHTy, HE3aBMCMMO OT MPUMEHSEMOro NpoTokona (Kpome B 2
Tepanuu 3penoro BapuaHTa B-0J111), BbIMOJIHEHO
noafepxuBaloliee sie4eHne, COCTOsLEee: U3 eXeAHEeBHOro
npuema MepkanTonypuHa**, MeToTpekcaTa** (po3npoBka
cornacHo npoTtokony) - 1 pa3 B Hejenw, NynbCcoB
rIOKOKOPTUKOCTEPOUAHBIX FOPMOHOB U BUHKPUCTUHA** - 1
pa3 B MecaL

12 Maunenty ¢ OJUI/JIBJZT »3 rpynnbl BbICOKOrO pucka anbo Cc 5
naumenty c OJ1J1/J1IB/1 npu peunanse 3aboneBaHus, a Takxe
nx cubnuHram BbINOHEHO onpegeneHne HLA-aHTUreHoB C
Lenblo noucka noTeHumnanbHoro goHopa KM

13 MaumeHTy Ha 3Tanax MHAYKUMM W KOHCONMAauum nepes C 5
HayanoM Ka)xaoro nocnegyrwero sTtana nAmb6o 1 pa3 B
Mecsiua  BbINOJIHEHO  KOHTPONAbHOe  uccnegoBaHuve KM
(nony4yeHne untonornyeckoro npenapata KM nyteMm nyHKumm
(cTepHanbHas NyHKUMS) M UUMTONOrMYEcKoe uccnegoBaHue
Maska KM (MuenorpamMma) M3 cTepHasibHOro nyHkraTa)

14 MaumeHTy Ha doHe noaaepxuBatolen Tepanum 1 pas B 3 C 5
Mecsiua B TeyeHune 2 feT U B JalibHenleM, Nnocsae CHATUSA C
neyeHns, Kaxable nonroga Ao 3 net HabnwoaeHus
BbIMO/IHEHO KOHTpPOJibHOEe wuccnenoBaHme KM  (nony4deHue
LMTONOrMYECKOro npenapata KM nytem NYHKUMK
(cTepHanbHas NyHKUMS) M UMTONOrMYeckoe uccneaoBaHue
Ma3zka KM (Mmenorpamma) ns ctepHanbHOro nyHkrarta)
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MauneHTy C no3gHuM peunamsom OJI1/JIBJT HasHauyeHa
cTaHaapTHas Tepanusa OJ1J1 1-11 nnHun
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. CoxonmoB A.H., K.M.H., CTapuiuii HAy4YHbIl COTPYOHUK HAYYHO-

KIMHUYECKOIO OTAeJeHUsT XUMUOTepalmyu Tremo06/1acTo30B U
neripeccuin  KpoBetBopeHusi @I'bBY «HMUI  remaronorum»
Mwunsapasa Poccun

.Ky3bmmua JI.LA., K.M.H., 3aBeaymollas Hay4YHO-KIMHUYECKUM

OTHe/IeHMeM TpaHCIUIaHTaluMM KOCTHOro mosra @®I'bY «HMMHI]
remaronorum» Munsapana Poccun

.KnsgcoBa T.A., n.Mm.H., 1ipodeccop, 3aBedyioliass Hay4yHO-

KIMHUYECKOi Jabopatopueii mukpobuonoruu OIBY «HMUI]
remarosorum» Munsapana Poccun

.Tagpuimna O.A., K.M.H., CTapuiMili HaAy4YHBIA COTPYLHUK

OTHeNeHMsI  XUMMMOTepamnuMyu  TemMoO0JIacTO30B UM Jelpeccuii
KpoBeTBOpeHus1 ®PI'bY «HMUII remaTtonorun» Munusapasa Poccun

. bongpapenko C.H., k.m.H., HHWW gperckoii remaTrojorum u

TpaHcIiaHTonoruu uMm. P.M. Top6aueBoii, CaHkT-IleTepbyprckuii
rOCYIAapCTBEHHBI MeIUITMHCKIUI YHUBEPCUTET

. bapanoBa 0.10., K.M.H., CTaplINi1 HAYYHbII COTPYLHUK OTOEIeHUS

remartoysoruu ®I'yY «<HMHAUL nm. H.H. bioxuHa»

Koncrantunona T.C., I'BY3 CO «O65acTHO} remMaToJOrMuecKuit
1eHTp CBepAI0BCKOI 06/IaCTHOM KIAMHUYECKOM 00IbHUIIBI N2 1»
CamoiuioBa 0.C., K.M.H., 3aBeyIOlIasl OTOe/IeHeM reMaTOJOTUN
I'BY3 HO «Huskeropomckast 0671acTHast KAMHUIECKast 60JIbHNULIA VM.
H.A. Cemamko»

Kanopckas T.C., K.M.H., 3aBeayoiiasi OTae/ieHeM reMaToONOTUMN,
I'BY3 «MpkyTckas opaeHa «3Hak IToueTa» o6macTHAS KIMHMUYECKAS
60/IbHMUIIA»

JlannuH B.A., K.M.H., 3aBefyolni1 otaeneHneM remartoaoruu I'bY3
10 «O6nacTHasa KIMHMYeCcKast 00JbHULIA»



14. KarutanoB K.[., K.M.H., 3aBeAyIOlNii OTOe/IeHeM reMaTOJOTUN

I'BY3 «Bonrorpaackuit 06/1acCTHOM OHKOJIOTMYEeCKUI ICIIaHcep»

BJI0K 110 opraHMsanumM MegUIIMHCKOM IMTOMOIIN:

15.

16.

17.

18.

I'eBopksiH Turpan 'armkoBu4, 3amectutesb nupekropa HAN KOP
®I'bY <«HMHUL onkonoruu wum. H.H. bnoxunHa», Tr1aBHBIN
CIIeLIMaIMCT-0OHKOJIOT MOCKOBCKOJ 06/1aCTH.

ViBanoB Cepreii AHaToJbeBU4, A.M.H., 1mpod. PAH, mupektop
MPHII, um. A.®. IIpi6a — dunmana ®PI'BY «HMUL, pamuomorum»
Mwun3npasa Poccun.

HeBosbckux Ajekceii AjekceeBM4, [.M.H., 3aMeCTUTeJb
IupeKTopa 110 jeue6Hoi padbore MPHII um. A.®. I1p16a — dunnana
OI'bY «HMMUL, paguonorun» Munsapasa Poccun.

Xamnosa JKanHa BaagmMupoBHa, K.M.H., 3aMeCTUTEJb
IVpeKTOpa I10 OpraHM3alMOHHO-MeToauueckoi pabore MPHII nm.
A.®. IIpi6a - ¢mwimana ®I'BY «HMULI, paguonorun» MuH3gpaBa
Poccumn.

KoH}IMKT MHTEpecoB: aBTOPHI 3aSBJISIOT 00 OTCYTCTBMUM KOHMIMKTA

MHTEPECOB.



IIpunokenmne A2. Metomosmorus
pa3spadOTKMU KIMHUUYECKUX
peKoOMeHaal i

IleneBasi ayauTopusi KIMHUYECKUX PEKOMEHIAIu:

* BpauyM-reMaToJIOTH;
* BpauM-OHKOJIOTH;

® BpauM-TepareBThl;

® BpauM-aKyllepbl-TMHEKOIOTH;

* BpaulM-aHeCTe3MOJ0TU-PeaHMMaTONOTH;
* BpauM-KJIMHUYeCcKMue papmMaKoIoT.

Poccuiickasi ucciemoBaTenbCKas TIpymna [0 M3YUYEHUI0 OCTPBIX
ne’iko30B ¢ 1995 r. mpoBena 3 MHOroLeHTPOBbIX KU 1o jeueHuio
nareHToB ¢ OJIJI B Bo3pacTte oT 15 10 55 seT, B KOTOPBIX IIPUHUMAJIN
ydyacTue TremarojoTuveckue IeHTpbl u3 6omee uem 30 ropomos
Poccum.  PesynbraTbhl  3TUX  UCC/IeAOBaHUII  HEOGHOKPATHO
OITyOJMKOBAHbI U OOCYXXIEHbl Ha €KerogHbIX pabouMxX COBELIaHUSIX
MCC/IegoBaTeNbCkoil  rpynnbl. Kpome  TOro, TpuM  CO3OaHUU
HAI[MOHAJbHBIX PEKOMEHJAIMIiI MCIOJAb30BaH OIIbIT U OTOEeIbHbIX
dbenepanbHbIX reMaTOJI0TMYeCKUX LIEHTPOB, B KOTOPBIX
KOHIIEHTPUPYIOTCS O0JIbHbIE 3TUM 3a00/IeBaHMEM.

Poccuiickast mccnemoBaTenbckas rpyrrma 1o jgedeHno OJIJI B3poCibix
(manee - RALL) saBiasgeTrcsi y4yacTHMKOM  0OllleeBpoOIieiicKoii
Koomepaluu B 3TOM 06/1aCTM reMaToJIOTMM U BXOIUT B €BPOIEICKYIO
pabouyo rpymmny 1o wusydenmio OJJI u  obbemuHsIeT 14
UCCIIef0BATENIbCKUX TPYIMIT U3 Pas3jIMYHBIX eBponeiickux crpaH. [Ipu
pa3paboTKe peKOMeHIAlMii TakKe YUUTHIBAJICS OMBIT aMepPUKaHCKUX
uccnenoBaTenbCkux rpyrr u pekomenganum NCCN.

[Tockonbky OJIJI mpencrasiser coboil peakoe 3abojieBaHUe U
XapaKTepus3yeTcsl CYILIeCTBEHHON TIeTepOreHHOCTbI0, B HACTOsIIee
BpeMs 0061ieit rporpammbl jgedenus OJIJT He cyimiecTByioT. Teparnus
OJZ1 4yerko guddepenuupoBaHa. B  ocHoBe  Poccuiickux
peKkoMeHaliMii JieskaT pes3yabTaTbl COOCTBEHHBIX MCC/IedOBaHMNIA,
EBpomneiickue pexkomeHmauuu 1o JiedueHuw OJUJI, AmepukaHCKue
pexoMmeHganuu NCCN.



Taoanoa 2. Illkana ouedHku YO nOja9 MeETOOOB IOMAarHOCTUKU
(OMarHoCTUYeCKMX BMellaTe/IbCTB)

yaa PacwuundpoBka

1 CucrtemaTtnyeckme 0630pbl MCCNEAOBaHUMA C KOHTpPoNeM pedepeHTHbIM MeToAOM Wn
cucTeMaTmMyeckuii 0630p paHAOMU3MPOBaHHbIX KW ¢ mMpMMeHeHueM MeTaaHanunsa

2 OTaenbHble MCCNeaoBaHMsl C  KOHTposieM pedepeHHbIM MEeToAOM WAW  OTAesbHble
paHAoOMM3MpoBaHHble KW 1 cucteMatmyeckne o0630pbl MCCnefoBaHuii Noboro AnsaliHa,
3a UCK/IOYEHMEM PaHAOMU3NPOBAHHBLIX KW, C MpUMeHeHNeM MeTaaHanusa

3 WccnepoBaHns 6e3 nocnefoBaTesNlbHOro  KOHTPoOns pedepeHTHbIM  METOAOM MU
uccnenoBaHust ¢ pedepeHTHbIM  METOAOM, He  SABASWMMCS  HEe3aBUCUMMbIM - OT
nuccnefyemMoro MeToga WM HepaHAOMWU3MPOBAaHHbIE CPaBHUTENbHbIE WCCEAOBaHUS, B
TOM YMCNIe KOrOPTHbIE UCCIeA0BaHUS

4 HecpaBHUTeNbHbIE NCCNEAOBaHUA, ONUCAaHUE KIMHUYECKOro cry4vas

5 NmeeTcsa nuwb 060CHOBaHWE MexaHM3Ma AeNCTBUSA UM MHEHMe 3KCNnepToB

Ta6mmua 3. Illkama ouenxku Y, njs MeTOZOB IPOMUIAKTUKH,
JeueHust ¥ peabwmrauyy  (IPpOPUIAKTUUECKUX, JIeYeOHBIX,
peadbMINTaLMIOHHBIX BMeIlaTe/IbCTB)

yaa PacwundpoBka

1 CucrtemaTuyeckunii 0630p paHaoMU3MpoBaHHbIX KU ¢ npuMmeHeHneM MeTaaHanmsa

2 OTaenbHble paHaoMu3poBaHHble KU 1 cuctematnyeckne o630pbl uccnenoBaHui noboro
An3aliHa, 3a UCKIYEeHWEM paHaoMmn3nposaHHbIX KN, ¢ npuMmeHeHneM MeTaaHanmsa

3 HepaHoOMU3MpOBaHHbIE CpaBHUTENbHbIE WCCNeNOBaHUS, B TOM 4UC/Ee KOropTHble
ncecneaoBaHuA
4 HecpaBHUTeNbHbIE UCCNef0BaHUS, ONUCaHUE KIIMHWUYECKOro cy4yast uan cepumn cny4yaes,

NCcnefoBaHUs «Ciy4dall — KOHTPO/b»

5 MmeeTcss nuwb 060CHOBaHWME MexaHM3Ma AeNCTBUMS BMelaTenbCTBa (LI,OKJ'IVIHVILIeCKVIe
MCCJ'Ie,D,OBaHVIFI) NN MHEHNE 3KCNEPTOB

Ta6muma 4. Ilkana oumenku YVYP miasi meTomoB IpoGMIaKTUKH,
OMArHOCTUKM, JiedeHus WU peabwnurauuyu (IpoPuIaKTUUEeCKuX,
IMarHOCTUYECKUX, JeueOHbIX, peaduIUTaALMIOHHBIX BMeIlIaTe/bCTB)

