MUHUCTEPCTBO
3O0PABOOXPAHEHMUA
POCCUMCKOU ®EOEPALINN

Kinnangeckue peroMeHaanuun

OcTtpsbie 1MM@OOIaACTHBIE JICHIKO3bI

Konuposanue o MexxayHapogHOM CTaTUCTUYECKOM
KiIaccuduraiuy 60e3He 1 mpobaeM, CBsI3aHHbIX co 3mopoBkeM: C91.0, C91.5, C91.7, C91.8,
C91.9, C83.5, C83.7

Ton yTBepskaeHus (yactoTa rnepecMmorpa): 2020
BospacTtHas kateropusi: Bapocibie
T'om okoHuaHMs gercTBus: 2022
ID: 496
Pa3paboTunK KIMHNYECKOI PEKOMEHIALIN
e Acconyanusa oHKoJoros Poccun

¢ HekoMmMmepuyecKoe  IapTHEPCTBO  CONENCTBUSA  PasBUTUIO  IeMaToJIOTUM
TPAHCIVIAHTOIOTMM KOCTHOrO Mo3ra "HaumoHanibHOe reMaToIornieckoe o061ecTso"

Omo6peno Hayuno-mnpakruueckum CoBeTom MuH3sapaBa PO



OrjnaBjieHue

Cricok cokparieHuii

TepMuHBI 1 onipefeneHns

1. Kparkas wuHdbopmanusi 1Mo 3ab0/JeBaHUIO MM COCTOSIHMIO (TPYIIbI 3a00/eBaHU MU
COCTOSTHUIA)

1.1 Ompenenenue 3a60meBaHNs WM COCTOSTHYSI (TPYIIITBI 3a60/I€BAHUIA VIJIU COCTOSTHUIA)

1.2 Ortuonmorus ¥ maTOTeHe3 3ab0MeBaHUS WM COCTOSIHUS (TPYIIIbI 3a60/e€BaHUN MU
COCTOSIHUIA)

1.3 dumaemMuonorus 3a6oeBaHust UV COCTOSIHMS (TPYIIIIbI 3a60/1€BaHMI MJTM COCTOSTHMIA)

1.4 OcoGeHHOCTM KOOMPOBaHMS 3a00TeBaHUSI MM COCTOSTHUS (TPYIIIbI 3a00/eBaHMii Win
COCTOSIHMIA) 10 MeKIyHapoaHOi cTaTuMyeckoit kimacudukauuu 6GojesHeir 1  Mpobiem,
CBSI3aHHBIX CO 3J0POBbEM

1.5 Knaccuduxkaiyst 3a60eBaHMsI WV COCTOSTHUST (TPYIIITBI 3a60/IeBaHNI VIV COCTOSTHIIA)

1.6 Kinuunaeckast KapTyHa 3a001€BaHMsI MJTM COCTOSTHMS (TPYTIITbI 3a60/1I€BaHMIT WJTM COCTOSTHIIN)
2. JnarHocTMKa 3aboieBaHMsSI WM COCTOSIHMSI (TPYIIIbI 3a00NeBaHMIi MM  COCTOSTHWIA)
MeAULMHCKYE TOKa3aHUsI M TPOTUBOIIOKA3aHMS K MIPUMEHEHUIO MeTOI0B AMarHOCTUKU

2.1 >Kano6sl 1 aHaMHe3

2.2 ®usuKaabHOe 06C/IefoBaHIe

2.3 JlabopaTopHbIe AMAarHOCTUYECKIe MCC/IeOBaHMs

2.4 VIHCTpyMeHTalbHble JMarHoCTUYeCKe UCCIeq0BaHMS

2.5 MHble nuarHocTuyecKme MCciaeoBaHmsI

3. JleueHye, BK/IIOUAsT MeIMKaMEHTO3HYI0 M HeMeIMKaMEeHTO3HYI0 Tepaluy, AVeTOTepanuio,
o0be3bonBaHMe, MeAUIIMHCKYE TIOKa3aHMS ¥ TMPOTMBOIOKA3aHMSI K IPUMEHEHUI0 MeTONIOB
Jle4yeHust

4. MemuuuHcKas peabwiMTauusi, MeOULIVHCKME TIOKa3aHMsS U IPOTMBOIIOKA3aHUSI K
TIPUMEHEHUIO0 MeTO/IOB PeabuInTaum

5. Tlpodmnaktvka ¥ [OUCIIAHCEpHOe  HaOMIOfeHMe, MeOUIVHCKME TIOKa3aHuUs U
MPOTUBOTIOKA3aHMUS K TPUMEHEHUIO METOJ0B MPOGUIaKTUKN

6. Opranmusanus oka3aHusi MegUIMHCKO TOMOIII

7. ODomonHuTenbHasA MHGOpPMAIUs (B TOM uKcie GakToOpbl, BIMSIONME Ha UCXO[ 3a00IeBaHNs
VIV COCTOSTHMS)

Kpurepun onieHKM KauecTBa MeIUIMHCKON ITOMOIIN

CIMCOK MUTepaTyphl

IMpunosxkenne Al. CoctaB paboueit TpyIIbl M0 pa3paboTKe ¥ IE€PecMOTPY KIMHUYECKUX
peKoMeHIauuii

ITpunokeHne A2. MeTomonaorus pa3padoTKM KIMHUYECKMUX PeKOMEeHIaImii

[Tpunoxenue A3. CnpaBOUHble MaTepuasbl, BK/I0Uasi COOTBETCTBME TTOKa3aHMIi K TPUMEHEHUIO
U TIPOTUBOTIOKA3aHUIA, CITOCOO0B NMPUMEHEHMS U 03 JIEKaPCTBEHHBIX MPENapaToB, MHCTPYKIIUU
10 IPUMEHEHMIO JIeKapCTBEHHOTO Ipernapara

[Mpunoxkenue b. AIropuTMBbI €ACTBUIA Bpaya

[Tpunoxkenue B. iHdopMmalius s mamyeHTa

IMpunoxkenme TI'1-IN. [Ikanpl OLIEHKM, BONPOCHUKM U [pPyTMe OLIeHOUHbIE MHCTPYMEHTbI
COCTOSIHMSI MTalIieHTa, IPUBeIeHHbIe B KIIMHNYECKMX PEKOMEeH AL MsIX



CrMcoK coKpalleHUMn

Anno-TTCK - TpaHcIIaHTauys a/UIOT€HHBIX TeMOIIO3TUYECKMX CTBOIOBBIX KIETOK
AJIT - anaHMHaMMHOTpaHcdepasa

ACT - acnapraTamMuMHOTpaHcdepasa

AyTo-TI'CK — TpaHCIIJIaHTaL /s ayTOJOTMYHBIX FeMOITO3TUYECKUX CTBOIOBBIX KJI€TOK
AUTB — akTMBMPOBAHHOE YaCTUYHOE TPOMOOIIIACTUHOBOE BPeMs

BPB - 6e3penuanBHast BbIKMBAEMOCTD

BKJI — BO/10CaTOK/IETOUHBIV JIETIKO3

BO3 knaccuduranyst — knaccuburanus BceMupHoii opraHu3alum 31paBo0XpaHeHUs
I-KC® - rpaHy/IOIUTaPHBIN KOTOHMECTUMYIVPYIOIINT haKTop

UT - nHOyKUMOHHAY Tepanus

WTK - TMpO3MHKMHA3HBII MHTUOUTOP

KU - knmHuuyeckue muccaegoBaHms

KM — KOCTHBII MO3T

KT - xoMmmbioTepHast ToMorpadust

JIb - numdoma bepkurta

JIBJI — numdobaacTHas mmMdoma

JIIT' — nakraTtoerugporeHasa

MOB — MMHUMAaJIbHAS OCTATOUHAsI O0JIEe3Hb

HXJT — HeXOmKKMHCKYE JTMM(POMBI

OAK - o61mit (KIVMHUYEeCKMit) aHaan3 KPOBU

OB - 06111251 BbDKMBAeMOCTb

OJI - oCTpblii Jieliko3

OJIJT — ocTpslit muMQpO6IaCTHBIN JTeiiK03

OMIJI - oCTpblil MUeIOUIHBIN JIEJIKO3

OPIIC — oCTpblii pecnMpaToOpHbIi IUCTPeCcC-CUHAPOM

OT-IILIP - monumMepasHas ernHas peakuysi C 00paTHO TPaHCKPUIIIMEIi
[1P — monHas pemuccust

[P — nonvmepa3Has 1jelHas peakiyst

[I3T/KT — mo3UTPOHHO-IMUCCUOHHASI KOMITBIOTEPHAST TOMOTpadust
TI'CK - TpaHCIUIAHTALMSI TeMOTO3TUYECKMX CTBOJIOBBIX KJIETOK