YYP PacwudpoBka

A CunbHas pekoMeHpauus (BCe paccMmaTpuBaeMble KpuTepum 3PPEKTUBHOCTHU
(ncxopbl)  ABNSIIOTCS  BaXHbIMWM, BCe WCCNeAOBaHUS  MMeKT BbICOKOE WU
YAOBNETBOPUTENBbHOE METOAO/IOMMYECKOE KayecTBO, X BbIBOAbI MO UHTEPECYHOLWMM
ncxonam SIBASKOTCS COrslacoBaHHbIMM)

B YcnoBHas pekoMeHaaumsa (He Bce paccMaTpuBaeMble Kputepuu 3hdOEKTUBHOCTU
(ncxopbl) ABNSILOTCS  BaXHbIMM, He BCE WCCNeAO0BaHWS WMEKT BbICOKOE WU
YOOBNETBOPUTENbHOE  METOAONIOrMYyeckoe KaydecTBO W/MAM  UX  BbIBOAbI MO
MHTEPECYOLUMM UCXOAaM He SIBASIIOTCS COrlacoBaHHbIMM)

C Cnabas pekomeHpaumsa (OTCyTCTBME AOKa3aTeNnbCTB HaAnexauwlero kavecrsa (Bce
paccMmaTpuBaeMble Kputepumn aphekTUBHOCTM (MCXOoAbl) SABASKOTCA HEBAXHbIMU, BCE
UccneaoBaHMsl MMEKT HU3KOe METOA0SIONMYeckoe KayecTBO M MX BbiBOAbI MO
MHTEPECYIOLWMM UCX0A4aM He ABASOTCSA COrflacoBaHHbIMM)

ITopssmOK 0OHOBJIEHMS KIVMHUYECKUX PeKOMEeH Al

MexaHusm obHoByieHus1 KU1 mnpegycmMaTpuBaeT UX CUCTEMATUUECKYIO
aKTya/IM3alMI0 — He pexe yeM 1 pa3 B 3 roga wiu npu IOSBI€HUUN
HOBOI1 MH@OpMaIUMM O TaKTUKe BemeHUsl IaLMeHTOB C JaHHbIM



3aboneBanueM. PerieHne 06 oOHOBIeHUM MpuHUMMaeT M3 PD Ha
OCHOBe [IpeJIOKeHUI, TpenCcTaBIeHHbIX MeOULVHCKUMU
HEKOMMepUYeCKUMMU npodeccuoHaIbHBIMU OpraHM3aLVSIMMN.
CdopmupoBaHHbIe TPeAJIOKeHMSI TO/DKHbI YUUTHIBATb Pe3yIbTaThl
KOMIIJIEKCHOM OLIeHKM JIeKapCTBEHHBIX IIperapaToB, MeOULIMHCKUX
MU3MIeINIA, a TaKXKe pe3yabTaThl KIMHMYECKOI arpobaliuim.



IIpunoxeuue A3. CBsI3aHHBIE
OOKYMEHTBI

ITPUJIOJKEHHUE A3.1. IIpoTroxoinsl 1edenust OJ1J1

IIpOTOKOJI POCCUIICKON MCCIedOBaTeNbCKOM rpynnbl ajas Ph-
HeraTuBHbix OJI/l y manmeHTOB B BO3pacTe MOJIOXKe 55 jer -
«OJJI-2009»

Cxema mpotokoaa «OJLT-2009»

Ipedgpasa: npenmirzonon** 60 mr/a®, 1-7-i1 aun

- IIyaknaa KM na 8-i nenn —_—
‘+— B
<25 % OnacToB =25 % OnacToB
I paza undyxkuuu I paza undyryus
Mpeonuzonon®* 60 mr/v?, Hexcavemazon®* 10 mr/ne,
8-28-i1 gum + 7 JHell OTMEHH 8-28-i1 mui + 7 aHell OTMeHb!

¢ JlayHopyomme** 45 mr/a, 8, 15, 22-i1 1Hn
¢  Buakprncrna** 2 wr, 8, 15, 22-i1 gan
¢  Acmaparnmaza®* 10 000 EI/m?, 29-i1, 36-01 aun
Hysxnaa KM Ha 36-ii 1eHB
v
II ghaza unoyruuu
o  Mepkantonypue** 235 mr/m?, 43-70-11 nen
¢ lluxnodocdanma®* 1000 mr/v?®, 43-11 nens
o Iurapabuu®** 75 mr/m?, 45-48-i1, 59-62-i1 1un
* Acnaparnnasa** 10 000 EJI/m?, 50, 57, 64-ii xan

IIyaknaa KM ra 70-ii nenn

N ———

- i
<5 % OnacToB -5 % DnacToB
' ,
Kouncoanoayun I Hpozpanma
o Jlexcametazou™* 10 mr/m?, 71-84-ii gun + 7 aHell 0TMeHBI JAEYEHUR
o Jlokcopyomumm™®* 30 mr/s?, 71-i1, 85-i1 aumn pezucmenmusix gopm

¢ Bungpncrua** 2 mr, 71-it, 85-i1 xun

Momdnkams 10361
MepRanTomypiHa** B
JABHCIIMOCTII oT
YPOBHA JTeiIKOLITOR 1
TpoMbOLIITOR

Koncoanudanusn IT




Mepxantomyprs** 50 mr/m?, 92-105-i1 1um
Acnaparnnaza®* 10 000 EII/w?, 92-i1, 99-1t mum
Kaﬂca.mldauux I

Mepxanromypua** 25 mr/m?, 106-133-i1 gun
Hixnodochavn™* 1000 mr/n?, 106-ii gers
Turapadma®* 75 Mr/s?, 108-111-i1, 122-125-i1 16n

Acnaparnaasa** 10 000 EI/s?, 113-i1, 127-it mun

(14 natmerTos ¢ T-OJI] ocymectsnderca coop I'CK),

ay1o-TI CK BEMOTHAETCA mocre/ BMecTo

IV 11 V KoHcoImmarmm)

Koumn}dauux i

-

-~

Mertorpexcatr** 1,5 r/m? (B Teuenne 24 1), 134-ii 1ens

Jexcametazon** 30 mr/m?, 134-136-i1 aun

Acnaparnraza** 10 000 EZl/v?, 136-i1 1ens

'

Koncoaudayun V

Iurapabma** 2 r/a?, 2 pasa 8 gens, 148-ii 1ens
Jexcamertazon** 30 mr/m?, 148-150-11 qun

Acnaparnnasa®® 10 000 EI/w?, 150-i1 aets

'

¥
Yucao Yucao Jo3a
JeRONA | TpoMOON | MepRanOT
TOB HTOB OYPHHA

R

bonee 2,0 | bonee 100 | 100 %
% 10%n | = 10%n 110351
Or 1.0 x| O1 50 =|50 %
101 mo| 10%1 go | moser
2.0 * | 100 X
10%/n 10°/n
MeHnee Menee 50| 0%
1.0 | % 10%n
10%n

Hﬂdﬂfpﬂfcﬂﬁﬂlﬂlﬂﬂﬂ MEPANHR 6 MEYEHIE 2 em om MoMeHma JUGEPINERHNR nociednezo Kypca

KOHCOTHOANUN

Mexcdy quraamu noddeprcucaronien mepanuu Hem unmepeaios: I-u dens nociedyrouezo

Kypca caedyem cpasy ia ROCIEOHUM OHeM npediiecmeyouiezo

Hoeodepxcusaronian mepanus, yuxast N 3(1-3):

Jexcametazon** 10 mr/m?, 1-3-it gun
Mepranromypua** 50 mr/m®, 4-28-i1 1an
Bungpnerun™* 2 mr, 1-ii 1ens
Jayaopyonuma®** 45 mr/s?, 1-il JeHs

Metotpexcat** 30 mr/n?, 2, 9, 16, 23-i1 mHn

"-‘\

Momndukaiis 1036t
MepRanTonypiHa** 1
MeToTpekcata*® B

> 3ABICHMOCTI OT
VPOBHA JTeKOIIITOB 1
TpombotiTos

~

(cymmapHas 003a aHMpayukJauHo8blX aHMubUOMUKO8 K MOMEHmMY
3asepuleHuss 3-20 Kypca nododepxcusaiouieti mepanuu cocmasnsem 360

M2/M

8 pacueme Ha 0ayHOPYOUYUH **)

IToddeprcusarouas mepanus, uuxavt N° 21(4-24):

o JlekcameTtasoH** 10 mr/m?, 1-3-i1 muK
e Mepkanronypua** 50 mr/m2, 4—28-i1 quu



e BuHKpUcTUH** 2 mr, 1-i1 1eHb
e Mertorpekcat** 30 mr/m?, 2, 9, 16, 23-i1 gHK
e Acmaparmnasa** 10 000 EII/m?, 3-i1, 10-i1 nHu

IMpogunakmuxa Hetiponeiikemuu

WuTpaTtekanbHo (1uTapabuu** 30 wmr, MeroTpekcat** 15 wmr,
nekcameTasoH™* 4 mr): 0, 7, 14, 21, 28, 35, 70-it nuu B Teuenue UT,
105-i1 penp KoHconupmauyuy II, Kaxkgble 3 Mecslia B TeueHUe
MO A€ P>KMBAIOIIEN Tepanun.

JleueHue Hetiponeiikemuu

[Tocme IMarHOCTUMKM HeWposeiikeMuyu Bce OOJbHBIE, IMONyJalolye
MIPeIHMU30JIOH* ™, mepeBOAsATCS Ha JeKcaMmeTasoH* ™. JlilomOasibHbIe
ITYHKIMU BBIMOJTHSIOTCS C 4aCTOTOM 1 pa3 B 2-3 OHS OO0 MONyuYeHUs 3
HOPMAaJIbHBIX aHaJIM30B JIMKBOPA, 3aTe€M NYHKLMM BBIIIOJHSIOTCS 1
pa3 B Helesllo B TeueHne3 Mec, 3ateM 1 pa3 B 2 HeJl B TeueHue 3 mec,
3aTeM 1 pa3 B 2 MeC 10 OKOHUYaHMSI JIeUeHMSI.

IIpoTOoKO/I HeMEeIKOl uccaenoBaTelbCKo rpynnbl g Ph-
HeratuBHbiXx OJIJI y mammMeHTOB B BoO3pacTe MOJIOXKe 55 jer
GMALL (06/99 u 07/03)

da3a Tepanuu Ho3a, nyTh BBeJeHUSsI Bpems
BBeIeHUSA

IIpendasa (1-5-1 gHM)

IlexcameTa3oH™* 10 Mr/M2 BHYTPb 1-5-11
IHU

[uxknodpochammmg™* 200 Mr/M2 B/B (1 u) 3—5-i1
IHU

MeTtoTpekcar™* 15 Mr MHTpaTeKaJabHO 1-i1
neHb

I dbasza magykuumu (6-20-7i JeHb)

IekcameTa3oH™* 10 MP/M2 BHYTPb 6,7, 13-
16-11 pHN
BuHkpucTuH** 2 MT B/B (6OJIIOCHO) 6, 13, 20-

1 DHU



HayHOpYyOUITMH™* 45 Mr/MZ B/B (15 MUH) 6,7, 13,
14-11 nHU

Bo3pacm >55 nem 30 Jvzz/Jvz2

Acmnaparunasa** 10 000 EIl/m2, 20-31, 17-i1 gun

[-KCD 5 MKTI/KT IIOIKOXXHO Hauwunag c

6-T0 OHS

Y nayuenmos ¢ ucxooHsim

Konuuecmeom Hetimpogunos <500/mkn Haunnas
c 1-ro nH4a

TakTuka BegeHMsS MALMEHTOB C  MCXOOHBIM  KOJIMUYECTBOM
HeliTpodunoB <500/MKJT (MM pa3BUBIIMMCS B TeueHMe 1-X 5 mHei):

IIP  unu wuacmuuHas pemuccuss Ha 11-li OeHb: 88edeHuUe
dayHopyouyuHa™*  euHkpucmuHa** u dekcamemasoHa** npu
Heobxo0umocmu Moxcem Oblmb nepeHeceHo 00 80CCMAHOB8/IEHUS YUCAA
Helimpogunos >500/mk1 (Makcumym Ha Hedenio).

IIpu pe3ucmenmHocmu uiu npozpeccuu: NpodoJIxHeHUe mepanull.

Ouenka pemuccun: 11-it u 26-i gHu (¢ oreHKoM MODB).

II dpasa magykummn (26-46-i gHM)

[uxknodpochammmg™* 1000 Mr/M2 B/B 26-i1, 46-11
ITHU

[luTapabunu™** 75 MP/M2 B/B 28-31, 35—
38, 42-45-i1 pHU

Mepxantomypua™* 60 Mr/M2 BHYTPb 26—46-11
ITHU

MeToTpekcat™* 15 Mr MHTpaTeKaJbHO 28, 35, 42-11
ITHU

I'-KCD 5 MKI/KT TTOJIKOXXHO Ha4MHas C
26-r0 OHS

O6nyuenne ITHC 24 Tp



[Taumentam ¢ T-OJIJI ¢ mopaskeHMeM CpeaoCTeHMsI B Hauajae BTOPO
da3bl MHAYKUMKU BbInojaHseTcs: KT-koHTponb. IIpM ocTaTouHOl
OIyXOJM >2 CM TOciae BTOpoit dasbl MHAYKLIMM B ITPOrpaMMHYIO
Tepanuio BKIIYAIOT 06TyueHme.

OueHka pemuccun: 46-i meHsp (¢ ouenkoit MODB).