VIII — ypOBeHb JOCTOBEPHOCTU JOKA3aTeIbCTB

V3U - ynbTpa3ByKOBOE UCC/IEAOBAHME

VVYP - ypoBeHb y6eauTeIbHOCTY peKOMeHIalii

XT — xuMmmuoTepanus



XMJI — XpoHUYECKUII MUETOJIENKO3
LIMB — nuromeranoBupyc

ITHC - ueHTpasibHast HepBHas cucTeMa
KT - snexTpoxrapauorpadms

Ix0KT - sxokapayuorpadus

CD - knactep guddepeHIMPOBKI

ECOG (Eastern Cooperative Oncology Group status) — mkajsia OI[eHKM COCTOSIHUSI TTallIeHTa I10
KpuTepussMm BoCTOYHOI KOOTIEpaTUBHOM OHKOJIOTMYECKO TPYIIIbI

EWALL - EBpormejickasi McCaemoBaTeabCckas TPyIia I0 M3YYeHUI0 OCTPOTo JiMMGp0oO6IacTHOTO
Jeiiko3a

FISH-uccinenoBaHue — MccieqoBaHue MeTonoM (GIyopeciieHTHOM TMbpuausainmu in situ
GMALL - Hemelikast uccjiefoBaTe/IbCKasi IPyIINa 10 U3yYeHUI0 OCTPOro JMM@o61acTHOTO JIeiiko3a

GRAALL - ®paHIiysckas MCCIeI0BaTeNbCKas TPYIa 0 M3YYEHUIO OCTPOro JiMMQpoG6IacTHOTO
Jleiiko3a

MD Anderson CRC - AMepuKaHCKasl MCCIeOOBATeIbCKasl TPYIIa OHKOJIOIMYECKOTO HAyYHOIO
neHTpa umenu M.Jl. AHIepcoHa

Ph+ OJUI wim Ph-nosutuBHbi OJUI — ocTphiit auMGOOIaCTHBIA JI€MK03, IMpU KOTOPOM
omnpenesnesieTcs TpaHcIokauus t(9;22)

Ph- OJIJI munu Ph-ueratusubiit OJIJI — ocTpbiit uM@OGIaCTHBIA JI€iKO3, MpU KOTOPOM He
o6HapykK1BaeTcst TpaHcToKanus t(9;22)

RALL — Poccuiickast MccienoBaTeabcKasi TPyIIa 10 JIEYeHUIO OCTPOro JuM@osieiikosa y B3pOCIbIX
TdT —-TepMuHaIbHas Je30KCUHYKIEOTUIMITPaHChepasa
** — KM3HEHHO HeOOXOAVIMbIE 1 BaskKHeJiII/e JIeKapCTBEeHHbIe ITperapaThl

# — Iperapar, IPUMEHSIOIIMIICI He B COOTBETCTBMM C IIOKA3aHMSAMM K IIPUMEHEHUIO WU
[IPOTUBONOKA3AHMSIMM, CIIOCO0AMM MIPUMEHEHMS U H03aMM, COAePKALIMMMUCI B MHCTPYKLIMUM I10
MIpUMEHEeHMIO JIeKapCTBeHHOro Iperapata (obd-eii6m)



TepMI/IHbI n oripeaec/JieHus

Octpbie auMdOGIaCTHBIE JEeKO3bI — 3TO TeTeporeHHas TPYIa KJIOHAIbHBIX 3ab0seBaHMit
CUCTeMbI KPOBM, BO3HMUKAIOIIMX BCIECTBME MyTauyy B T- niau B-kieTkax-mpeiiecTBeHHUIIAX.

Ph-HeraTuBHbIe OCTpbIe IMM(OOGIACTHBIE JIEHKO3bI — 3TO IPYIA, 06beIMHSIONIAs] HECKOIbKO
MOATUIIOB  OCTPbIX  JMMGOOGIACTHBIX JIEKO30B, TIPUM  KOTOPBIX He OGHApYKMBAaeTCs
bunamenbduiickas xpomocoma (Ph-t(9;22)). B Hee BKIIoueHbI Bce B-kimeTouHbie U T-KIeTOYHbIE
octpble mnMdoO6IacTHbIE JIeTTKO3bI U TMMdoO6IacTHbIE TMM(OMBI.

Ph-no3uTUBHBII OCTPHIi JMMGpOGIACTHBIN JIEIKO3 — 3TO BAaPMAHT OCTPOro JUMMQO6IacTHOrO
JIeiiko3a, MpyU KOTOPOM METO[OM CTaHAAPTHOTO LIMTOTeHeTuuyecKoro ucciemoBanus (G-banding)
wmn Metogom FISH ompepensiercss TpaHcmokamus t (9;22). JuarHo3 Ph-To3uTMBHOTO OCTPOTO
mM(bO6IaCTHOTO JIeI K032 He MOKET ObITh OCHOBAH TOJBKO HA METOIe MOJIEKY/ISIPHOM IeTeKIUA
XMMEPHOTO TpaHcKpurTa. LiutoreHetnueckoe mau FISH (metop, (yopeciieHTHOV rMopuav3anum
in situ) MccemoBaHMS SIBJISIIOTCSI 00sI3aTeMbHBIMM. MeTOmOM ITOIMMepasHOi IIeIHO peaKIun
orpeesisieTcsl BapMaHT XMMEPHOIO TPAHCKPUIITA, KOTOPbI B dajibHENIIeM MCIOAb3yeTCs IJIsi
MOHMUTOPMHIA MMHMMAJIBHOM OCTATOUYHOI O0Ie3HNA.

ITonHass peMuccusi — 3TO COCTOSIHME KPOBETBOPHOW TKaHWU, IIPYU KOTOPOM B ITyHKTaTe KOCTHOTO
Mo3ra OOHapyKMBaeTcss 5% ¥ MeHee GIacTHBIX KJIETOK MPY HOPMAJbHOM COOTHOIIEHUM BCEX
POCTKOB KPOBETBOPEHMS, IIPU KOJIMUYECTBE HeTPoIoB B mepudepnuueckoii Kposu 6osee 1,0 x
10%/n1, mpu KomMuecTBe TPOMOGOLUTOB OGonmee iy paBHOM 100 x 10°/1, mpm orcyTcTBUM
9KCTPAMeAY/UISIPHBIX OYaroB JieiikeMuueckoro pocta. KoHcratauuss MOpQOIOrMYecKky TMOTHOMN
pemuccum (COOTBETCTBEHHO, OLleHKA Pe3UCTEHTHOCTH) OCYILeCTBIISIeTCS MO0 1ocie nepBoii dasel
MHIYKIMOHHONM Tepamnuu, Jnbo Tociae BTOPOii. [IpM OTCYTCTBUM IIONHOM PEMUCCUU TIOCHEe
3aBepIIeHNsT JBYX 3TANOB MHAYKIMOHHONM Tepamuu perucrpupyercss pedpaxkrepHasi ¢dopma
octporo auMbo6IacTHOTO Jeiiko3a. B 9Toif CBSI3M HEOOXOAMMO MMOOYEpPKHYTb, UTO Yy psija
MalyeHTOoB I0cje 3aBeplieHNs BTopoit Ga3bl MHAYKIMOHHOI Tepanuu Ha (poHe BOCCTaHOBJIEHUS
KPOBETBOpEeHMSI ToCJIe [IMTOCTAaTUUEeCKOTO BO3JIe/CTBMSI B PaHHME CPOKM I1OC/Ie ero 3aBeplieHust
MOYKET OTPEeNeNsIThCS YBEIMUEHHbIN MPOIEHT 6IacTHBIX KIeToK (mo 10-12 %). B satom ciyuae
(0coGeHHO ecy TIOMHAsT peMuccusl O6blIa 3aduKCcMpoBaHa IOCe MepBoit (asbl MHIYKIVMOHHOM
Tepanun) yepes3 HeJemo Ha GOHe BOCCTAHOBJIIEHHOTO KPOBETBOPEHMSI 11€J1eCO06pa3HO BITIOTHUTD
TTIOBTOPHYIO CTEPHAIBHYIO ITyHKIAIO.

IMonnasi pemuccusi TOApa3fensieTcssi Ha TPU OCHOBHBIX TuMA: 1) LUTOreHeTuyeckas, 2)
MOJIEKYJIIPHAsI, 3) C HEIIOJHBIM BOCCTaHOBJIEHMEM ITOKa3aTesei mepudepuyeckoii KpoBu, Korma
YICI0 HeNTpohmaoB MeHee 1 x 109/11, a TpoMb6onuTOB MeHee 10 x 10%/n. Tlocnenuss KaTeropust
OroBapMUBaeTCs CIielMaabHO, TTOCKOIbKY, TT0 PSIAY JAHHBIX, TIPOrHO3 Y TaKMUX Mal[ieHTOB HeCKOIbKO
xyke. [Ipy 3TOM 3KCIIepThl He PEKOMEHIYIOT KOHCTATMPOBATh y TaKMX TMAlMEHTOB ITOJHYIO
pemuccuio. TeM He MeHee BHe KIMHMUYECKUMX MCCAEOOBaHUII 3Ty (QOPMYIMPOBKY OTBETa
TIPUMEHSIOT PeJIKO.