Koncoannanaa I (71-ii 1ens)
Jexcamertazon**
BuskpHcTHH* *
Metotpekcar**

Bospacm =55 1em
#3tonmosna**
Intapatuu®**
Bospacm =55 nem
I-KC®dD
MetoTtpekcar**
Iurapabna**

Jlekcamertazon**

10 Mr/mM? BHYTPE

1 mr/m? (Max 2 mr) B/B (GomocHo)
1.5 r/m? 8/B (24 1)

1,0 2/m° 6/s

250 mr/m? 8/ (1 1)

2 r/m? 2 pasza B 1eHb B/B (3 1)

1l r/m? 2 pasa B aeHB B/B

5 MET/KT TIOIEO&KHO

15 mr
40 mr

HNHTPATEKATBEHO

4 Mr

OueHka pemuccun: 71-i gmeHs (¢ oueHkoit MOB).

1-5-i1 mEN
1-i1 1eHE

1-i1 nens

HAYNHAA ¢ 7-T0 THA

12-i1 neHs

Ianee mpoBoautcsa mobmmsanusg u c6op CKK Bcem mnammeHTaM
CTAaHIAPTHOI'O PUCKA M BCeM Ial[ieHTaM BbICOKOI'O ¥ OU€Hb BBICOKOTO

I'DVYIIIT PUCKa, Y KOTOPBLIX HET JOHOPA.

CxeMa [asbHeNIIero jeueHus 3aBUCUT OT TPYIIbl PUCKA, K KOTOPOW

IPpUHAOJIEKNUT ITallVEeHT.









AyTo-TI'CK

[TauieHTHI U3 TPYNI BBICOKOT'O ¥ OUEHb BBICOKOTO PUCKOB, KOTOPBIM
He MOXeT OBbITh BBINOJHEHA TpaHCIUIaHTanus, mnoaydarT XT mo
IporpaMMe rpyInbl CTAHAAPTHOT'O PUCKa € COOTBeTCTBYOIMUM MOB-
KOHTposieM. Ilocie roma Tepanmy BHOBb IIOOHMMAETCS BOIIPOC O
BbirmonHeHun TT'CK.

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

ITpoTokoa Hyper-CVAD cocTouT 13 yepegoBaHusi COOCTBEHHO KypCOB
Hyper-CVAD (1, 3, 5, 7) u kypca R-HMA - mwurapabuHa** wu
MeToTpeKcaTa** B BBICOKMX no03ax (2, 4, 6, 8) u paabHeiimen
MoA e P>KMBAIOIIEN Tepariun.

da3za Tepanuu Ho3a, myTh BBeJeHUS Bpems
BBeJIeHUSA

Hyper-CVAD

[uknodochammm* 300 Mr/M2 2 pasa B IeHb B/B (2-34) 1-3-ii
ITHU

(BCero 6 BBeIEeHI)

BunHkpucTuH** 2 MT B/B 4-11, 11-1
IHU

Hokcopyouims** 50 Mr/M2 B/B (24 4) 4-11 neHb
HekcameTa3oH™* 40 Mr B/B WIN BHYTPb 1-4-1i,
11-14-11 npan

HD-MTX-Ara-C

MeTtoTpekcar™* 1 I‘/MZ B/B (24 u); 1-i
IeHb

[utapabuu™* 3 1"/M2 2 pa3a B JeHb B/B (2 4) 2-11, 3-1
OHU

Bospacm >60 1iem 1 e/fvz2 8/6
(BCcero 4 BBezieHNs);

MeTtunmnpenuusonon** 50 mr 2 pasa B IeHb 1-3-i1
IHU



(BCcero 6 BBemeHMI)

[Tpodunaktuka nopaxkenuss IHHC mpoBoguTcs Ha KakIoM Kypce,

CYMMapHO 16 MHTpaTeKaJIbHbIX BBEJEHMIA:

e MeToTpekcar™* — 12 Mr MUHTpaTeKaabHO, 2-11 JeHb.

e [Iurapabun™** — 100 Mr MHTpaTeKaIbHO, 7-1 IeHb.

Ob6s3amenvhas noddepxcusarujas mepanus 6 meueHue 2-x jem.

IIporokon ¢paniysckoii rpynnbl GRAALL-2003

da3a Tepanuu Ho3a, myTh BBeOeHUS Bpems
BBEIeHMS
Ilpendasza
[TpenHM30mM0H** 60 Mr/M2 IoHU -7 1o —1
MeToTpekcat™* 15 Mr MHTpaTeKaabHO Mexny -7 u -4
Nupykiuys 1
[TpenHM30mM0H** 60 Mr/M2 1-14-i nuun
HayHOPYOUITMH™* 50 MI‘/MZ 1-3-i1 nHU
30 Mr/M2 15-11, 16-71 mHU

BuHKpUCTUH** 2 MT 1, 8, 15, 22-it pHU
AcnaparmHasa™** 6000 E,Z[/M2 8, 10, 12, 20, 22, 24, 26,
28-11 oHU
[uxknodpochammmg™* 750 Mr/M2 1-71 neHb

750 Mr/M2 15-i1 neHb (IpU XOpoIileM
paHHEM OTBeTe)

500 mr/m> (12 u) 15-it, 16-it meHb (pu
HeJ0CTaTOYHOM paHHeM
OTBeTe)
@unarpacTum** 5 MKr/M2 ¢ 17-ro gHS 0 BOCCTaHOBJIEHUS

I'PaHYJIOLUTOB



VIHTeHCUBHBIN MHAYKIIMOHHBINA KYpC IMPU OTCYTCTBUU PEMUCCUU

nocie I paspl
#Umapyounyma™*
[lutapabuu**

@unrpacTum**
IPaHyJ/IOIUTOB

KoHconmuaanus — 6;I0KOBasi Tepanms

Bnoku 1, 4, 7
HI/ITapa6MH>:=>:<
Hexcamera3on™*
AcnaparuHasa**
GDI/IHFpacTMM*>:=
Bioku 2, 5, 8
MeToTpekcaT**
BMHKPMCTI/IH**

AcnaparmHasa**

Mepxkantomypus™*

@unarpacTum**

Bbsoku 3, 6,

HMKHO(bOC(baMI/IH* %

#3tomo3umg™**
MeToTpekcar™*

@unrpacTum™*
IPaHyI0LUTOB

12 Mr/M2
2
2t/Mm” (12 9)

5 MKP/M2

2 I‘/MZ (12 49)
10 mr (12 u)
10 000 ef/m?

5 MKF/M2

3 1“/M2 B/B (24 4)
2 MT B/B
2
10,000 en/m
60 MF/M2

5 MKF/M2

500 Mr/M2
75 Mr/M2

25 Mr/M2

1-3-11 gHU

1-4-11 nun

¢ 9-ro OHS 00 BOCCTAaHOBJIEHUS

1-i1, 2-11 pHU
1-i1, 2-11 pHU
3-11 peHb

7—13-11 oHU

15-71 meHb
15-11 neHp
16-11 peHb
15-21-71 nHuU

22-27-11 1HU

29-11, 30-11 HU
29-1, 30-11 nHN

29-11 neHb

5 MKr/M2 C 31-ro nHS 0O BOCCTaHOBJIEHUS

IMo3pusasa naTeHcupUKanusa (MeKIy 6;I0KaMM KOHCOIUOAIUN 6 U

7)

Jna nauyuenmoes 6 IIP nocae I ¢hazsl undykuuu



[TpegHM30/mM0H** 60 Mr/MZ 1-14-i1 nuun

BunHkpucTun™** 2 MT 1, 8, 15-i1 nuu
HayHOpYyOUITMH™* 30 MF/M2 1-3-it nuu
AcnaparmuHasa** 6 000 EI[/M2 8, 10, 12, 18, 20, 22-11
IHU

Lnkrobochamma™ 500 mr/m> (12 u) 15-it meHD
@unrpacTum** 5 MKF/M2 ecinu HelTpoduasl <0,5/1, 0o

BOCCTaHOBJIEHUA

Jna nauuenmos 6 IIP nocne II unmeHcueHoii ¢pa3swl

2

#mapyourma™* 9 Mr/m 1-3-i1 nHU
[luTapabuu™** 2 I‘/M2 (12 1) 1-4-i1 nHu
dunrpactTum™* 5 MKr/M2 ¢ 9-ro IHS 1O BOCCTAHOBJIEHUSI
I'PaHy/IOLIUTOB

ITopnepkuBariasl repanmus

[TpenHM30/M0H** 40 Mr/M2 1-7-11 ogHU KaxkOplii Mecsll B
TedyeHue 12 mec

BuHKpuUcTUH** 2 MT 1-71 meHb KaXXIblii Mecsl] B
TeueHue 12 mec

MeTtoTpekcar™* 25 MI‘/MZ/HQ,IL BHYTPDb B TeueHue 24 mec

MepkanTomypuH** 60 MI‘/MZ/,ZLeHb B TeueHue 24 mec






o Jaynopyouuun®* 45 mr/s, 8-ft u 15-i qun

s Buakpuctua** 2 mr, 8- m 15-i aam
s  Acnaparmnaza** 6000 EI/w®, 29-i1 n 36-it 1am

IIyaxknaa KM na 36-a gean

v

II ghaza undyryuu

s  Mepranromypuna** 25 sr/sm?, 43-70-ii gun

s [uxnodocharsa*® 1000 mr/s?, 43-it geHs
s Ilutapadoun** 50 wr/ac, 45-48-it, 59-62-it IHH
» Acnaparunasa** 6000 EIl/n?, 50, 57, 64-it auu

Oyarnaa KMV ma 70-# nens

P

=5 % OmacToB

'

Koncoaudayun I

I,

o Jlekcamerazon™®* 6 mr/a®, 71=84-if aun + 7 aueii oTmens

s  Jlokcopybuns™** 30 sr/se, T1-i u 85-i1 aun

o Bunxpucrna®* 2 mr, 71-it 1 85-ii xun

'

Koncoaudayun IT
s  Meprammonypua** 50 mr/a®, 92-105-i amu
* Acnaparunasa®® 6000 EJI/s?, 92-it 11 9944 ;

.

Koncoawdayun IIT
* Mepranromypua** 25 ur/s®, 106—133-it aun
s luxmodocdanma** 1000 sriv?, 106-i gens
s Ilurapaoun®* 50 mr/v®, 108-111-i1, 122-125-i
JHH
* Acnaparmnasa®® 6000 EJl/s?, 113+ 1 1275 gam

Hoddeprcusarowian mepaniia 6 meaenue 2 1em

=5 % OmacToB

om MoMerma 3asepuienua nocredneze I kypea koncoaudanuu.

Mexcdy nuxiamu noddeprcusarouiefl mepanui  Hem UHMEPEOA106:

HOCTENVIOME20 KYPCa CTEOVEm cpasy 3a NOCTEOHIM JHEM HPEOeCMEVIONE20.

HMoodeprcusaronian mepanun, qurts: Ne 8(1-8):
o Jlekcamerason®® 6 ar/n?, 1-3-it aun
s  MepranTtomypun** 50 mr/s?, 4-28-if aun
e Bunxpuerua®* 2 mr, 1-it zexHs
¢ Metorpercar** 30 mr/m®, 2, 9, 16, 23-ii 1un
s  Acnaparmsasza®* 6000 EJl/s?, 3-i1 1cHp
HModdepxcusaronian mepanun, yurast Ne 21(9-24):
s  Meprantomypun** 50 mr/s?, 4-28-if aun
¢ Bunxpuerua®* 2 mr, 1-it zens

s  MetoTpercar*® 30 mr/m?, 2, 9, 16, 23-if 1am

ITpodunakmuxa Hetiponeiikemuu

~

Hpozpamasea
Ae9EHUA
PeFUCMERMABLX hrapm
Moxnduramns 10361
| sepranTonypuaa** g
3ABHCHMOCTH OT YPOBHA
ACHKOUHTOB H TPOMOOLHTOB
L 4
Yucao Yucao Josa 6-
NelikoNHTOE | TpoMmbonmuTo | MP
B
Bonee 2,0 = Bonee 100 = 100 %
10%xa 10%xa 03B
Or 1,0 = 10%a | Or 50 = 10°/x| 50 %
a0 2,0 = 10%a | a0 100 = J03KL
10%a
Menee 1.0 = Menee 50 = 0%
10%a 10%a
I-n dens

Moandukatns 1038l

sMepranTomypHHa** H
seToTpercata*® B
3ABHCHMOCTH OT YPOBHA

TIeHKOIHTOB H TPOMOOLHTOB




WuTpaTtekanbHo (uurapabuu™* 30 wmr, Mertorpekcat** 15 wmr,
mekcameTasoH™™* 4 mr): 0, 7, 14, 21, 28, 35, 70-11 guu B Teuenue UT,
105-71 penp KoHcommpauum II, Kakmple 3 Mec B TeueHUe
TOJIIep>KUBAlOIei Teparu.

JleueHue Hetiponeiikemuu

[Tocme OMAarHOCTUKM HelpoyeikeMunu BCe MALMEeHTbI, MOoJaydarolye
MIPeIHMU30JIOH*™, mepeBOASATCS Ha AeKcaMmeTasoH**. JIromOasibHbIe
ITYHKIMM BBITIOJIHSAOTCS C 4aCTOTOM 1 pa3 B 2—3 OHA [0 IONyUYeHUS
TpPeX HOPMAJIbHbIX aHAJIM30B JIMKBOPA, 3aTe€M ITYHKILM BBIIIOJTHSIIOTCS
1 pa3 B Helel0 B TeyeHue 3 mec, 3aTem 1 pa3 B 2 Hell B TeueHue 3
Mec, 3aTeM 1 pas B 2 MeC 1O OKOHUAHUS JIeYeHUS].

IIpoTOKO/JI eBpOMeiicKOoV TIPYyIIbl IO JIEYEHHUIO MAIMEeHTOB
crapure 55 ner ¢ OJIJI

IIpendasa: mekcameTra3oH™* (mepopajbHo, 10 MI‘/MZ, B 1-5-i1 gun),
MeToTpeKcaT** (MHTpaTeKkaJbHO 12 mMr, B 1-71 IeHb).

Nupykuus, ¢asa I: gekcameraszon™* (mepopajibHo, 10 Mr/M2 B 6-7-
n*, 13-16-it OHU); BUHKPUCTUH™* (BHYTpMBEeHHO, 1 MI B 6-i1, 13-ii
oHUN); #ugapyouniuua™* (BHyTpuBeHHo, 10 mr, B 6-7-i1, 13—14-it nHK);
MeToTpekcaT** (BHyTpmuoboysoueuHo, 12 wMr) + pekcameTas3oH™*
(BHYTpMOOOJIOUEYHO, 4 Mr) + IMTapabuH** (BHyTpmuobosoueuHo, 40
mr) B 12, 20, 27, 34-11 guu; I'-KC® (mogko>kHO, 5 MKI/KT, B 6-i1 IeHb,
110 BOCCTaHOBJIEHMSI KOJIMUecTBa HeitTpodmios >1,0 x 109/11).

Nupykuusa, ¢dasa Il: nuknopochamun™* (BHyTpuBeHHO, 300 MF/M2 B

20-22-i1 nun)[1]; uutapabun** (BHyTpMBEeHHO, 60 Mr/M2 B 21-24-1,
28-31-11 mHn).

KoHconumanus (Kaxzablie 4—6 Heqm): UMKIbI 1, 3, 5 — MeToTpekcaT™*
(1000 MI‘/MZ; y naiueHToB >70 jget — 500 MI‘/MZ, BHYTPUBEHHO, B 1-71
IeHb); acriaparnHasa™* (1000 E,Z[/MZ; y nanueHToB >70 net — 5000 EZl/
M“, BHYTPUMBIIIEUHO, BO 2-Ji J€Hb); LUKl 2, 4, 6 — HuUuTapadbumu™*
(1000 MI‘/MZ; y naiueHToB >70 jet — 500 MI‘/MZ, BHYTPUBEHHO, B 1, 3,
5-1i nHN).

IopgpepxuBaomass Tepanusa (IJUTETbHOCTBIO OO 2  JIET):
nekcameTas3oH™* (mepopanbHO, 40 Mr B 1-2-i1 OHU); BUHKPUCTUH™*
(BHYTpUBEHHO, 1 Mr B 1-i1 IeHb); MepKanTonypuH** (mepopanabHo, 60
Mr/M2 B 1-90-71 1HM); MeTOTpeKcaT** (BHYTPMUBEHHO, 25 MI‘/MZ, 1 pas
B HeJlello).



IIporpammpel jieueHust imM¢ombl BepkrurtTa
JIB-M-04

Cxema neuenusi: npengasa - A -C-A - C.
IIpendasa:

e TIuxnodochamma™* 200 Mr/M2 B/B, 1-5-11 m1HU
e JlekcameTasoH™* 10 mr/m~ B/B, 1-5-i1 gHU

Biok A:

e Hdochamupg™* 800 Mr/M2 B/B, 1-5-11 mHU

e MeToTpekcatr™* 1,5 1“/M2 B/B (B TeueHue 12 ), 1-ii meHb

e BuHkpuctuH™* 2 mMr B/B, 1-7i 1eHb

e Jlorcopyouuyua™* 50 Mr/M2 B/B, 3-11 I€Hb

e IIurapabun** 150 MF/M2 B/B Kaxnable 12 u, 4-5-ii nHu (Bcero 4
BBeIeHIs)

e Otomo3ug** 100 Mr/M2 B/B, 4—5-11 mHU

e JlekcameTasoH™* 10 MF/M2 B/B, 1-5-11 mHU

bnok C:

e MetoTrpekcat™* 1,5 I‘/MZ B/B (B TeueHue 12 4), 1-7i meHb

e BunOnactue** 5 mr/m~ B/B, 1-i1 IeHb

e Ilurapabuu** 2 r/M2 B/B Kaxnaple 12 4y, 2-3-i1 gHu (Bcero 4
BBeJIeHNS)

e Otomo3ung** 150 Mr/M2 B/B, 3—5-11 mHU
e JlekcameTta3oH™* 10 MF/M2 B/B, 1-5-71 mHU

[IpodnnakTuKy HeliponeiikeMuy MPOBOAST B 1-71 meHb npeAdasbl U B
1-/i meHb Kakgoro 60ka B BUAE MHTpaTeKaJbHOro BBemeHUs XT:
uutapabuu** 30 Mr, MeToTpekcat** 15 mr, mpengHm3onoH™* 30 Mr.

Purtykcuma6™* 375 Mr/M2 BBOAAT B -1 meHb Kaxkaoro 6j10ka (Bcero 4
BBeIEeHIS)

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

e Iluxnodochammum™* 300 Mr/M2 B/B Kaxkable 12 u, 1-3-i1 guu (Bcero
6 BBeIeHMIN)

e JlekcameTa3oH** 40 Mr B/B UM BHYTPb, 1-4-i1, 11-14-i1 nHU

e Jlokcopyourmua™* 50 Mr/M2 B/B HeEIPepbIBHONM 24-4acoOBOJ
nH@ys3mei B LIeHTpaabHbIN KaTeTep, 4-i1 1eHb



Bunkpuctuua™* 2 mr B/B, 4-i1, 11-i mHU

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

MeTtoTpekcat** 1000 Mr B/B HellpepbIBHON 24-4acoBoit uHGy3Meil,
1-11 gpeHb

Linurapabuu™* 3 1“/M2 (y 6ompHBIX ctapme 60 jger — 1 I‘/MZ) B/B
Kaxkapie 12 4, 2—3-71 nHu (BCcero 4 BBedeHMS)
MeTtunnpenausonon** 50 Mr B/B Kaxkable 12 u, nHM 1-3-ii OHU
(BCcero 6 BBeLeHMIN)

Putykcuma6™* 375 Mr/M2 B/B, 1-11, 11-i1 nuu (uuKisel 1, 3) u 2-14, 8-
" (UMKIBI 2, 4) — BCcero 8 BBeoeHUi

[Mpodumnaktuka nopaxkenus [THC mpoBoauTcs Ha KakaoM Kypce,
CyMMapHO 16 MHTpaTeKaJdbHbIX BBedeHUIi: MeToTpekcaT** 12 mr
MHTpPATEeKaJNbHO, 2-¥1 IeHb, IuTapadbuu™* 100 Mr MHTpaTeKaJbHO, 7-
1 1eHb

R-DA-EPOCH

Putykcuma6™** 375 Mr/M2 B/B, 0-i1 IeHb
ortomo3ug** 50 Mr/M2 B/B 3a 24 u, 1-4-1i ,Z[HI/II
Hoxcopyounmu™* 10 Mr/M2 B/B 3a 24 4, 1-4-11 ,E[HI/Il
Bunkpuctuua™* 0,5 mr B/B 3a 24 u, 1-4-igHu
[MpenHnzonou™* 60 MF/M2 BHYTPb 1-5-71 mHU
[uxknodbochamma™* 750 Mr/M2 B/B, 5-11 meHb|[2]

NHL-BFM 90 (B-HXJ12004 ma6.)

Cxema 1e4yeHUs;

I'pynna Huskoro pucka: V- A - B

['pyrima mpoMesKyTOYHOTO pUCKa MJIM BBICOKOTO pucka: V — AA -
BB, nanee — pecragupoBaHue

ecin [1IP, To AA — BB (- AA — BB - y maluieHTOB BbICOKOTO PUCKA);
eciy HemomHbIl oTBeT, To CC, manee — pecTaaiupoBaHueE;

ecin gocturHyrta Bropasi [P mam OTCyTCTBME OITyXOJieBOM TKaHU,
TI0 JAHHBIM ITOBTOPHOJ 61oncum, To AA — BB — CC

ecIu OITyXojeBasi TKaHb, IO JaHHBIM MOBTOPHOI OMOIICUM, TO
ayto-TI'CK

IIpodasza (V):

[Mpeguu3zonon™* 30 Mr/M2 BHYTPb WU B/B, 1-5-11 gHU
Luxknodbochamma™* 200 Mr/M2 B/B, 1-5-11 nHMU



o,

e MeToTpekcatr™* 12 MIr MHTpaTeKaJabHO, 1-i1 1eHb
e IIutapabuu** 30 MI MHTpaTeKa/lIbHO, 1-i1 TeHb
e [Ipemuusonon™* 10 Mr MHTpaTeKaabHO, 1-Ji IeHb

biok A:

e JlekcameTta3oH™* 10 MF/M2 B/B WU BHYTPb, 1-5-i1 mHU

e Hdochamuag™* 800 MF/M2 B/B, 1-5-11 1HU

e MeTtoTpekcat™* 500 MI‘/M2 B/B, 1-11 neHb (24-uyacoBast UHPY31sI)

e IIurapabuu** 150 MI‘/MZ B/B Kaxkgble 12 u, 4-5-i1 ouu (Bcero 4
BBeeHIs)

e Dtomo3un** 100 Mr/M2 B/B, 4—5-71 mHU

e MeToTpekcat™* 12 Mr MHTpaTeKaJIbHO, 1-i1 1eHb

e IIutapabuu** 30 Mr MHTpaATEKaJIbHO, 1-i1 IE€Hb

e IIpepguusonon** 10 Mr MHTpaTeKaabHO, 1-i1 JeHb

bnok B:

e JlekcameTta3oH™* 10 MF/M2 B/B WU BHYTPb, 1-5-i1 mHU

e TIuxmodochamma™* 200 Mr/M2 B/B, 1-5-11 I1HU

e MeTtoTpekcat™* 500 Mr/M2 B/B, 1-i1 neHb (24-yacoBast MUHDY3MSI)
e Jlokcopyounyu™* 25 Mr/M2 B/B, 4—5-11 IHU

e MetoTpekcaT™* 12 MI MUHTpaTeKaabHO, 1-i1 JeHb

e Ilurapabun** 30 Mr MHTpaTeKaabHO, 1-71 JeHb

e [IpemHnusonon™* 10 Mr MHTpaTeKaabHO, 1-ii TeHb

biok AA:

e JlekcameTa3oH™** 10 Mr/M2 B/B WY BHYTpPb, 1-5-11 gHU

e Hdochamuag™* 800 MP/M2 B/B, 1-5-11 m1HU

e MeToTpekcatr™* 5 I‘/MZ B/B, 1-ii meHb (24-uyacoBas uHGY3Us1) (IpU
JeueHNM 110 rmporokony B-HXJT 2004 mab6. — 1 I‘/Mz)

e Bunkpuctuu** 1,4 Mr/M2 (He 6osee 2 Mr) B/B, 1-i1 1eHb

e Ilurapabunu** 150 MP/M2 B/B Kaxknaple 12 u, 4-5-ii gHu (Bcero 4
BBeJIeHNS)

e Otomo3ug** 100 Mr/M2 B/B, 4—5-71 mHU

e MeToTpekcaT™* 6 Mr UHTpaTeKaabHO, 1-5-i1 THU

e Ilurapabuu** 15 mr mHTpaTeKaabHO, 1-5-i1 THU

e [IpemHn3o0g0H** 5 MI MHTpaTeKalbHO, 1-5-1i HU

biaok BB:

e JlekcameTa3oH** 10 Mr/M2 B/B WY BHYTpPb, 1-5-11 gHU
e TIuxnodochamma™* 200 Mr/M2 B/B, 1-5-11 1HU



e MeToTpekcatr™* 5 I‘/MZ B/B, 1-i1 meHb (24-uyacoBasi MHPY3us1) (TIpu
neyeHMM 1o rporokony B-HXJT 2004 mab. — 1 I‘/Mz)

e Bunkpuctuu** 1,4 MF/M2 (He 6os1ee 2 Mr) B/B, 1-i1 IeHb

e Jlokcopyouumu™* 25 Mr/M2 B/B, 4—5-11 IHU

e MeToTpekcaT™* 6 Mr UHTpaTeKaabHO, 1-5-i1 THU

e Ilurapabuu** 15 mr mHTpaTekaabHo, 1-5-i1 THM

e [IpemHn3osoH** 5 MI MHTpaTeKabHO, 1-5-1i HU

baok CC:

e JlekcameTa3oH™* 20 MF/M2 B/B WU BHYTPb, 1-5-i1 mHU

e Bunkpuctuu** 1 Mr/M2 (He 6osee 2 Mr) B/B, 1-i1 IeHb

e Ilurapabuu** 2 I‘/MZ B/B Kaxzapie 12 4y, 1-2-it gHu (Bcero 4
BBeZIeHNS)

e Otomo3ung** 150 MP/M2 B/B, 3—5-71 mHU

e MetoTpekcaT™* 12 MI MUHTpaTeKaabHO, 5-71 JeHb

e Ilurapabuu** 30 Mr MHTpaTeKaabHO, 5-71 JeHb

e [IpengHusonon** 10 Mr MHTpaTeKaabHO, 5-i1 JeHb

e Putykcumab™* 375 Mr/M2 B/B 6-8 yacoB, 0-i1 JeHb Kakaoro 6/10Ka
(B pamKax mpoTokoja B-HXJI 2004 ma6. B 0-i1 meHb 1-X 4 67I0KOB)

IIporpammpel JieueHUs1 peauanuBoB U pedpakrepHbIx hopm OJIJT
Flag-Ida:

e #OmymapabuH** 25 Mr/M2 B/B 3a 30 MuH, 1-5-i1 nHU

e Ilutapabuu** 2 F/M2 B/B 3a 4 4 yepe3 4 u mnocie #baymapabuHa™®,
1-5-71 nHU

o #Wpapyounua™** 10 Mr/M2 B/B 3a 15 muH, 1-7 u 3-i qHU

e T-KC® 5 MKI/KT IOIKOKHO C 7-T0O IHS IO BbIXOJA M3 IIUTOIIEHUN

bopresomu6 + pgekcamMeTas’oH®™ +  MMTOKCAHTpPOH  +
BUHKPUCTUH** + acrmraparmHasza™™

e Bopre3somn6b 1,3 Mr/M2 B/B KallejIbHO, 1, 4, 8, 11-11 nHU

e JlekcameTasoH** 10 MI‘/MZ, pasgenuB Ha 2 BBeIeHUSI BHYTPb, 1-14-
1 ITHU

e MwutokcauTpoH** 10 Mr/M2 B/B KallejabHO 3a 15-30 muH, 1-31, 2-i1
IeHb

e BUHKpPUCTUH** 2 MT B/B CTpYitHO, 1, 8, 15-i1 mHU

e Acmaparunasa®* 5 teic. En/mM~ B/B KamenbHO, 15-21-i1 mHU

BceMm malyeHTaM IPOBOAMUTCS MHTpATeKaJbHAs Tepamnus: B 1-i1 JeHb
uurapabua®* 30 mr. Eciu ectb BoBieuenue LIHC: mHTpaTeKaabHO
MeToTpekcat™* 15 mr, uurapabua** 30 mr, mekcameTa3oH** 4 mr, 8,



15, 22-i1 gHN. V MAlMeHTOB C pa3BUBIIENCS MMOJMHeNponaTuein nosa
BUHKpUCTMHA™* pemyuupyeTtcs: 10 1 MI U BBOAUTCS B OHU 1-1i u 8-
ITHU.