YactnuHas peMuccust (YaCTUIHBIN OTBET) — 3TOT TEPMUH PEKOMEHIYIOT MCII0/Ib30BaTh TOJIBKO B
KIMHNYeCcKuX nccrenoBanusx 1-II ¢dasbl, olleHMBAOIMX MTPOTUBOOIYX0IEBYI0 3G (eKTUBHOCTS,
TOKCMUYHOCTb, TIEPEHOCMMOCTb HOBBIX NpPenapaToB M OMpefensiomX ONTUMAaabHble 4O03bl 3TUX
1penaparos.

PesucrenTHass popma - 3Ta hopMa 3ab60seBaHMSI, KOTOPAsT KOHCTATUPYETCS MPU OTCYTCTBUMU
TIOJTHO¥ PEMMCCUY TTOC/IE 3aBeplieHts] ABYX (a3 MHIYKIIMOHHOM Teparun.

PaHHSS cMepTh — 3TO CMepTh IMallieHTa B TIePUOJ, MHAYKIMOHHOI Tepamnit (IByX dha3 MHIYKIUN
IUIST OCTPBIX JIMM(OOIACTHBIX JIeiiko30B). CaeayeT MOJUePKHYTh, UTO STOT KPUTEPUIi SIBIISIETCS
0600MIAIOIIMM [JIsI TIOHSATUS Iubey TMalyeHTa B Ipolecce MHAYKIMOHHONM Teparuu. Yaiie
MCIIONB3YIOT TEPMUH «CMEPTb B IEPUON MHAYKLUMM», UTO GOJee UeTKO OTpakaeT CUTYaIIMIO,
ITOCKOJIbKY B psifie CIyyaeB CMEPTb MallMeHTa IPOMCXOAUT Ha BTOPOI (ase MHIYKLMOHHOM
Tepamnuyu, IpyU STOM y HuX OGblla 3aperMcTpMpoBaHa ITOJHAS PEMMCCHS TIOCIe IepBOoil (asbl
MHOYKUMOHHOI Tepanuu. B 3TUX cIydasx CMepTh PacCMaTpUBAIOT KaK CMEPTh B KOHCOMMAALIAMI
MM CMePTh TI0C/Ie TOCTVOKEHMs ITOJTHOM PeMMUCCUNA.



Peuuaus — 5TO COCTOSTHME KOHCTATUPYETCS TIPY OOHAPYKEHUN B ITYHKTATe KOCTHOTO MO3Ta 6ojee
5 % 6macTHBIX KIETOK. PelinanB 3a60eBaHMs HE KOHCTATUPYETCS ITPY 06HAPYKEHUY B OUepeTHOM
KOHTPOJIbHOM ITYHKTaTe KOCTHOTO Mo3ra 6osee 5 % 6GnacTHBIX K/IeTOK, HO MeHee 10 %, B Tex
CIyvasix, KOTma IyHKIMST KOCTHOTO MO3Ta IIPOM3BOOMTCS B paHHME CPOKM TOCIe Kypca
XMMMOTEPATUK WU UCTIONIb30BAIUCh POCTOBbIE TEMOIOITHYECKIE GaKTOPI C IeTbI0 COKPAIEHNS
repuoza HeMTPOIIeHMH, TIPU STOM aHaIM3 repudbepudeckoii KpOBY HOPMaJbHbIN M OTCYTCTBYIOT
9KCTpaMeAy/UIIpHbIe TTOpaXkeHMsI. BTopasi muarHocTnyeckasl MyHKUIMS OCYIIECTBISIETCS uepes 7—
10 gHeit mocte iepBoit. Ecii coXpaHsieTcst MPOLEHT GIaCTHBIX KIETOK BBIIIE 5 UV OTMEUAETCS UX
yBesimueHue (Hanpumep, ¢ 7 10 13 %), To KOHCTaTUPYeTCsT peluanB.

PanHwmii peruaus — 3Ta Gopma peluayvBa HA3bIBAETCS B TOM CJIy4yae, eC OH PerucTpUpyeTcs
paHblile, yeM yepes MoATroAa OT MOMEHTa OKOHUYaHMSI MTOAAepKMUBaIoILel Tepanum uin Ha Tepanun
rnowie AOCTVKeHMsT pemuccun. [TO3OHMM CUMTaeTCs TOT pelyIMB, KOTODBIV BO3HMKAeT 4yepes
nonrofga u 6Gosee OT OKOHYaHMS TMOAAEPKMBAKONIEH Tepamuu. PelaMBOM TaKKe SIBJISETCS U
BHEKOCTHOMO3IOBO€ TOpaskeHMe (HeliposeiikeMusi, IOPaKeHye SIMYeK, yBeludeHye cele3eHKN U
T. O.) OaXe IPU OTCYTCTBMM M3MEHEHUI B KpPOBM M KOCTHOM MO3re. BHEKOCTHOMO3TOBBIE
penuaMBbl  (OCOOEHHO TIOpakeHMe IIeHTPaJbHOM HEepPBHON CHUCTEMbI) IPU WCIIOIb30BaHUY
COBPEMEHHBIX IMPOTOKOJIOB JIEUEHUSI BCTPEUAIOTCS Mpubm3utTenbHo B 4-8 % cioyuaeB. Ecim
KOHCTaTUMPOBAaH M30JMPOBAaHHBI BHEKOCTHOMO3IOBOM DeLUAMB, TO, KpOMe JIOKAJbHONM Tepanuu
(meueHue Heiiponeiikemuu, obIydeHMe/yoaneHue SIMUKa, yoajeHMue JeKeMMYeckoro ovara B
SMYHUKE U T. [M.), 00g3aTebHO IPOBEIEeHNEe U CUCTEMHOV WHIYKIIVMOHHON Tepamnuu I0
MIPOTOKOJIaM, TPeAYCMOTPEHHBIM JJIS1 TAKUX PELMINBOB.

MuHMMaJIbHAsA OCTaTOYHasi OOJIe3Hb, MM MUHMMAJIbHAs pes3uayaibHas O0/e3Hb — 3TO
HeOoJbIlIasl IIOMYJISILIMSL OITyXOJEBBIX KJIETOK, KOTOpas He MOXKeT ObITb 3adMKCUpOBaHA C
TOMOIIIbI0 CBETOBOTO MMKDPOCKOTIA, HO OOHApyXuBaeTcs 6ojiee TOHKUMM METOIAMU
CCIeoBaHMs, BBIABISIOIMMY 1 JefikeMudecKyio KiaeTKy Ha 107 mccmemyembix. OCHOBHBIMMU
MeTomaMM IeTeKLMM MUHMUMATbHOM OCTATOUHON OONe3HM SBJSIOTCS IPOTOYHAS LIMTOMETPUS U
MojMMepasHasl merHas peakius. MeToabl CTaHZAPTHOTO IMTOT€HETUYECKOro MCC/IeTOBAHUS U
meTton, FISH He MCITONb3YIOTCS B LIE/ISX OLIEHKM MUHMMAa/IbHOM OCTaTOYHOI O0Ee3HM.

LluToreHeTMYECKAass PEMUCCHUSI — TO TTOTHAS KIMHUKO-TEMATOJIOTUUECKast PEMUCCYSI, IPU ITOM
MeTOAaMM CTaHAAPTHOM I[MTOTEHETUKM HEe BBISIBJSIOTCS MCXOAHbIE AHOMAaJIUM KapUOTUIIA;
KapuMOTUIT HO/KeH OBITh HOPMAlbHBIM, a YMCIO MPOaHAIM3MPOBAHHBIX MeTada3 O/DKHO
cocraBisiTh He MeHee 20. IluToreHeTnueckass peMUCCUS — HOBOE TIOHSATHE, TIOSIBUBILEECS TIPU
perysipHOM MCIIOb30BaHUM METOJOB IMTOTEHEeTUKM [JIsI MCCAeNOBaHUI MyHKTATOB KOCTHOTO
MO3ra B IIepyoz, TOJIHOM PeMUCCUM.

LIMTOreHeTUYECKUIA PEnuaAuB — 3TO PEILMINB, KOTOPBI KOHCTATUPYETCS TPU HAINUUU B
MyHKTaTeé KOCTHOTO MO3ra MUTO30B C XPOMOCOMHBIMM abeppauysiMy, KOTOpble 06GHApYKeHbI B
neb6ioTe 3a60sieBaHMST Ha GOHE COXPAHSIONIEICS KIMHUKO-TeMAaTOIOTMUeCKO PeMUCCUN.