HenapabuH + muknodpochamug** + #3romosmmg**

Cxema: 610k N u 670Kk CE IpOBOASIT C MHTEPBAJIOM 2 ITHS MEXKOY
00011 B 1100071 TOC/IeI0BATeIbHOCTMH.

biaok N:

e Henapabuu** 650 Mr/M2 B/B KamnejabHOo 3a 1 4, 1-5-i1 muu (mam 8-
12-1%)

baok CE:

o [Iuknodocdammpg** 440 Mr/M2 B/B KarejbHO, 8—12-i1 gHu (mn 1-
5-71)

e #9Tomos3ug** 100 Mr/M2 B/B KarejabHO 3a 1 4, 8—12-11 nHu (Mu 1-

5-11)

BFM-REZ 2002

Prot il - IDA | _______
s1 z@@{@ § B R =
Prot il - IDA [E! mifg fw iv_,
s2 /7 @QE w
s34 [A Fd— — —
ARG 7
wo ¢ 0+ 0oy v 8 |2
Puc. 1
Cxema:

I'pynima  S1  (mO3gHMIA  M30JIMPOBAHHLIA  BHEKOCTHO-MO3T'OBOM
peluans).

'pynma S2 (oyeHb paHHUM U  paHHUM  U3OAUPOBAHHBIN
BHEKOCTHOMO3I'OBOI peluanB, IMO34HUIT KOCTHOMO3roBoi He T-OJIJI
" C KOMOMHMPOBAHHBIM paHHUM My no3aHuM He T-OJLT).

I'pynna S3 (¢ paHHUM M30JIMPOBAHHBIM KOCTHOMO3TOBBLIM pPelUIAMBOM
He T-OJLI).



I'pynma S4 (c oueHb paHHMM KOMOMHMPOBAHHBIM U M30JIMPOBAHHBIM
KOCTHOMOS3TOBBIM PeLIMAMBOM, pelnanB KOCTHOMO3roBoit T-OJUI).

Bbinok Fl1(uHpykuusa):

e JlekcameTa3oH™* 20 Mr/M2 BHYTPb, 1-5-11 gHU

e Bunkpuctuu** 1,5 Mr/M2 (MakcMMasibHasi no3a — 2 MI) B/B
CTpYyViHO, 1-i1, 6-i1 [HU

e MeTtoTpekcaT** 1 r/M2 B/B UHGY31s B TeueHue 36 4, 1-it 1eHb

e AcnaparuHasa®* 10 TbIc. Eﬂ,/M2 B/B KallejibHO 3a 6 4, 4-11 IeHb

MHTpaTeKkaqbHOEe BBedeHMe MeToTpekcaTa™™ 15 mr, murapabuna™* 30
MT, JekcaMeTa3oHa™* 4 mr B 1-i1 IeHb.

Biaok F2:

e JlekcameTta3oH™* 20 Mr/M2 BHYTPb, 1-5-11 gHU

e Bunkpuctua** 1,5 Mr/M2 (MakcMMasibHasi no3a — 2 MI) B/B
CTPYViHO, 1-i1, 6-i1 [HU

e Ilutapabuu** 3 I‘/MZ B/B 3a 3 4 2 pa3a B IeHb, 1-2-7i 1HU

e AcmnaparunHasa®* 10 TbIC. Eﬂ,/M2 B/B KameJabHO 34 6 4, 4-11 JeHb

MHTpaTekaqbHOEe BBeIeHMe MeToTpekcaTa™™ 15 mr, iurapabuna™* 30
MT, ITeKcameTa3oHa** 4 mr, 5-i1 IeHb.

Biaok R2:

e JlekcameTa3oH** 20 Mr/M2 BHYTpPb, 1-5-11 gHU

e Mepkantonypuna™* 100 MF/M2 BHYTPb, 1-5-11 gHU

e BuHkpuctTuH** 1 Mr/M2 B/B KallejbHO, 1-11 IeHb

e MeTtoTpekcaT** 1 I‘/MZ B/B MH(PY31s B TeueHue 36 4, 1-ii TeHb
o #Udochamung™* 400 Mr/M2 B/B uHGYy3us 3a 1 4, 1-5-i1 nHU

e JTayHOpYyOMLIMH** 35 Mr/M2 B/B MH(PY3us 3a 24 4, 5-i1 1eHb

e Acnaparunasa®* 10 TbIC. Eﬂ,/M2 B/B KaIlejibHO 3a 6 4, 6-11 IeHb

MHTpaTekaqbHOEe BBeIeHMe MeToTpekcaTa™* 15 mr, murapabmuna** 30
MT, JekcaMeTa3soHa™* 4 mr B 1-i1 IeHb.

biaok R1:

e JlekcameTta3oH™* 20 Mr/M2 BHYTPb, 1-5-1t gHU

e Mepkantonypua** 100 MI‘/MZ BHYTpPb, 1-5-11 oHU

e Bunkpuctua** 1,5 Mr/M2 (MakcMMasibHasi no3a — 2 MI) B/B
CTPYViHO, 1-i1, 6-i1 [HU

e MeTtoTpekcaT** 1 I‘/MZ B/B MH(PY3Us B TeueHue 36 4, 1-ii IeHb

e Ilurapabuu** 2 r/Mm~ B/B 3a 3 4 2 pa3a B JIeHb, 5-J1 JeHb



sksk Z ~
e AcmnaparnHasa®* 10 Teic. En/M™~ B/B KallejibHO 3a 6 4, 6-i1 IeHb

MHuTpaTekaqbHOe BBeleHMe MeToTpekcat™* 15 mr, umrapadbuu™* 30
MT, JeKcaMeTa3oH** 4 Mr B feHb 1-11.

Biok II-Ida:

e JlekcameTa3oH** 6 Mr/M2 BHYTpPb, 1-14-it gHuU

e Bunkpuctuu** 1,5 mr/m”~ (MakcumasbHasg mgo3a — 2 MI) B/B
CTpyiiHoO, 1, 8, 15, 22-11 gHU

o #Upapyounuu** 6 Mr/M2 B/B KamejbHO 3a 15 muH, 1, 8, 15, 22-1
ITHU

e AcnaparusHasa™* 10Tsic. E,EL/MZ B/B KaIleJbHO 3a 6 4, 1, 6, 11, 16-1i1
ITHU

e Tluxknodochammm™™* 1 I‘/MZ B/B 3a 1 u 1 pas B ieHb, 29-i1 JeHb

e Ilurapabunu** 75 MP/M2 B/B 1 pa3 B meHb, 31-34 u 38—41-i1 gHU

e #6-Tuoryaunuua™* 60 MF/M2 BHYTPb, 29-43-i1 nHU

MHTpaTeKaibHOE BBeAeHMe MeToTpeKkcaTa™* 15 mr, nurtapabuna** 30
MT, JeKcameTasoHa** 4 mr B 1, 15, 31, 38-it guu.

Cxema nporokoiia «Ph+ OJIJI-2012»
IIpedgpasa:

e JlekcameTasoH** 10 mr/m?, 1-7-11 guU
e lmatuun6** 600 Mmr (rmocie oaTBepskaeHnst Ph+)

ITyukuust KM Ha 8-71 ieHb
I ¢paza undykuuu (8-43-ii oHu):

e JlekcameTasoH** 6 Mr/m2, 8—22-i1 HHM + 5 IHE OTMeHbl
e Bunkpuctua** 2 mr, 8, 15, 22, 29, 36, 43-i1 n1HU
e Vmatuuu6™* 600 Mr BHYTpb, 8—43-11 1HU

JTombanvHas nyHkyus ¢ esedeHuem 3 npenapamos 8 0, 7, 14, 21, 28, 35-
Ui OHU.



IT paza undywain (44—70-i dnu)
Huateemo®* 600 mr eayTpe, 44-70-i1 auu

Acnaparunasza** 10 000 EIl/x?, 49, 56, 63, 70-f aun

JTrombateHas NyAKyus ¢ egedented 3 npenapamoe & 3 7-il deb.

IIyaprnaa KM sa 70-i gess

«— e
<5 % GmacToB =5 % GnacToB
v v
puerxa MOE 5 KM| ITpozpamma
JAETEH LA

pesucmenmnsix grops

Koucoaudayus I (T1-105-it dnu)

o  Huaruand** 600 mr eaytps, 71-105-i1 aun (ecrn Her MonlIP, nepexoa Ha JasaTHHHO

140 mr) Moandmranma 10361
b e 1105, MepEanTomypusa*
s Mepranromypun®* 25 mr/ae, 71-105-i1 15m B SABHCHAMOCTH OT
s Metotpekcar** 500 mr/v? B/B Kan 3a 2 u, 77-ii, 91-ii qum YPOBHA TefiKOLHTOB
e Acnaparunasa®* 10000 EJl/m?®, 78-it, 92-# amn H TPOMDOLIATOR
Tombatbuan nyHsyuAa ¢ esedequen 3 npenapamos 8 71-ii denb.
Mynxoas KM sa 105-i xens| ouerika MOB B KM (zemn +105)
Koncoaudayua IT (106-133-a onu)
e  Huaruand** 600 mr eayTpe, 106—-133-f asm (nn gasatnErd 140 wr)
¢ Jlekcamerason** 6 mr/m?, 106—120-ii 80 + 4 IHA OTMEHEL
e EHaapyouumra** 6 mris’, 106-i1. 120-f aan
s Buaxpuceran™®* 2 mr, 106-i, 120-i1 a0
JTombarsrar nyHxyuA ¢ egedenued 3 npenapamos 6 106-ii denw.
Mynsnas KM na 133-i ens joucuka MOE 8 KM (zens +133)
Koncoaudayun I}I (133-161-a1 dnu) ™ Teeno Uncao Tlosa
o Muarusu6** 600 sr. 133—161-# xun (i gasatunnt 140 | Nelikonu | TpomGonm | Mepran
TOB TOB TOOYpH
MT) Ha**
. Mcpxamnnypnn“ 25 ar/ne?, 133—161-8 aem >_ Bonee 2.0 | Bonee 100 | 100 %
* 10%/a * 10%1 10381
o Ilurapatus™* 50 sr/se®, 135-138-11, 149-152-i1 nuu Or 1.0 = Ot 50 = 50 %
e Acnaparunasa®* 10 000 EJl/s, 141+, 155-i anm 10°a 10 (109310 | zosm
20x 100
Jwombatsras nynxyua ¢ ssedenuem npenapamos & 134-1i dens,/ 105/ « 1081
Iyaxnas KM sa 161-i sens| oucnka MOB 8 KM (aens +161) Tgﬂm M;E:‘ 50 0%
S X x a
10°%/a

IToddeprcusarowias mepanus 6 meueHue 3 Jjem om MomeHmMa
3aeepuieHuss nocjiedHezo Kypca KoHcoaudauuu (nocne TICK

noddepicusarouias mepanus npoeodumcs moavko UTK 6 meueHue 2
Jiem).

Mexcdy yuknamu noddepicusarouleii mepanuu Hem uHmepeanos: 1-

ii deHb nocaedyrouiezo Kypca ciedyem cpasy 3a nocjie0HUM OHeM
npeduiecmeyrouiezo.



IModdeprwcusaronian mepanun, yura Ne 3(1-3)(nasaro 28-a nedenu + 191-ii dens)

Mozndukamna 10361
MepranTonypHHa** B

. | meToTpekcaTa** B
IABHCHMOCTH OT YPOBHA
AeHKOLMTOB H TPOMOOLIHTOB

o  HMuaruano** 600 ur, 1-42-i gau (win gasatHHED ITD[JT}

o Jlexcamerason** 10 sr/nm?, 28=32-if qun

3 '

o Buaxpuctua®* 2 ur, 28-i geHb

o  Mepranromypun®* 25 ur/s®, 33—42-ii aan

—

o Merorpexcar*™® 30 mr/ar’, 35-i1, 42-i1 aum

Ipojunakmuxka Heiiponeiikemuu

e lHTpaTekasnbHO (LuTapabuu™* 30 wMr, meToTpekcat™* 15 wmr,
JekcameTa30oH™* 4 Mr):

e BO Bpems uHaykuuu: 0, 7, 14, 21, 28, 35, 57-i1 nHu;

e BO BpeMsl KypCOB KOHcomupauuu: 71-i neHp (I KoHconmpaius),
106-11 nenp (II KoHconupauus), 134-i gexsb (111 KoHcoMMpaLMs);

e Kaxkable 3 MeC B XOfe 3 JIeT IOAdep;KMUBaloIleil Tepanmm B 1-i1 1eHb
Kypca [10 3aBepIleHUs BCeil IIPOrpaMmbl JieueHus 110 IPOTOKoIy (9
ITYHKIM).