MonexynsipHasi peMUCCUSI — 9TO MOTHAs KIMHUKO-TeMaToIOrnueckasi peMUCCHSI TIPU OTCYTCTBUA
B KOCTHOM MO3Te MCXOOHO OIpefensBIIMXCS MEeTOAOM TIOAMMepasHoi I[eMHOi peaKuuu
MOJIEeKYJISIPHBIX MapKepoB OCTPOTO JIefiK03a ¢ UyBCTBUTENbHOCTIO MeToga 1074 3To Takke HOBOe
TOHATME, CTaBlilee B HACTosiiee BpeMsl KiouyeBbIM. ClieqyeT OTMETUTh, UYTO MOXKET ObIThb
IOCTUTHYTA I[MUTOTeHeTHYeCcKass peMMUCCHs, HO MPU 3TOM MOJIEKY/ISIpHbIe MapKepbl MOTYT ellle
ompenemsiThCsl.

MOJIEKYJISIprIﬁ peauamnuB — 3TO IIOSIBJIEHME MCXOOHO OIIpeneasBIINXCS MOJIeKY/ISPHBIX
MapKepoB OCTPbIX JIEIKO30B B ABYX TIOBTOPHBIX aHa/IM3ax (HpOBe,EleHHbIX C KOPOTKUM
MHTEepPBaJIOM BpeMEHI/I) Ha (bOHe COXpaHH}OHJ,eI‘/,ICSI KJIMHUKO-TeMaToJIOTUUeCcKoit pemMmuccum.

BakHBIM ¥ OJHMM M3 CaMbIX TOYHBIX CIIOCOGOB OIEHKM 3(hGEKTMBHOCTM Teparmu OCTPhIX
JIEIKO30B  SIBJISIIOTCSI  MIPMMEHEHMEe CTaTUCTUYECKMX METONOB UM  IOCTPOEHME  KPUBBIX
BbDKMBAE€MOCTH IMalleHTOB, KOTOPBIM MPOBOAMIIN TO UM MHOE jedeHye. Yale BCcero oleHuBaoT
0611y10, 6e3pelUaUBHYI0, 6€CCOOBITUIIHYI0 BbDKMBAEMOCTb ¥ BEPOSTHOCTh COXPAHEHUS TIOTHOIA
pemuccum (M 06paTHOE MTOHITIE — BEPOSITHOCTD PA3BUTHS PEIIMINBA).

OO0masi BBDKMBAEMOCTb. [I7s1 OLEHKM OOIIeil BbDKMBAEMOCTM aHAJIU3UPYIOT BpPeMeHHbIe
rapaMeTpbl BCeX MAIMeHTOB, BKIIOUEHHBIX B UcCIeqoBaHue. TOUKOI OTCYeTa SIBISIETCSI TeHb
Hauana Tepanuu. COObITMEM CUMTAETCS TOMBKO CMEPTh MalMeHTa OT JI060i MpUUMHBI (PaHHSIS
JIETATbHOCTh, CMEPTb B IEPUOJ, PEMUCCUU OT JII0OOI MPUUMHBI, CMEPTh B TIE€PUOJ, PEIlUIUBA).



CobbITHEe HA KPUBOI BbDKMBAEMOCTM Trpaduuecky OTOOpakaeTcss CTYMEHbKOI, MAyIIeil BHU3.
[TanyeHTOB, KMBBIX BO BpeMs MPOBEIEHMST aHAIN3a, PACIEHMBAIOT KaK CIy4yail ¥ OTMevaloT Ha
KPUBOI UePTOYKOA, T. €. IeH3ypUPYIOT. [TalMeHTOB, CybOa KOTOPBIX HEU3BECTHA, LIEH3YPUPYIOT B
TOT MOMEHT, KOTZa ObUIO M3BECTHO, UYTO OHM SKMBbI. BOJBHBIX, OTKAa3aBIIMXCS OT JIEUEHMS,
LIEH3YPUPYIOT B IeHb OTKA3a OT Teparuin.

Be3penuauBHasi BbDKMBAeMOCTb. [Ipy OlleHKe 6e3pelyAVBHON BbDKMBAEMOCTM YUMUTHIBAIOT
JIaHHbIE TOJIbKO TE€X MAIMEHTOB, Y KOTOPbIX ObLIA JOCTUTHYTA TIOMHAsT pemuccusi. TOUKoit oTcuera
CUMTAETCS 1aTa JOCTUKEHMST MOHOM peMuccui. COOBITUSIMU CUMTAIOTCS PELVAUB MU CMEPTh OT
106071 TPUYMHBI (B TE€PUOJ, KOHCOIUAALUY VI TOAJEPKMBAIOIIErO JIeUeHMs, OT peluanBa, B
Tepuosi, PEMUCCUM OT JPYroil MPUUMHBI, HaNpumep, cyuiyzaa). LIeH3ypupylT TOJBKO Tex
MalyeHToB, KOTOpble ObUIM KMBBI ¥ HAXOAWUIUCh B TOJHON PEMMCCUMM B MOMEHT MPOBENEHMS
aHam3a. BoMbHBIX, CyabOa KOTOPBIX HEM3BECTHA, LIEH3YPUPYIOT B TOT MOMEHT, KOrga ObuUIO
M3BECTHO, UTO OHY KUBBI B TIOIHOI pemuccun. [1anMeHToB, y KOTOPHIX ObljIa JOCTUTHYTA ITOJIHAS
peMmccusi, HO OHM OTKa3aJIUCh OT JIeYeHUsI B PEMUCCHM, IIeH3YPUPYIOT B IeHb OTKa3a OT Teparumn.

BeposSTHOCTh COXpaHEHMsI MOJHOI peMuccuu (06GpaTHOe OT BEPOSITHOCTU PasBUTHS
penyausa). [Ipu oLieHKe BepOSTHOCTM COXPAHEHMSI MOJHOW PEeMUCCUM YUUTHIBAIOTCS HaHHbIE
TOJIBKO TeX IAalMeHTOB, Y KOTOPBIX AOCTUTHYTa MOaHAas pemuccusi. [Ipy 3TOM TOUKOI OTCYeTa
CIYKUT JlaTa JOCTIKeHMsI TIONMHOM pemuccuu. COBBITMEM CUMTAETCS TOJNbKO PelyIuB
3a6oneBaHus. LIeH3ypUPYIOT BCex GOMbHBIX, KTO KUB B IMOJHOM PEMMUCCUY B MOMEHT MPOBEIEHNS
aHanm3a. IlanyeHTsl, ymepuiMe B IepUOJ TIOJHOM PEMMCCUM OT OCIOXKHEHWUH, CBSI3aHHBIX C
JleYeHreM, WIN OT APYTUX NMPUYMH, [IeH3YPUPYIOT B IeHb CMepPTH, KakK O0JbHBIX, HAXOIUBIIUXCS B
TIOJTHO pemuccun. TlaneHTOB, Cyap6a KOTOPhIX HEM3BECTHA, IEH3YPUPYIOT HA TOT MOMEHT, KOT/ia
OBLIO M3BECTHO, UTO OHU JKMBBI B TIOITHOW pemuccun. [1aniieHTOB, Y KOTOPBIX ObLIa JOCTUTHYTA
IOJ/IHAsI PEMMCCHUS U KOTOPble OTKAa3aauCh OT JIeUeHUsI B IIepUOJ, PeMUCCUM, LIeH3YPUPYIOT B IeHb
OTKasa OT Tepanumu.

BeposiTHOCTDh COXpaHeHMs TIOTHOV PEeMMCCUU SIBJISIETCS TeM ITOKa3aTeseM, KOTOPbIi TO3BOJSIeT
OIIEHMBATh MCTUHHYIO MPOTUBOOITYX0NeBYI0 3(D(eKTUBHOCTh KaKkoii-mubo Tepanmumu 6e3 yuera
TaKuX CyOBEKTMBHBIX MOMEHTOB, KaK BBIXaKMBaHME TAI[MEHTOB OT OCJIOKHEHMWI, CBSI3AHHBIX C
CaMMM JIEUEHMEM.

Becco6bITHITHAsA BHDKMBAEMOCThb. JTOT II0Ka3aTesb OIleHMBAeT BbDKMBAEMOCTb BCEX 60]'[])HI)IX,
BK/IIDYEHHBIX B dHaJ/IN3, C MOMEHTA Ha4da/ia Teparinn. COGBITIEM CUMTAETCS PaHHAA J1€TAJIbHOCTD,
Cl)aKT HeIOCTVDKeHMST TOTHOM pemMuccum dyepes ABa Mecsaila OT HavaJjid JIeueHMsd, CMEPTb B Iepuof
pemuccum ot OCJIOKHEHU XUMHOTepaInmm min Apyrux InpmudmH, a TakKKe peumnanB 3ab0j1eBaHMs.
HeHBprpy}OT TOJIbKO IIalIMMEHTOB, Y KOTOPbIX 6bL1a OOCTUTHYTa IIO/JIHad peMUCCHUsS B TeUeHMe
TePBbIX ABYX KYypCOB XMMMOTEPAII, 1 OHM OCTAIOTCA XMBBIMI, COXpaHs ITOJIHYIO peMMCCHIO, Ha
MOMEHT IMpoBeaeHNMs aHa/In3a.