JleueHue Hetiponetikemuu

[Tocne OMarHOCTUKM HeMpoJieikeMuy BCe MalMeHThI, Moydarolue
MIPegHMU30JIOH**, mepeBOAsSTCS Ha AeKcaMmeTasoH**. JlromOasibHbIe
ITYHKIMM BBITIOJTHSIOTCS C 4aCTOTOM 1 pa3 B 2—3 OHS OO IOTydeHUs 3
HOPMQJIbHBIX aHAJIM30B JIMKBOPA, 3aTe€M NYHKIMUU BBITIOJHSIOTCS 1
pa3 B Hee/lto B TeueHue 3 Mec, 3aTeM 1 pas B 2 He[, B TeueHue 3 mMec,
3aTeM 1 pa3 B 2 MeC 10 OKOHUaHMS JIeUeHUSI.

Cxema Tepanuu 61MHaTYyMOoMaooM**

Ilpendasa: 6imHaTymomao™* 9 Mkr/cyTt, 1-4-it THU, KPYIJIOCYyTOUHAs
HeIpepbIBHAS MHDY3MS.

Kypc: 6nmHatymoma6™* 28 mkr/cyt, 1-28-it gHM, KpyIJIOCyTOUHAas
HeTpepbIBHAS MHDY3USL.

VHTepBai Mmexny Kypcamu — 14 nHeit.
PekomeHI0BaHO 2—4 Kypca.
CxeMma Tepanmu MHOTY3ymMaOOM 030raMMIIMH™*

1 mukn (21-28 nHeit): nHOTY3ymabom o3oramuiiuH™* meHp 1-it — 0,8
Mr/Mm~, neHb 8-i1 u 15-1 - 0,5 MI‘/MZ.

PekomeHI0BaHO 2—4 Kypca.

CxeMa Tepanuy #BeHeTOKJIAKC + #IenmuTaouH



1-it uukn (28 pHeit): #pmeuutabun 20 MI‘/MZ, 1-5-11 gHM +
#BeHeToknakc 400 mr, 2 p/cyT, 28 gHeN.

CrnemyeT oO6paTUTh BHMMAaHME Ha HEOOXOAMMOCTb KOPPEKLIMU T03bI
#BeHeTOK/IIaKca B  CAyyae ero MCIOJb30BaHMS  BMeCTe C
uaruoburopamu CYP3A. [lo3a #BeHeTOKIaKca CHMsKaeTcss Ha 50 % mpu
COBMECTHOM MCIOJIb30BaHMM C YMepeHHbIMU uHrubutopamm CYP3A
(Hampumep, QuIyKoHA30a** BOPMKOHA307M**) M cHUXKaeTcs Ha 75 %
npu COBMECTHOM MCII0/Ib30BaHUMU C MOIIIHBIMU
marnouropamu CYP3A (Hanmpumep, Kapbamasenuu™*, eHuTomH**).

IIpunoxenue A3.2. [1oJrocpovYHbie pe3yjabTaThbl
Tepanuu Ph-HeraruBHbix OJ1JI B3pocCibiX B
3aBUCYMOCTM OT IPUHLAIIA
XMMMOTepareBTUYECKOro BO34eiiCTBUS

Ta6numa 5. JJonrocpouyHbie pe3yiabTaTbl Tepanuu Ph-HeraTuMBHBIX
OJIJI B3POCUIBIX B 3aBUCUMOCTU OT IIPUHLAIIA
XMMMOTEepPaneBTUYECKOTO BO3IeiCTBUS

MpuHUuMn NUccnepoBartenbckas NMauuneHTbl AnnoreHHas 5-
XUMUoOTEepaneBTUYECKOro rpynna TrCKe 1 NP neTHs
BO3AeACTBUA OB
UmnynbcHoe (Hyper-CVAD) OHKONOrM4ecKkun n=178 HeTt 38 %
HaY4YHbI LeHTp
UMEHU M.A.
AHpepcoHa [56]
TpaanumoHHoe MRC UKALL XII/ECOG n = 1031, PeannsoBaHa EcTtb
E2993 [62] 15-55 net y 76 % AOHOp
53 %
Het
AOHOp
= 45
(p
0,01)
GMALL [55] n = 504, 15- PeanunsoBaHa 54 %
55 net y 70 % wu3
rpynnbl
BbICOKOIO
pucka
MeanaTtpuyecknin nogxon PETHEMA [64] n = 81, 15- HeTt Jo
30 ner, roga
rpynna 77 %
CTaHA4apTHOro B
pucka BO3pac
ot 21
30 =
%
HeunHTeHcuBHOE, HO O1N1-2009 [65] n = 298,15- PeanunsosaHa 60 %
HernpepbIBHOE 55 net y 7%

IIpunoxenue A3.3. TakTuKa nmpoBegeHUS
aJIIOreHHoM TpaHcivianTauuu KM/
reMOIIO3TUYECKUX CTBOJIOBBIX KiIeTOK npu OJII



Ta6auia 6. TakTuKa NpoBeIeHMs a/VIOTeHHOM TpaHcIiaHTaumu KM/
reMOIIO3TUYECKMX CTBOIOBBIX KIeTOK Iipu OJIJI

Puck B pe6ilote Moka3zaHua kK anno- AoHop F'CK TrckKk oT
3a6boneBsaHuna TrcK afbTepHaTUBHOIo
AOHOpa
Bbicokuin puck Bce naumeHTsl B 1 HLA-naeHTUYHbIN JKCnepuMeHTanbHoe
onn MNP, B nepBble 3-4 POACTBEHHbIN, neyeHue
mec nocne HEepOACTBEHHbIN*
anarHoctukm OJ11
CTaHaapTHbIN puck Mpn  nepcucTeHuumn HLA-1AEHTUYHbIN He pekomeHayeTcs
onn MOBb POACTBEHHbIN,
HEepOACTBEHHbIN*
Peunaus Bcem naumeHTam HLA-naeHTUYHbIN JKCnepuMeHTanbHoe
3aboneBaHus, B nocne  AOCTUXKEHUSA pPOACTBEHHbIN, neyeHwne
TOM yucne peMmnccmuu HEepPOACTBEHHbIN*
MONEKYSIPHbIN 3aboneBaHus

[Tpumeuanne. *CoBmectuMocTb o aHTureHam HLA 10/10 man 9/10.

IIpunoxxenne A3.4. PekKomeHagauumn 1o
nmpoduaakTMUecKoi MPOTUBOPBOTHONM Tepanumn

Ta6muia 7. PekomeHanum 1o npoduaakTuueckoi mpoTMBOPBOTHOM

Tepalinmn

Puck

3MEeTOreHHOCTH

Bbicokuin KombuHauma  aHTaroHmcrta 5-HT3-peuentopoB, JAekcameTasoHa** u
anpenuTaHTa
AHTaroHuct 5-HT3-peuentopoB (BbibupaeTca 1 U3 NpUBEAEHHOrO NepeyHs):
e OHAaHceTpoH** (nepopanbHo, 16-24 Mr nnu B/B, 8-12 Mmr)
® rPaHUCETPOH (NepopanbHO, 2 Mr, UK NepopanbHo, 1 Mr, 2 pa3a B CyTKM,
nnun B/B, 0,01 Mr/kr, makcumym — 1 mr)
e TponuceTpoH (B/B, 2 Mr);
® MasIOHOCETPOH (nepopanbHo, 0,5 mr, unun B/B, 0,25 Mr)
. AeKkcaMeTasoH** (nepopanbHo, 12 Mr, wiwnm B/B, B 1-W AeHb +
nepopasbHO unu B/B, 8 Mr, BO 2-3-1 AHW);
e anpenuTaHT (NepopanbHo, 125 Mr, B 1-i AeHb, nnu nepopanbHo, 80 mr,
BO 2-3-1 AHW)

YMepeHHbIN KombuHaums  aHTaroHmucta 5-HT3-peuentopoB M AekcameTasoHa**
(anpenuTaHT MOXeT WCMoNb30BaTbCA Yy OTAENbHbIX MNauUWEHTOB, B

3aBUCMMOCTU OT Nosy4aeMoro MUMmn pexnma XVIMVIOTepaI'IVIVI).

1-i peHb 2-3-1 gHKn

AHTaroHucT 5-HT3-peuenTtopoB AHTaroHmcTt 5-HT3-peuenTopoB

(BblbMpaeTcs 1 M3 npuBeAeHHOro (Bblbupaetca 1 w3 npuBeaeHHOro

nepeyHs): nepevHs):

e OHAaHceTpoH** (nepopankcHo, ) OHAAHCETPOH**

16-24 mr, unu B/B, 8-12 ™mr) (réepo)paano, 16-24 mr, nnu B/B, 8-
12 mr

e rpaHuceTpoH (nepopanbHo, 2 e rpaHuCeTpoH (MepopanbHO, 2 Mr,
MI, WK nepopanbHo, 1 Mr, 2 pasa Win nepopanbHo, 1 Mr, 2 pasa B
B CyTkun, wnm B/B, 0,01 wmr/kr, cytkn, wiam  B/B, 0,01  wmr/kr,
MakcuMmym - 1 mr) Makcumym - 1 mr)




® TpOMUCETPOH (B/B, 2 Mr);

® MasIOHOCETPOH (nepopanbHo, 0,5
mr, unm /B, 0,25 mr);

e JekcameTas3oH** (nepopanbHO
WIW BHYTPUBEHHO, 12 Mr);

. )anpenMTaHT (nepopanbHo, 125
Mr

e TponuceTpoH (B/B, 2 Mr);
e ManoHoceTpoH (nepopanbHo, 0,5
mr, wnn B/B, 0,25 mr);

. AekcameTasoH** (nepopanbHO
win B/B, 8 mnm 4 mMr, 2 pasa B
CYyTKM);

e anpenutaHT (NepopanbHo, 80 Mr,
€eCcnum Ucnonb3oBancs B 1-n AeHb)

Huskumn

e JekcameTasoH** (nepopanbHO nnu B/B, 12 Mr)

e npoxnopnepasunH (nepopanbHo unn B/B, 10 Mr, Kaxable 4-6 4);
e MeTOKMONpamma** (nepopanbHo nnu B/, 10-40 Mr, kaxable 4-6 4)

MWHUManbHbIN

PyTuHHaa npodunaktnyeckas Tepanus He TpebyeTtcs (cnefyeT pacCMOTpeTb
BOMPOC 06 MCMNONb30BaHUM aHTUIMETUKOB, MEPEeUYNCTIEHHbIX AN NepBUYHOMN
NpoUNaKTUKN TOLHOTbI/PBOTbI Y NALMEHTOB HU3KOIo pmcKka)

[1]0HM yKazaHbl OTHOCUTE/IbHO Havaja rnpe@asbl Tepanmu.

[2] B 3aBMCHMMOCTM OT MEpPEeHOCUMMOCTU MpenbIAyllero Kypca OO3bl
IpernapaTroB YBeJIMUMBAIOTCA UM YMeHbLIalTcs Ha 20 %.




IIpunokenue b. AIropmuTMsl
BeIeHMS MMallJieHTa

OcTpesd mamadobnacTHeR nedkoa
L T-KneToHL
Har
QN w3 Bernemome
NPEOUSSE THEHHAKOE
oa Hat
HE2ZWBCRABL B-3painsi
Hat fa \l
TERANHA MO CHEMAM NEMEHIA
Boapact < 55 net Baspact < 55 nev FrrnadOiibd i kA
BapeutTa
Oa Har Da Hat
QIN-2009
MB2008 (mo 30)
GMALL (2003)
GRAAL (2005)
Hyper-CVAD

Puc. 2. Anzopumm npuHsamus peuieHust Ha momeHm duazHocmuxu OJII




ITpunoskenue B. Undopmanmsa nisa
IanieHToOB

OJIJT iy ocTphlit 1uM@OoIeiiko3 — 3TO 3/l0KauecTBeHHOe 3a00j1eBaHMe
KpPOBeHOCHO# cucrembl. KM, B KOTOPOM BbIPabaThIBAIOTCSI KJIETKMU
KPOBM, ITPOU3BOAUT CJIMIIIKOM OOJIbIIIOE KOJIMYECTBO He3pesIbIX OeIbIxX
KPOBSIHBIX TeJiell. B HOpMe y 4yesioBeKa BCe KJIeTKM KPOBU PACTYT U
OOHOBJISIIOTCSI  IOCTaTOYHO pPaBHOMEPHO, IIPOUCXOOUT CJIOSKHBIN
rnpounecc ux cospesaHus. OgHako mpu BO3HUMKHOBeHUM OJIJI aTOT
IIPOLIeCC BBIXOAUT M3-II0MA, KOHTPOJIS. besnble KpOBsSIHbIE TeJiblla He
pacTyT " BbI3PEBAIOT, TpeBpaasich B TIOJIHOLIeHHbIe
(QyHKIMOHAMbHbIE KJIETKM, a HAUMHAIOT OBICTPO U OECKOHTPOIbHO
nennutbcsa. IIOCTOSSHHO YBeIMUYMBASICb, OHM BBITECHSIIOT 30pPOBbIE
Oenble KJIETKM KpOBU (JIEVIKOLIMTBI), KpacHble KIETKM KpPOBU
(9pUTPOLIUTHI) ¥ KPOBSIHbIE IJIACTMHKM (TPOMOOIINUTHI). B pesynbTaTte
pasBMBAETCS HEXBAaTKa HEOOXOOMMOTO 4YMCIa 3I0POBBIX KJIETOK.
MasiokpoBue (aHeMusi), MUHPEKIUM ¥ KPOBOTOUMBOCTD SIBJISIIOTCSI He
ToJibKO cnencreuem OJIJ, HO M ero TMepBbIMU CUMIITOMaMM.
V3Haya/JIbHO JIeMIKO3bl HE OTPAaHMUYMBAIOTCS KaKOW-TO OIpeleeHHO!
yacTblo orpaHn3ma. Pacrnpocrpansisich 13 KM B KpoBb, OHM ITOPaXKarOT
1 nuMmdaTndyecky TKaHb (Iumdatuueckass cucTteMa), U JOpyrue
OpraHbl, M, Kak CJIeCTBME, BCIO CUCTeMy OpraHoB. [IosaTomMy, Kak u
OCTaJIbHbIE JIEMIKO3bI, OJII OTHOCUTCS K CUCTEeMHBIM
3JI0KaYeCcTBeHHbIM 3ab6oneBaHusiM. Teuenme OJIJI ocrpoe. bes
JleyeHUsl JieMKeMMuyeCKue KJIeTKM YBeJIUUYUBAIOTCI U TOpa’kaloT
opraHbl uYejioBeka. 3abojieBaHMe MPUHMUMAET TsKeable (QOpPMBbI,
CMepTh HAaCTyIaeT yepe3 HeCKOIbKO MecCslEeB.