WHAyROUsT — 3TO Tepuof HAYaJbHOTO JIeUeHUS, I1eJIbl0 KOTOPOTO SIBJSIETCSI MaKCUMMAaIbHO
OBICTPOE U CYIIECTBEHHOE COKpallleHMe OITyXOJIEBOW MAacChl M AOCTVDKEHME TIONHON PEeMMCCUN,
Ha3bIBAETCSI TMEPUOJOM WMHAYKIUU (0ObIYHO 1-2 Kypca). iIMeHHO B 3TOT mepuon Ha GoHe
MIPUMEHEHUs IUTOCTATUYECKUX CPENCTB KOJIMUECTBO JIEIKEMUYECKUX KJIETOK B KOCTHOM MO3Te
yMeHblI1aeTcs: npumepHo B 100 pas, T. e. B MOMEHT KOHCTATalUy TOJTHO PEMMUCCUM B KOCTHOM
MO3re MOP(OIOrMYeCcKy OIIpeessieTcsl MeHee 5 % OITyXO0JIeBbIX KIIeTOK.

Koncomupanusa. BTopoit 3Tam Tepamuu OCTPHIX JIEKO30B — 3aKpeIuvieHKue TOCTUTHYTOTO
MPOTUBOOITYX0/IeBOTO 3t deKrra (pasHOe KOMMUECTBO, B 3aBUCMMOCTM OT IIPOTOKOIA). 3amauei
3TOTO MEePUOJA SIBJISIETCS TI0 BO3SMOKHOCTH ellle 6Ooblliee YMEeHbIIIeHe YICIa OCTAIOMIMUXCS TT0CTIe
UHOYKLINM JIEIKeMUUECKUX KIIETOK.

l'[o;mep)KMBalomee JIedeHMe — 3TO IIPOAJO/DKeHME HUTOCTAaTUYECKOro BO3[eJICTBMUSI B MEHbIINUX
J03aX, 4YeM B Iiepnoa MHAYKIN peMuccmum, Ha BO3MOKHO OCTaIoIUIACs OHYXOJ'IEBBII;'I KJ/IOH.

Jleiiko3/numdoma BepKuTTa — 3T0 BhicOKOArpeccuBHoe mmbornponndepaTuBHoe 3a6oieBaHme
13 MMMYHOJIOTMYECK! 3penbiX B-K/IeTOK ¢ MpeMMyIIeCTBeHHO 3KCTPaHOLATIbHOM JIOKalu3aleii.
KnuHuuecky BBIAENSIOT 3 BapuaHTa JMMGOMBI BepKuTTa: SHAEMUYECKUIA, CIIOpagudecKuii u
BNY-accouumpoBaHHbIN.

dupeMmmueckuii BapuaHT Jumdombl BepkuTTa — 3T0 BapuaHT AMM@ombl BepkuTTa XapakrepeH
ISl TEMHOKOXKMX JIeTeli-a60pUTeHOB 9KBATOPUATbHOI AGPUKY 1 MUTpaHTOB 13 Abpuku B HoByio
I'BuHE. B KIMHMYECKOI KapTMHe YacTo HAOMIOAeTCs IOpakeHye JIUIEBOTO CKeJleTa: BepXHeil 1



HIDKHE! 4JeJTiocTeil, OpOUTHI, a TakKe IOYeK, SIMUYeK, SIMUHUKOB, CJIIOHHBIX, MOJIOUHBIX JKejle3 U
LIEHTPaJIbHOV HEPBHOI CUCTEMBI.

Cropagnueckuii BapmaHT Jumbomsr Bepkurra - 310 TMrmmuHas aumdoma Bepkurra mo
MOpGhOIOTUYECKUM, UMMYHO(GEHOTUITNIECKMM U IIUTOTeHeTUUeCKUM TIPU3HAKaM, BO3SHMKAIOIIAsT
BHE 9HJIeMUYHO 30HBI.

NmmyHOnebuuT-acCOUMMPOBaHHbI BapuaHT amMdomsl Bepkurra - 3T0 AMMdboma
Bepkutra, Bo3HMKawmas Ha (GoHe MMMYHOmeDUIIMTHBIX COCTOSTHMI (y MalMeHTOB ¢ BUY-
nHbeKuyeit, TMowie  TpPaHCIUIAHTAMM  OPraHOB, y  TAIMEeHTOB C  IePBUYHBIMU
uMMyHomebumtamu). Yamie Bcero Bcrpedaercst Y BUU- MHOUIVMPOBAHHBIX MAlIMEHTOB, IIPUUYEM
Ha paHHMX 3Tamax pasBuTHs (10 cHpkeHns: CD**-ketok).



1. KpaTtkas nHdopmanmsa 1o 3a0o1eBaHnIO WIN
COCTOSIHMIO (TPYIIIIbI 32a00/I€eBaHMIT MJIV COCTOSTHMIA)



1.1 OnpeneneHue 3a00j1eBaHUS UM COCTOSTHUS
(rpymnsl 3a00/1eBaHMi MJIV COCTOSTHMIA)

Octpble mMbOob6IacTHBIE JIeTTK03bI (manee — OJIJT)/ocTpbie muMbobracTHbie auMboMbl (JIBJT) — aTo
reTeporeHHas] TpyIIa 3JI0KAYECTBEHHbIX K/IOHAJIbHBIX 3a007€BaHMII  CUCTEMBI  KPOBW,
TIPOUCXOASIIINX U3 KJIETOK-TIPENIIeCTBEHHUI TeMOT033a IIPEeUMYIIeCTBEHHO JUMOOUITHON
HampaB/JIeHHOCTU TUQGEPEeHIUPOBKY ¥ XapaKTepPU3YIOI[Mecs 4Yallle BCEro  MCXOAHBIM
MopakeHMeM KOCTHOro Mmosra (majsee — KM), BpITeCHEHMEM HOPMAajJbHOTO KPOBETBODEHUSI U
BOBJIEYEHMEM B MPOLECC PAa3JIMYHBIX OPraHOB M CUCTEeM OpraHusMa (LleHTpaJbHasi HepBHas
cucrtema (manee - IIHC), smuku, aumdaTtmueckass TKaHb JI000i JIOKanmMsaiuu), a TaKKe
BO3MOKHOCTBIO MCXOIHOTO MOPakeHMsI OpraHoB IMMbaTHUIeCKoil TkaHu 6e3 BopiedeHus KM [1-
5].



1.2 OTuonorus u naTtoreHes 3a00jeBaHMs WIN _
COCTOSIHMSI (TPYIIIBI 3200/I€BaHMUIT MJIV COCTOSTHMIA)

OTMOJNIOTMSI TOYHO He YCTAHOBJIEHA. JTUONOIMS M IIaTOreHe3 OODBSCHSIOTCS OOLIeIPUHSITONM
KJIOHOBOJ Teopueii: Bce JiefikeMUuecKye KJIETKM SIBJISIIOTCS IIOTOMKAaMM ONHOM pOAOHAvYalIbHOM
KJIETKM, KOTOpasi mpekpaTuia cBoio auddepeHIMPOBKY Ha OLHOM 13 PaHHMX CTaAMI cO3peBaHMSI.
W3-3a HeKOHTponupyemoit mponudepany OMyX0AeBbIX KIETOK YrHETAeTCs] HOPMaJbHOe
KpOBeTBOpeHNMe, 00pasylTcs MeTacTasbl (jIeiikeMuyeckue MHODUIBTPATbI) BHE OPraHOB
KpoBeTBOpeHus [1-5].



1.3 dnimaeMuosorusa 3a601eBaHUsI UIU COCTOSIHUS
(rpymmnbl 3a00/1eBaHMT MJIV COCTOSTHMIA)

OJIJI MOXXeT BCTpeYaThCs y JIMIL JII0OOTO BO3pacTa, HauMHas C MIIAJIEHUeCKOTO BO3pacTta u
3aKaHUMBasl TOXWIBIM, OFHAKO MAaKCUMMasbHble 3HaueHUs 3a00/1eBaeMOCTU TPUXOASITCS Ha
nerckuii Bospact (60 % nauyentos OJIJT monoxe 20 ner) [1,2,6].