OJIl - camas pacmpocTpaHeHHass ¢dopma Jieiiko3a y [JeTeil u
TIOJPOCTKOB, OH COCTaBJISIET IPUOJU3UTEILHO OIHY TPETh OT uKcjiIa
3JIOKAYeCTBEHHBIX 3a00/ieBaHMii B [JETCKOM M IIOJPOCTKOBOM
Bo3pacTte. OJIJI MOryT pa3BMBaThCs B J1I0OOM BO3pacTe, B TOM 4McCie U
BO B3pociaoM. OmHaKo yalle BCero OHy IopaskaroT geTei ot 1 mo 5 jer,
a MaJIbYMKOB — HAMHOTO Yallle, YeM JIeBOYeK.

[Tpu OJUI mpoucxXoouT 3JI0KaYeCTBEHHOEe W3MeHeHue (MyTalus)
He3peybIX KJIeTOK-TpeAlleCTBeHHUKOB JUM@OUMTOB. MyTanus
MOKET IIPOUCXOAUTDb Ha Pa3JIMUYHBIX CTAAUSIX PA3BUTUS KIETKU. A 3TO
3HAUUT, YTO MOPAXKAKTCSI HEe TOJbKO pa3jnyHble IOATPYIIIIbI
JTUMA@OLUTOB, HO U UX poaoHavYaJibHUKU. [ToaTomy B OJIJI cymiecTByeT
MHOKecTBO (opm 3aboneBaHusi. Hampumep, B-knetounast dopma



OJUT Ha3biBaeTcs Tak MO MMEHM KJIETOK-IIpefleCTBeHHUKOB B-
num@onnuToB, T-KIeTOUHbIe JIeIKO3bl YKAa3bIBAIOT HA ITPOUCXOXKIEHNE
OT KJIEeTOK-TIpealiecTBeHHUKOB T-numMbouuToB. BakHO 3HATh, UTO
CYLIeCTBYIOT pa3Hble GopMmbl win mnogsapuaHTbel OJIJ. OHM MOTYT
AOCTaTOYHO CUJIBHO OTIMYATBCSA APYyr OT Apyra U MO TeYEeHUIO
6071e3HM, U 10 BO3MOXXHOCTYU MU3JI€UUTHCST (ITPOTHO3). TU pasinuus
YUUTBIBAIOTCS B BBIOOPE TepareBTUUECKO CTpaTeruu.

CumriTomMsl, ¢ KOTOpbIX HaunHaeTcs: OJIJI, Kak mpaBuiio, pa3BUBaIOTCS
32 HECKOJIbKO Hefesib. 3JI0KaueCTBEHHbIe KJIETKU PaCIIPOCTPAHSIIOTCS
nmo KM u gpyrum opraHam. becripersiTCTBEHHO pasMHOXasicb B KM,
JIEIKO3HbIe KJIeTKM He Oal0T pacTy¥ HOPMAaJIbHbIM KJIeTKaM KpPOBIN.
[TosTomy y 3ab6omeBiiux OJIJI cHauasia MOSIBJISIIOTCST OOIIM e CYMITTOMBI
6071€3HEHHOTO COCTOSIHMSI: BSUIOCTb, C1a0OCTh, OJ€THOCTh (aHEMMUS).
OTU CUMIITOMbI OOBSICHSIIOTCSI HEXBATKOM KPaCHBIX KPOBSIHBIX TeJjIell,
KOTOpbI€ [OJDKHBI OOCTAaBJSITh KUCIOPOA [IJi1  APYIMX KJIETOK
opraHusMa. J[deduUUT IIOJHOLIEHHBIX O€JbIX KPOBSIHBIX Tejer]
(Hampumep, TMMQPOLMTOB U I'PAHYIOLUTOB) IPUBOIUT K OCIA0IEHNIO
MMMYHUTETA, pa3BUBAIOTCSI 4YacTble MHQEKUUM C  BBICOKOI
TeMIepaTypoii. M3-3a OTCYTCTBUS TPOMOOILIMTOB, OTBETCTBEHHBIX 3a
ObICTpOE CBepThIBaHME KpPOBM, MOIYT BO3HMKATh TOYEUHBIE
KPOBOM3JIMSHMS Ha KOXK€ M KpPOBOTEUYEHMUSI CJIM3UCTBIX OOO0JIOUEK.
PacnpocTpaHssch 0 OpPraHu3Mmy, JeliKeMuyeckue KIETKU MPUBOIST
He TOJIbKO K M3MEHEHMSIM B COCTaBe KPOBU. Y [eTeil IOSBJISIOTCS
60/ B pas/IMYHBIX opraHax. Tak Kak JIeIiKO3HbIe KJIETKM 3aIlOHSIOT
KOCTHbIe moocT 1 KM, TO KOCTM HauMHAIOT 60/IeTh, MPEkKIe BCero
KOCTUM PYK U HOT. 3JI0KaYeCTBEHHbIe KJIETKM 3allO/IHSAIOT IIeYeHb,
cesie3eHKY U auMm@aruyueckue y3iabl. X OoTeK MpUBOOUT K OOJNSIM B
KMBOTe. B mpuHIMIIE HM Yy OOHOTO M3 OPraHOB HET 3allUThl OT
JeikeMuueckux KiaeTtok. Y mnaumeHTOB ¢ OJIJI 3710KauecTBEeHHbIE
KJIETKM MOTYT IIPOHUKHYTH ¥ B MSITKYIO MO3TOBYIO 000JIOUKY, II09TOMY
TIOSIBJISIIOTCSI TOJIOBHBIE 0OOJIM, TTapaind JIMIEBOrO HepBa, HapylleHMe
3penus u/uau pBora. Cumrromsl OJJI MOTYT CMJIBHO OT/IMYATBCS Y
pasHbIX Jomenn. OOUMH WIM Jake HEeCKOJbKO CUMMIITOMOB He
00s13aTeTbHO YKAa3bIBAIOT HA TO, YTO UeJIOBEK 3a00Jiesl JIeliKeMMueid.
MHorMe u3 HHUX TIIOSB/SIIOTCS IIPM CPaBHUTENbHO 06e300MIHbIX
3a00/IeBaHMSAX, He MMeEIOIIMX OTHOIIeHUS K Jieliko3y. OmHako eciu
TIOSIBJISIIOTCST 00JIM, MbI pPEKOMEHIyeM HeMeIJIEHHO o0pamaThcsl K
Bpauy, uTOOBl BBISICHUTHD WUX Ipupomy. W ecau [OeiiCTBUTETbHO
rocrasjieH auardo3 OJI, ero Hy;KHO CPOYHO JIeUUTh.



Ecin B uctopum 60sie3HM (aHaMHe3) MM HJaHHBIX OCMOTpa Bpay
HaxoguT Tnipu3Haku OJI, nmauueHT TIo/iyyaeT HallpaBjeHue Ha
pa3BepHYTHI aHaIM3 KpoBU. Ewiu oripenesieHHble M3MEHEHUS B
reMorpaMme (3almucy COCTaBa KpOBU) IOATBEPXKAAIOT MMOJ03PEHMS Ha
JIeitko3, TO MJIsI OKOHYATeJIbHOTO IMarHosa HeoOXOAMMO IOMIYYUTH
kietku KM (kocTHO-mo3roBasg nmiyHKuus). I[lostomy Bpau [aer
MalyeHTy HallpaBeHle Ha JaJbHelillee 00c/ienoBaHye B CTalMOHAap,
crieMaau3upylonniics Ha O0Je3HSIX KpOBM UM 3/I0KaueCTBEHHbBIX
3aboeBaHusaX. Ilo aHanmsy KpoBu M1 KM MOXHO TOUHO ONpeIe/UTh
Ha/IMuMe M BUL JieiKko3a y mnauueHrta. Kpome Toro, coBpeMeHHbIN
MMMYHOJIOTMYECKMII ¥ TeHeTHuJYeCKuil JIabopaTOpHBIN  aHaIuU3
MO3BOJISIeT He TONbKO BbiaenuTb OJIJI 3 opyrux BUOOB JeKo3a, HO U
onpenenuTb KOHKpeTHbIM Tum OJUJI. 3TO BakHOe YyCaoBMe [OJisd
IUIAHMPOBAHUS TOYHOW Tepamnuu, IOTOMY UTO pasinuHbie Tulibl OJIJ1
OT/IMYAIOTCSL APYT OT Apyra Ha KJIETOYHOM M MOJIEKYJISIPHOM YpPOBHeE,
I0-pasHOMY IIpOTeKaeT Xxoj O0oyie3HM, II0-pa3sHOMY OIleHMBAIOTCS
IIAHCBI HA BbI3OOPOBJIEHNE (IIPOTHO3) M UYYBCTBUTEIBHOCTh K
Tepanuu. Kak TonbKo 1ocrasiaeH auarHo3 OJIJI, miisl riaHa JiedeHus
BBISICHSIIOT, TIOP&KEHbl JIM JIEMIKeMUUYECKMMU KJIeTKaMu [Opyrue
opraHbl, Kpome KM, Harpumep rojioBHOM MO3rT, IeYeHb, Cejle3eHKa,
auMdaTuyeckme y3Jbl MM KOCTU. [IMarHos oIrpenensieTcss II0
M300paKeHUI0 M3  pasjJMyHbIX  MCCAeNOBaHMI, TaKMX  Kak
YVJIbTPAa3ByKOBOE,  PEHTTeHOBCKOE,  MarHUTHO-pEe30HaHCHas U
KOMIIbIOTEepHasE ToMorpadust, CUMHTUTpadus KocTei ckeneTa. YTOObI
ompenenuTh, mopakeHa au IIHC, 6epyr mpoby CHMHHOMO3IOBO
KUAKOCTU (JIloMbOanbHasi MYHKIMSI) M MCCIeOyIOT ee Ha Haauuue
JleikeMuUYeCcKx KIeTok. JlajpHeniiass TIOATOTOBKA K JIEUEHUIO
3aK/II04YaeTCs B TIPOBEPKeE cepaevyHom IesITeJIbHOCTU
(anekTpokapauorpadus, IOKI' wm sxokapauorpadusi, OXoKI) u
(OYHKIMOHAIBHOTO COCTOSIHMSI Mo3ra (3/eKkTposHiledanorpadus,
22I'). I3aMmeHeHMs1, KOTOpble MOTYT IPOU3ONTU BO BpeMs Tepariumu,
IOJDKHBI OLIEHMBATbCS HA OCHOBAHUM ISTUX MUCXOOHBIX NAHHBIX.
KomIuiekcHbie Jj1abopaTopHble MCCAeMOBaHMSI TIOMOTAlOT OI€HUTD
o01lee COCTOSIHME TIaliMeHTa M YCTaHOBUTb, MMEIOTCSI JIM Yy HEero
HapyleHus: oOMeHa BellecTB MM (PYHKIUI KaKux-aubo OpraHoB
(HaripuMmep, TMOYEK WM ITleYyeHM), BOSHUKIIUX M3-3a JIeMKO3a, UTO
MOXXET OBITb OCOOEHHO BaKHO OO0 WIM BO BpeMms jeueHus. s
BO3MOKHO HEOOXOOMMBbIX IMepeMBaHMuii KPOBU CIeoyeT YCTAaHOBUTD
IPYIITY KPOBU MallMEeHTa.

He Bce wucciemoBaHus 00s13aTeTbHBI IJISl Kakpgoro mamueHrta. OT
MeOIMLINMHCKUX pa6OTHI/IKOB BbI ITOJIYUNTE I/IH(I)OpMaI_U/IIO O TOM, KaKue
MMEHHO ANAarHOoCTN4YeCKHue Imponeaypbl HEO6XO,ZU/IM])I JJIs1



IVIaHNUPOBaHUA Tepalinu.

B c1yyae mnonarBepxkmeHus auarHosa OJUJI rmammueHTa CpPOYHO
HampaB/SIlOT B OHKOAMCIIAHCED WM LEeHTp, TIOe UMEKTCI U
BO3MOYKHOCTbh Haubosiee COBpeMeHHOro 1 3¢ (GeKTUBHOIO JeueHusI, "
y3K1e CIIeLMaJyCThI II0 paKOBBIM 3a00/1eBaHMSIM (Bpadl, MeICeCTPhI).
Bpaunu cneumann3MpoBaHHbIX OTHEJE€HUI ITOCTOSSHHO HAaXOHSTCS B
TeCHOM paboyeM KOHTaKTe, JieueHue MaiyeHTa IMPOBOAUTCS UMM IO
COBMECTHO pa3pabOTaHHbIM M CUCTEMaTUUYHO YCOBEPIIEHCTBYEMbIM
IUIaHAM Tepanum.

LleuTpanbHoe MecTo B jieueHuu OJIJI sanumaet XT. XT - 310 1eueHne
MeOyKaMeHTaMM, KOTOpble MeIlaloT POCTY KJIEeTOK (IMTOCTATUKMU). Y
HEKOTOPBIX MMallMeHTOB AOIOJHUTENbHO obnmyuaeTcs ITHC (obmyuenme
rosioBbl). B HEeKOTOPBIX ciydyasx npumeHseTcss XT BbICOKMMU 103aMU
rpernapatoB ¢ nociaenyouiet TT'CK. Llenb 1edeHns: — 1o BO3MOXKHOCTU
TMOJTHOCTBI0 YHUUTOXUTD JIeIKeMuJyecKue KJIeTKM BO BCEM OpraHU3Me,
yro6bl KM BHOBH CMOr paboTaTh KaK KpPOBETBOPHBIN OpraH.
MHTEeHCUBHOCTb U  MPOOOKUTENbHOCTh XT, HeoOXOmMMOCTb
oomyuenus IITHC wmnm TI'CK, a Takke MporHo3 060se3HM 3aBUCSIT
IIPEX]IEe BCErO OT TOro, Kakum mmeHHO Turiom OJIJI 6oyieH mamyueHT,
HACKOJIbKO JIeiIKeMuUyeCcKye KJIeTKNU PacIpoCTPaHUINUCh 110 OPraHu3My
M Kak JIeiiKO3 pearMpyeT Ha Tepamnuio. JleueHue 3peioKIeTOYHOM B-
dopmbl OJIVT oT/iMyaeTcs OT JiedeHMsT BCeX OCTa/IbHbIX moaTurioB OJIJI.
[TarieHTHI C TaKMM [OMArHO30M IIOJy4YalOT Ty K€ Tepanuio, 4YTo U
MalMeHTbhl C HeXOMKKMHCKOI JnMbOMOii M3 3peybiXx B-KieToK.
[TosTomy ciepywomiass MHQOpMaluUsi O Xode JieueHMSI K HUM He
OTHOCUTCSI.

JleueHne nauyeHTOB C auarHosom OJIJI (kpome 3penoKIeTOYHOM B-
dopmbr OJIJI) mogpasmensieTcss Ha 4 Gonbiux dTarna. YeTbipe ¢hassl
Tepanuy OTIAMUYAIOTCSI APYr OT Apyra IO MNPOOOIKUTEIbHOCTU, IO
VCIIOZIb30BAHMI0  HEKOTOPbIX  MeOMKAaMEeHTOB, a TaKXe IO
MHTEHCUBHOCTU U Leasam jJedeHus. 1. UHOyKOus: sTarn UHTEHCUBHOM
XT, ero 1ejnp — YHUUTOXUTH 3a KOPOTKOE BpeMsi MaKCHMMaJIbHOe
YMCIO JIEMKO3HBIX KJIETOK M OOCTUYb pemMuccum. JleueHue OJIUTCS
MPUOIU3UTEIBHO OT ISITH [0 BOCbMM Hepesnb. 2. KoHcommpauus u
MHTEHCUBHASl Tepanus: JieueHue IIPOBOAMUTCS HECKOJIbKO MecCsLeB
(IpMMepHO OT 2 10 5), ero 1ejb — C MOMOIIbI0 HOBBIX KOMOMHALIMIA
[pernapaToB MPONO/DKUTb YHUUTOXEHME JIeMKeMUUYEeCKUX KIIEeTOK U
3aKpenuTh peMUCCHIo. BasKHbIM 3/1eMeHTOM SIBJIsieTCSI MpoduIaKTUKa
nopakeuusi IIHC (nipeBeHTMBHOe JjeyeHue). [nasg 3TOoro B
CIIMHHOMO3TOBOM  KaHajl  BBOISTCS  MeOUKAMEHTbl U  IIpU
HeoOXOIMMOCTHM TOTIOIHUTEIbHO Ha3HauyaeTcsl 00yueHyre rojIOBHOTO



Mo3ra (HarpuMmep, ecjiv UMeKTCSl JaHHble 0 mopaxeHuu ITHC). dtoT
3Tamn OO/DKeH He OOIYCTUTH IOINagaHUus JIeKeMUUYeCKUX KIeTOK B
TOJIOBHOJ M CITMHHOJ MO3T WJIM, UTO ObIBAET Yallle, UX pa3MHOKEHMS.
3. PemHaoyKius: jedyeHue MPOBOAUTCS KaK B IepUOn, UHIAYKIIUU, €ro
LleJlb — OKOHYATEeJbHO Pa3pylIUTb BCe JielikeMUYeCKue KJIETKU U TeM
caMbIM MMHMMM3MPOBATh pPUCK Bo3BpaTra OonesHu. Ob6mas
MIPOAO/IKUTEILHOCTD PEMHIOYKIUU MOXET COCTaBJISTh OT HECKOJIbKUX
Hellelb 0 MecsileB, Ha 3TOM 3Tane ¢a3bl MHTEHCUBHOIO JieUeHUS
yepenyoTcsa ¢ naysamu B XT. 4. [logpepkuBaroliee JieueHue WIU
IUINTe/IbHAs Teparus: Ha 3TOM STalle Ha3HA4YalTCs HEeBbICOKME 03bI
XT. Oco6eHHOCTD JIeueHMsT 3aK/II0UYAeTCSI B TOM, UTO OHO ITPOBOAMTCSI
oauTeabHOEe BpeMs, KaK IpaBuiIo, ITOKa ero oOIuii CPOK He COCTaBUT
2 rona. JleueHue MPOUCXOAUT B OCHOBHOM aMOy/JIaTOPHO, €ro Iiejlb —
VHUUTOXUTh BCe Te JIeMKeMUYeCKue KIeTKM, KOTOpble CMOI/IU
BbUKUTD axKe IOC/Ie MHTEHCUBHOM Teparmu.

Bonbuioii mporpecc B Tepanuu 3a IOCIAEOHUE TPU HOEeCITUIETUS
3HAUMTEJbHO YBeIUUMI IIaHCbl u3neunutbcsi oT OJIJI. Baaropmaps
BHEJIDEHUIO COBpPeMEHHbIX MeTOMIOB McCaedoBaHuUs U  Oonee
3(pPeKTUBHBIX CTaHAAPTU3UPOBAHHBIX TIPOTOKOJIOB
KoMOuHMpoBaHHOM XT BbI3ZOpaBAMBaIOT OKOjaO 70 % 3aboneBImmMx
OJUI. Ecnu nmauyeHT mpOoXKU Tocie jJedeHus 5 jieT 6e3 peliBOB, OH
CUMTAEeTCs 3M0POBBIM (5-JIETHSISI BBDKMBAE€MOCTD). Y UacTy IallieHTOB
MOKeT HaO/II0maThCsl BO3BpaT 3abomeBanust (peunanus). Kak mpasuio,
peluAuB HACTyIlaeT B TMepBble 2-3 Tofa IMOCIe YCTAHOBJIEHWUS
oMar{Ho3a U B KpajiHe peIKUX caydasx — Iocie 5 jieT. B 11ejiom 1aHchl
BbI3IOPOBETh IIPM peLuuaVBe 3HAUUTEJIbHO HWKe, YeM Mpu
TepBUUYHOM 3a001€BaHNUM, XOTS Y HEKOTOPBIX 3a00/1€BIINX ITOBTOPHOE
JleyeHMe JOCTUTaeT XOpoliero pesyabrata. Heobxoamoe 3aMeuaHue:
Ha3BaHHbIE MPOLEHTHI BbI3JAOPOBEBIINX SIBJISIOTCS CTATUCTUUECKUMU
rnokazarenssmMu. OHM TOYHO U [OOCTOBEPHO OINMCHIBAKOT JINIIb
COBOKYITHOCTh 3a6oseBmiux OJI. CTaTUCTMKA He MOKET MpeacKa3aTh,
BbI3[IOPOBEET MallMeHT, Wiu HeT. JIelKko3bl maxe TMpU CaMbIX
6/1arOMPUSITHBIX MM HeOJarornpusTHBIX YUIOBUSIX MOTYT IIPOTEKaThb
abCoOIOTHO HeIlpeicKazyeMo.



IIpunoskenue I'.

IIpunoskeune I'l. IlIkasa oreHKM 001IIero COCTOSIHUS
nanyeHTa nmo sepcun ECOG

IlIkasa oIeHKM 00IIero COCTOSTHMS nmanuenTa mo sepcun ECOG
OpununanbHoe Ha3BaHMe: The ECOG Scale of Performance Status.

Hctounnk: Oken M.M. et al. Toxicity and response criteria of the
Eastern Cooperative Oncology Group. Am J Clin Oncol 1982;5(6):649-
65 [16].

Turm: mKaaa OLeHKMN.
HasHaueHMe: KIMHMUYECKAs OLIeHKA OOIIero COCTOSIHMS TallieHTa.
CopepykaHue U MHTepIIpeTanus:

Tao6numa 8. IlIkana oeHKM OOIIero COCTOSIHMS IallyieHTa 110 BepCcuu
ECOG

Crartyc (6annbi) OnucaHue obwero COCToAsHMA NaLMeHTa

0 MaumeHT NONHOCTbIO aKTUBEH, CNoco6eH BbINOJIHATb BCE, KaK U A0
3aboneBaHus
1 MaumneHT Hecnoco6eH BbIMOJIHATb TAXKENYI0, HO MOXXET BbIMNOJIHATb

JIErKy0 Win cuasadyro pa6oTty (HanpuMmep, Jierkyo AOMALIHIOW WU
KaHLUenspckylo pa6ory)

2 MauneHT neuntcsas ambynatopHo, cnocob6eH K camMoo6Ccny>XMBaHuUIO,
HO He MOXXEeT BbINoJIHATb pa6oTy. bonee 50 % BpeMeHu npoBOAUT
aKTUBHO — B BEPTUKAJ/IbHOM MOJI0XKEHUUN

3 MaumeHT cnoco6eH nuvlb K OrpaHU4YEeHHOMY caMoo6cny)XKuBaHUIO,
nposoAUT B Kpecne wan nocrenm 6onee 50 % BpeMeHM
6oapcTBOBaHMNA

4 UHBanua, coBeplweHHO He cnocobeH Kk camoob6cny)xmBaHuio,

NMPUKOBaH K Kpecsly Wiu nocrenu

IIpunoxkenue I'2. UmmyHoO/10rnuyeckas
kiaaccudukanya OJ1J1

Ta6muua 9. immyHonorndeckast kiaaccuduranms OJIJ1

KnioueBble Mapkepbl Ans guarHoctuku OJIJT n3 npepwectBeHHUKOB B-numdouutos: CD19+ u
CD79a+ n/vnun cyCD22+

CD 10- OJ1J1 u3 npo-B-numdobnacros (B-I)




CD10+ cylg-

Common- OJ1N1 (B-II)

cylg+ slg-

ONN1 n3 npe-B-numdobnacros (B-III)

slg+

OJ11 n3 3penbix B-numdbountos (B-1V)

Kntouesble Mmapkepbl ans OJ1J1 n3 npeawecrseHHUKoB T-numooumtos: cyCD3+ n CD7+

cyCD3+ CD7 TOnbKO

OJ111 n3 npo-T-numdobnacros (T-I)

CD2+ wn/wnn CD5+

ON1N n3 npe-T-numdobnactos (T-1I)

CDla+ OJI1 w3 kopTukanbHbix T-numdpobnacros
(T-11I)
sCD3+ CD1la- OJ11 n3 3penbix T-numdountos (T-1V)

sCD3+ aHTu-TCR a/B+

a/B+ T-knetouHsblit O (rpynna a)

sCD3+anti-TCR y/0+

y/3+ T-knetouHbln OJ11 (rpynna b)

IIpunoxenue I'3. OCHOBHBIE reHEeTUYeCKue

anomasiuu mpu OJIJ1

Ta6ma 10. OcHoBHBIe reHeTHueckye aHoMayy npu OJIJ1

Ip32

onn AHOManusa BoBsieyeHHble YacroTa MeTtoa perekumun
reHbl
B- £(9;22)(q34;911) BCR ABL B3pocnble: oT-nupP
KJ1ETOYHbIN 30 %
Oetn: 3 %
t(12;21) TEL AML1 B3pocnble: oT-nup
(p33;922) <1 %
Oetun: 20 %
t(4;11)(g21;923) MLL AF4 B3pocnble: oT-nup
5%
Odetun
Mnajglero
BO3pacrTa:
60 %
t(1;19)(g23;p33) E2A PBX1 5 % OT-nup
t(8;14)(q24;932) c-MYC IgH 1% FISH
t(17;19) E2A HLF <1 % oT-nupP
(922;p33)
t(11;19) MLL ENL <1 % oT-nup
(923;p33)
MyTauunmn JAK1/2/3 10 % CekBeHunpoBaHue
T- t(10;14) HOX11 TCRa/B B3pocnble: oT-nup
KN1eTOYHbIN (g24;q11) HOX11 TCRP 31 %
t(7;10)(gq34;924) Oetn: 7 %
t(5;14)(g35;932) HOX11L2 TCRa/B B3pocnble: OT-NupP, FISH
13 %
Oetn: 20 %
t(l;14)(p32;911) TALI TCRa/B 1-3 % oT-nup
HopManbHbIt SIL TALI 9-30 % oT-nup




inv(7)(pl5q34), FeHbl HOXA TCRP 5% FISH, OT-MNuP
t(7;7)

t(10;11) CALM AF10 10 % FISH
(p33;q14-21)

t(9;9)(q34;934) NUP214 ABL1 6 % FISH
t(9;14)(q34;934) EML1 ABL1 <1 % FISH

MyTtaunm NOTCH NOTCH1 50 % CekBeHupoBaHue
1

MyTtauuun JAK1 JAK1 18 % CekBeHnpoBaHue