OJIJT siByisieTcsl camMoli pacripoCTpaHeHHOl OMyX0Jbl0 KPOBETBOPHON TKaHU Y JeTeli, cocTaBisis 30
% BCeX 3JI0KAaUYeCTBEHHBIX OITyXOJIeil MEeTCKOTO Bo3pacTa. Y MalueHTOB Mojoxke 15 et OJII
IVaTHOCTUPYETCS B 75 % CTydaeB BCEX OCTPBIX JIeiTtko30B (manee — OJI). ITuk 3a6oneBaemocty OJIJT
MIPUXOOUTCS HAa BO3PacT 3—4 rosa, 3aTeM 4acToTa ero CHUXKAeTCs, M BTOPOI O beM, XOTS He CTOJIb
CyLeCTBeHHbIN, oTMevaeTcs: B Bo3pacte 50-60 net [1-5,7].

B PO B 2014 r. guaruno3 OJIJI 6611 ycTaHOB/IEH Y 1731 manyeHTa, MOJIOBMHA M3 KOTOPBIX — 3TO JIUIIA
mornoxe 18 net [8].

3a6oneBaemocts OJIJI y ManyeHTOB IOXMIOIO BO3pacTa HEYKJIOHHO Bo3pactaeT. ComiacHO
JIAaHHBIM permcTpos, exxerogHas yacrora OJII ysennumaercs ¢ 0,39 ciyvas Ha 100 000 HaceneHust
B Bo3pacre 35-39 jnet, no 2,1 caygas Ha 100 000 Hacenenust — B Bo3pacte >85 jeT. Kpome Toro,
npubansuTenbHo 30 % OJIJI muarHoCTUpYIOTCS B Bo3pacTte >60 jet. ®unagenbduiickas Xxpomocoma
(Ph) ompepensiercs y 20-30 % B3powibix maieHToB B-OJIJI. B To Bpems kak Ph+ OJIJI cocTassieT
y meteit MeHee 5 % Bcex ciTyuaeB, ero 4acToTa Bo3pacraer 10 40 % y B3powIbiX B Bo3pacrte 40 jeT, a
3aTteM Ha 10 % B TedeHMe KaK[Oro IOUIeAYIOLero fecCsaTuieTus sxusum [9] .

Jinmdomoit Bepkutra (manee — JIB) 60/€I0T MpeUMyIeCTBEHHO My>KunHbI. Y meteii JIb cocTaBisier
okosio 30-50 % Bcex mumdom. COOTHOIIeHME MaTbUMKH : TEBOUKM — 3—4 : 1, cpemHMit BO3pacT — 8
seT. Y B3powibiX JIB BCTpeyaeTcss 3HAUUTENIBHO peke — B 2 % cryuaeB BcexX juMdom. Bomeior
MIPEeVMYILECTBEHHO MOJIOble MYKUYMHBI, COOTHOLLIEHME MY)XUMHBI : XEHUIMHBI — 3 : 1, cpemHuii
Bo3pact — 25-30 ner [1,2,10] .



1.4 Oco6eHHOCTY KOAMPOBaHUS 3a00/IeBaHUS VI

COCTOSTHMSA (IPYIIIbI 3a00/1eBaHMIL MM COCTOSTHUI)

1o MexxayHapOAoHOM CTaTU4YeCKOM Kiacuduranum
O0oJie3HeV U IMPo0IeM, CBI3aHHBIX CO 3JOPOBbHEM

JIumdbonaublii geiikos (C91):

C91.0 OcTpsIiit TMMQO6IaCTHBIN JIEIIKO3

C91.5 T-KIeTOUHBI JIETIKO3 B3POCIIBIX

C91.7 Opyroit yTOUHEHHBIN TMMGOUIHBIN KO3
C91.8 3penbiii B-kneTouHbIi 1€1ik03 THNa bepkuTTa
C91.9 JIumdbonmHbIi 1eiiK03 HEYTOUHEHHBII

C83.5 Jiumdobractaas (muddysHas) mumboma
C83.7 Onryxoinb bepkurra



1.5 Knaccudukanys 3a6oneBaHNs UV COCTOSTHUS
(rpyuisl 3a00/1eBaHU WJI COCTOSIHUN)

B xknaccumbumranuy BcemupHOIT opraHmsanuy 3mpaBooxpaHeHust (mamee — BO3)  OJII
paccMaTpUBAIOTCS B pa3esie OIyxosieii u3 rnpeaiecTBeHHNKOB T- u B-mumdonnTtos [3]:

e jgumbo6MacTHbIN  Jsieliko3/mumdoma u3  B-mpemmrectBeHHMKOB  (cumHOHMM: OJIJI  u3
peJlecTBeHHUKOB B-KIeTok);

e jgumboO6MacTHbI  seliko3/mumdoma  u3  T-mipemmiecTBeHHMKOB — (cumHOHMM: OJUJT  u3
npeaecTBeHHUKOB T-KIeTOK).

Bo3MOkHO paBHOIIEHHOE MCITO/Ib30BaHME OMMCAHHBIX OTpee/ieHNii, U aBTOPbI Kaaccuburammn
JIAIIB IT0JIAraloT, uTo Ipu 25 % u 6ostee 6acTHBIX Ki1eTok B KM 1enecoobpasHo rosoputh 06 OJ1, a
nmpu MeHee 25 % — 06 JIBJI. Ho daie BCero 3TM TepMMHOJIOTMYECKME CJIOKHOCTU He MMEIOT
MPaKTNYECKOTO 3HaUeHMsI, TOCKOIbKY VX Teparus OfMHAKOBA.

B-nmumdoobmacTHbIii Neiiko3/muMmdboma

e B-nmumdbobnactHell seiiko3/numboma, 6e3 crmeumduyeckux xapakrepuctuk (NOS - not
otherwise specified).
¢ B-nmumbo6iacTHbIN TeiKko3/mMMdOoMa ¢ TOBTOPSIIOIMMMICSI XPOMOCOMHBIMY aHOMAJTUSIMU :

o B-nmumdbobnacTHbI eiiko3/mumdboma c 1(9:22) (q34;q11.2); BCR/ABL;

o B-nmumdbobnacTHbI eiiko3/mumdoMa c t(v;11q23); MLL rearranged;

o B-mumdbobnactHsiit neitko3/mumdoma c t(12;21) (p13;q22); TEL/AMLI(ETV6-RUNX1);

o B-mumdbobracTHblii neiiko3/mmMdoma ¢ runepauruIonaneit;

o B-nmumdo6IacTHBI JIeiiko3/muMboMa ¢ TUIIOTUILIONaMeN (rurmoauIionaHerin OJ1T);

o B-mumdobnactHblii neiiko3/mumdoma c t(5;14)(q31;q32)(IL3-IGH);

o B-nmumdobnactHbiii neiiko3/mumdoma c t(1;19)(q23;p13.3); E2A-PBX1;TCF3/PBX1);

o B-nmumdobnacTHbIii eiiko3/mMdoma ¢ MHTPaxXpoMOCOMHOI amruidukanuei 21(1AMP21)

[e]

B-nmumdobnacTHbIi J1eiiko3/muM@poMa ¢ TPaHCIOKaLel, BOBJIEKAIOIIe THUPO3MHKMHA3bI
MU IUTOKMHOBBIN perienitop (BCR-ABL1-like ALL).

T-nmum@po6IaCTHBI JIeiTKo3/muMmdoma

o JIumdoO6IaCTHBIN JIETIKO3 13 paHHUX T-KJI€TOUHBIX IIPEIIeCTBEHHIKOB;
¢ NK-kneTouyHbIi mMMdO6IaCTHBIN JIefiKo3/muMpoma.

CornacHo knaccudukaryy BO3 2017 r. [3], JIBJI ¢ nmopaskeHuem KM u 6e3 Hero o6beJuHSIIOTCS B
eIVHYIO IPYIIY «1MMQpO6IacTHbIE JIeMK03bl/TMMGOMBI 13 IPeIlIecTBeHHMKOB B- min T-K/IeTOoK».
HecMmoTpst Ha MIMPOKO pacpoCTpaHEHHYIO TOUKY 3peHus o ToM, uTo OJIJI u JIBJI xapakTepusyrTcs
pPa3IMUHBIMM KIMHUYECKVMMU TIPOSIBIEHUSIMM OIHOTO ¥ TOTO >Ke 3abosieBaHMsi, B IpoIecce
BBITIOJTHEHHOTO aHajam3a 3KCIpeccuy TeHOB [5] 6bLIO0 MOKAa3aHO YyeTKoe pasneneHue mexay T-
knerouHoy OJUI u T-knerounoii JIBJI BBuAy pasnmumsi 3KCIPeCCUM OTLeNbHBbIX TeHOB. Pan 3Tux
pas3ninumii MOXeT ObITh 0O6YCJIOBIEH CHENU(PUUYHBIMU MeXaHM3MaMU, UMEIIMMY OTHOILIeHUEe K
CTPOMAaJIbHBIM KJIeTKaM. B TO >Ke BpeMsl MMEIOTCSl NOKa3aTelabCTBa B I0JIb3Y TOrO, YTO BaKHbIE
CUTHAJIbHbIE IIyTH, peryiaupymooiye poct kiaetok npu T-kmetounsix OJIJI um T-xinetounsix JIBJI,
MOTYT OBITh Pa3IMUHbI, YTO YACTUMUYHO OOGBSICHSIET pasjiMuMe KIMHUUYECKUX IPOSBIEHU 0601X
3aboneBaHmi [5].



1.6 KimHnyeckass KapTyHa 3a00/ieBaHUS UIN _
COCTOSIHUA (IPYyIIIbI 3a00/IeBAaHUV VIV COCTOSIHUN)

IMTeTbHOCTb aHAMHe3a 3a00j1eBaHMsI OT MOMEHTA ITOSIBJIEHMS TIEPBBIX KIMHMYECKUX TTPU3HAKOB
Io Mopdonornyeckoit BepuduKaum IuarHo3a COCTaBIISIeT OT HECKOIbKUX HelleTb 10 HECKOMbKUX
MecsieB. KiaMHudeckass KapTuHa OIpenenseTcs CTeleHbio HapymeHus GyHkuuii KM B Bume
aHeMMM, TeMOppParnvyeckoro CMHAPOMA M pasBUTHEM MHQEKIMIA pasaMyHO CTEIeHM TSIKECTH;
HaJIMYMEeM OITyXOJIEBOI MacChl B BUJIe OPraHOMET AN, OOIBIIOTO KOJIMUECTBA OITyX0JIEBBIX KJIETOK
B mepudepuyeckoii KpoBu, TMM@OageHonaTh M MacC B CPeJOCTEHNY; B HEKOTOPBIX CIy4assX C
pasBuUTHEM 00IEBOTO CMHIPOMA, CBSI3aHHOIO C IIOPaskeHeM KOCTEA, C TTOSIBJIeHMEeM KIMHUYEeCKUX
ripusHakoB nopaskkenus LITHC u ¢ nopaxenuem xoxu [1,2,4,5,11,12].

Knuunueckue mposiBieHus y naunyeHToB ¢ OJIJI oueHb HecHeluUUHbI M CBSI3aHbI C Pa3BUTUEM
TeX MJIVI UHBIX CMMITTOMOB, O0YC/IOBJIEHHBIX BHITECHEHVMEM OITyXOJIE€BBIMY KJIIETKAMY HOPMAaJTbHOTO
KpoBeTBOpeHusi. OCHOBHBIE CHMIITOMbI 3a00/IeBaHMsI — CIa00CThb, JIMXOpPaaKa, He CBSI3aHHAs C
uHbeKIMel, occaaruy U apTparun, reMopparuueckuii cuHApoM. MHGbEKIMOHHbIEe OCIOKHEHMS
BCTPEUAIOTCSI HEYacToO, M B OCHOBHOM B TeX CIy4asx, KOT[a YMCI0 HeNTpohuIOB He MpeBbIlaeT
0,2 x 10%1. V 1 % maumeHToB OTMeYaIOTCs] TOMOBHBIE GOJIM, TOIIHOTA, pBOTa, yallle BCEro Ipu
Bosieuenuy ITHC [13].

JIBJI yalie BcTpevaeTcs y My>KUnH (61-75 %). V 6ombiinHcTBa (58—-95 %) manueHTOB HA MOMEHT
TOCTaHOBKM [uarHo3a 3abosneBanue mmeet III-IV craguio. Y 3HAUMTENbHONM HOMM TMalVIEHTOB
OTpenesSIIOTCS JIUX0paaKa, HOYHAs MOTAMBOCTb M CHMDKeHMe macchl Tena (16-48 %), a Takke
TOBBIIIEHNE aKTUMBHOCTU JaKkTataeruaporenassl (ganee — JIIAI) (48-84 %). UacToTa nmepBUYHOIO
nopaxenusi LITHC aHasormuHa paHHoMmy mnokasatento npu OJUI (0-10 %). IMauuenter ¢ T-
Ki1eTouHoit JIBJI uMeroT 6Gojiee MOJIOAOJ BO3PACT IO CPAaBHEHMIO C TMAlMeHTaMy C B-KieTouHOit
JIBJI [14], 6oree BBICOKYI0 4YacTOTy TopaxkeHus numMdoy3nos cpenocrenus u KM, a takke IV
cTaauio 3a007eBaHMsl, B TO BpeMsl Kak 3KCTPaHOAAIbHOE MMOpakeHMe BCTpevaeTcs vaiie rmpu B-
wietounbix JIBJI [15]. B mporuBononoxkuocts OJIJI ripu JIBJI mapameTpsl nepudepuueckoit KpoBu,
B YaCTHOCTY KOHIIEHTPAI[Ms FeMOTJI00MHA U KOTMYECTBO TPOMOOILIMTOB B I[€JIOM, TIPUOIMKAIOTCS K
HOPMAaJbHBIM 3HAUEHUSIM, UTO CBUJIETEIbCTBYET O IOTEHIMAJbHO 60Jiee BBICOKOM KOCTHO-
MO3TOBOM pe3epBe U JIyullieli TepeHOCUMOCTY XuMuoTepanuu (ganee — XT).



2. IuarHoCcTUKa 3a001€eBaHMS UIN COCTOSIHUS
I'PYIIIbI 3200/IeBaHUI UJIM COCTOSTHMIT)
MeAUIMHCKME IIOKa3aHus ¥ MIPOTUBOIMOKAa3aHUS K
IMIPUMEHEHNIO METOd0B JMAarHOCTUKU

Mnuozue pexomeHdosaHHble memodsl OUAZHOCMUKU 3a00/1e8aHUS U CEA3AHHBIX C HUM COCMOSHUL
umerm ozpaHuueHHylo 0okazamenpHylo 0a3y (8 coomeemcmeuu ¢ WKAAAMU OYEHKU YPOBHS
IOCTOBEPHOCTM H0KasaTeNbCTB (Oanee — YIII) u yposHs ybedumesibHOCU peKomeHOauyull (Oanee —
YVP)) no npuuuHe omcymcmeusi nocesiujeHHolx um KHU. Hes3upasi Ha 3mo, OHU S6JIS10MCS
HeoOX00UMbIMU dNIeMeHMamu 00cnedo8anuss nayueHma O ycmaxoeseHus OudzHo3d u ewsloopa

makmuku jeueHus, maxk Kax 6ojee 3pexmusHovie U doKa3aHHvie Memoodsl 8 HACMOsAUee 8peMs He
paspabomatoi.



2.1 J)Kano0b1 M1 aHaAaMHe3

° PEKOMEHJIYIOTC}I BCeM IIalMM€HTaM IMalMeHTaM IIPpM IIOCTaHOBKE [AMarHosa, eXeoJHEeBHO B
IIponecce J1euyeHmsd TIIAaTe/bHbI C60p aHaMHe3a ¥ kaj06 3a60yieBaHus C YTOUHEHMEM Teparnu,
KOTOopas MmnpoBoam/jaCcb B CBA3M C OJaHHBIM 3aboyieBaHMEeM U paHee II0 IIOBOOY MOpPYyrux

33.60HEBEIHI/H‘/JI, d TakKKe HO,ZLpOﬁHOQ OoInncaHue )KaJ'IO6 ITallMMEeHTOB OJIs1 Bep]/[(fl)I/IKaLU/H/I AarHosa
[1,2,4,5].

VpoBeHb y6equTeIbHOCTU pekoMeHgaumii — C (ypoBeHb JOCTOBEPHOCTM JOKa3aTelbCTB —
5).



2.2 dusuxKajJbHOe 00cjIegJoBaHue

¢ PekOMEHAYIOTCS BCeM IallieHTaM IIpM II0CTAHOBKE [OMarHosa, €XeJHEeBHO B IIpoIecce
JledeHust Tpu GU3UKAILHOM OCMOTpPE M3MepeHMe POCTa M MacChl Teja, TEMIIEpPATyphbl TeNa;
OIlEHKa COCTOSIHMSI KOKHBIX ITOKPOBOB, KOCTHO-CYCTaBHOJ CUCTEMBI; BBISIBJIEHME ITPU3HAKOB
reMopparu4eckoro CMHAPOMA; Haauule relaToCIIeHOMeraanu, 1MMdoaaeHonaTU; Haaudme
MPU3HAKOB AMCOYHKUMM CepAlla, JIETKUX, IeUYeHM, OPTraHOB SHAOKPUHHOI CHUCTEMBI IS
Bepudukanyum quartosa [1,2,4,5].

VYpoBeHb yOeaUTETbHOCTH pekoMeHpanuii — C (YpoBeHb JOCTOBEPHOCTH [IOKa3aTe/lIbCTB —
5).

KommeHnTapum: npu QusuxansHom 00cnedogaHuu mMozym O00HApY#UBAMucs pasnauuHoll cmenexu
8bIpaxceHHoCmu 0671e0HOCMb KOMCHBIX NOKPOB0B, NemexuaibHble 8blCbINAHUSL, CUHSKU, KPOBOMOUUBOCMb
deceH, nosvluleHUe memhepamypsl meaa, AumgpoadeHonamus, 8 MoM uucie ysenuueHue HeOHbIX
MUHOANIUH, CnleHOMe2ausl, 2enamomezanus, yeeauueHue pasmepos nouek, 00Ne3HeHHOCMb npu
noxonauugaxuu kocmeti. Bosneuerue xoxcu npu OJUI 6vi8aem pedxo, u ecau duazHocmupyemcs, mo
accoyuupyemcs ¢ npe-B-ummyHopernomunom [12].

e PekomMeHAayeTCs BCeM IallMeHTaM OLEHUTb COMAaTMYEeCKMI CTaTyC MO UIKajae BocTouHOM
KOOTIepaTUBHOI OHKOJOTMYecKoii rpynnbl (gamee - ECOG) ¢ 1enblo OIpeneieHust
Heob6X0AMMOT0 06beMa U IKCTPEHHOCTY MeIUIIMHCKOM oMoty (mpwioskeHue I'1) [16,17].

VpoBeHb y6eauTebHOCTH pekomeHpauuii — C (ypoBeHb JOCTOBEPHOCTU [OKA3aTe/IbCTB —
5).



2.3 JIabopaTOpHbIe TMArHOCTUYECKHUE
UCCIeA0BaAHUSA

¢ PekomeHayeTcs1 BceM IMAIlieHTaM IIPY MTOCTAHOBKe IMATHO3a [7Is1 BepuduKanyuy A1MarHosa, Bo
BpeMsl JIeueHUsT ISl OIeHKM OUHAMUKM Ha (GoHe Tepamuu 2—-3 pa3a B HeJEeNI0 BbITIOTHEHNUE
ob11ero (KIMHMYECKOTO0) aHai3a KpoBu (nanee — OAK) ¢ momcueTom eifkormuTapHoit popmMyIbl
U ompeieieHreM uncia TpombonuTos [1,2,4,5].

VpoBeHb y6equTeIbHOCTU pekoMeHgaumii — C (YypoBeHb JOCTOBEPHOCTM JOKa3aTelbCTB —
5).

Kommenrapun: npu duazvocmuxke OJIJI y uacmu hayueHmos nokazamenu Kpoeu mozym Oblmb
HopmansHemu. Yucno netikoyumos moxem éapwuposams om 0,5 x 10%/n do 700 x 10°/n; ysenuuenue
yucsaa setikoyumos soiuie 10,0 x 10°/n ommeuaemcs y 60 % nayuenmos, gviwe 100,0 * 10°/n - y 10 %;
mpomboyumonenus meree 50,0 x 10°/n onpedensemcs y 60 % nayuenmos.

¢ PekomMeHAyeTCs BCEM IMallMeHTaM IpM ITOCTAaHOBKE OMarHosa jisd OompeneneHus ob6bema
OITyXO0JIEBOTO ITOPaKEHMsI, BEPOSTHOCTY PasBUTUSI CMHIPOMA JIM3¥Ca OIyXOJy, a TakKKe BCEM
ranyeHTaM BO BpeMsl JieueHUs 2 pa3a B HeZeio C Liefbl0 JMHAMUKYM M3MeHeHui Ha doHe
Tepamuy W  BbISIBJIEHWS OCJIOXHEHW/ BBIMOJHUTb aAHAIU3 KPOBUM  OMOXUMMYECKUI
obiierepaneBTUUeCcKuii  (00mMit 6Gelok, 6GenKkoBble (pakiuKu, MOYEBMHA, KpeaTHMHMUH,
O6UMMpyouH, acrapraraMuHoTpaHdepasa (manee — ACT), amaHMHaMMHOTpaHcepasa (manee —
AJIT), JIOT, marHuii, HATPWUI, Kaauii, KaIbLnii, Toko3a) [1,2,4,5,18,19].

VpoBeHb yoenuTeabHOCTM pekoMmeHzanuii — C (ypoBeHb JOCTOBEPHOCTH TOKa3aTEIbCTB —
5).

¢ PexomeHAyeTcs BCeM MallyieHTaM IIPU MOCTAHOBKE AMarHo3a Ajisi oIpefe/ieHs BepOsSITHOCTHU
pasBUTHS TSDKEAbIX  KOAryISIIMOHHBIX  HApylIeHWui, KaK TreMopparmyeckux, TaK WU
TPOMOOTMYECKUX, a TAaKKe BCEM MallyieHTaM BO BpeMs JiedueHus 2 pa3a B He[el0, 0COOEHHO B
rnepuop, BBeAeHMs acraparrHasbl** C I1IeJIbI0 BBISIBJIEHMSI OCJIOKHEHMI Ha ¢GoHe Teparnuun
BBITIOJTHUTD MCCIeOBaHMe CBEPThIBAIOLIE CUCTEMBl KPOBM (aKTMBMPOBAHHOE YaCTUYHOE
TpoMOoOIUTaCTMHOBOE BpeMst (manmee - AUTB), MOpoTPpOMOMHOBBIN MHIOEKC 110 KBUKY,
TpoMbOUHOBOe BpeMmsi, (GMOPMHOTEH) sl  OMNpeAeNeHMs] BEPOSTHOCTY Pa3BUTUST TSDKEIbIX
KOary/siVOHHBIX HAPYIIEHNH, KaK reMOpparnveckunx, Tak M TpoMooTndeckux [20-23].

VpoBeHb y6equTeIbHOCTU pekoMeHganmii — C (YPOBEeHb JOCTOBEPHOCTH TOKAa3aTe/lbCTB —
4).

¢ PekomeHAyeTcss BCeM TIAl[MEHTAM BBINIOJIHUTh WCCIENOBaHME OOIIero (KIMHUYECKOTO)
aHaJIM3a MOYM C I1eJIbI0 VICKITIOUEHMSI TOpakeHusI rmovexk [1,2,4,5,24].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YypoBeHb JOCTOBEPHOCTU [OKA3aTENIbCTB —
5).

e PekomeHyeTCs1 BCeM TalMeHTaM oIllpefeneHne aHTuTen kiaccoB M, G (IgM, IgG) k Bupycy
uMMyHomebumura yenopeka BUUY-1/2 (Human immunodeficiency virus HIV 1/2) B KpoBu;
orpezenieHe aHTUTEN K 67eqHoIt TperoHeme (Treponema pallidum) B KpoBu [J1s1 MCKITIOUEHMST
COIYTCTBYIOLIe ratonoruu [1,2].

VpoBeHb yoenuTeabHOCTM pekoMeHzanuii — C (ypoBeHb JOCTOBEPHOCTH TOKa3aTeIbCTB —
5).

e PekoMeHAyeTCs BceM IalyieHTaM MOJIeKY/ISIPHO-OMONIOTMYeCcKOe MCCIeqoBaHNe KPOBU Ha
BuUpycHblit renatut B (Hepatitis B virus) u BupycHsbiit rematut C (Hepatitis C virus) mmis
MCKITIOUEeHMST COITYTCTBYIOI el raTtonormu [25,26].

VPOBEHB yﬁeI[MTeJIbHOCTM pEKOMEHI[aIH/Iﬁ -C (ypOBeHI) AOCTOBEPHOCTHU AOKa3aTeJbCTB —
4).

¢ PekoMeHAyeTCsl BceM MAalyieHTaM JCCIefoBaHue MUKPOOMOIleHO3a KUIIeyHyKa (MasKa U3
MPSIMOIM KMIIKY) C IIe7bI0 BBISIBIEHMUST KOJMOHM3AUMM HECTePWIbHBIX JIOKYCOB IIaTOTEHHON
dmopoii [27].



VpoBeHBb yOenuTeTbHOCTH PeKOMeHZauuii — B (ypoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —
3).

e PekomeHJyeTCsI BCeM IallieHTaM OIllpeiejieHlie OCHOBHbIX rpyrin KpoBu (ABO); onpeneneHue
a"TuUreHa D cucrembl Pesyc (pe3yc-dakrop); orpeneneHne MOATPYIIILI M OPYTUX TPYII KPOBU
MeHbIero 3Hauenus A-1, A-2, D, Cc, E, Kell, Duffy c menbio BBITIOTHEHMST 3aMeCTUTEIbHOI
Tepanuy KOMIIOHEHTaMM KPOBU I10 ITIOKa3aHusIM [28].

VpoBeHb yoeauTeabHOCTH pekoMeHzanuii — C (ypoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB —
5).

e PekOMeHIYIOTCS BCeM IaljMeHTaM I[oJydyeHue LuTosormyeckoro mnpenapara KM nyrem
MYHKUNUYM (CTepHaJIbHas IyHKLM) U HUTOIOTMYeCcKoe ucciaenoBanne maska KM (muenorpamma)
U3 CTEepPHAJbHOTO IYHKTaTa C IeJbl0 BepudMKaUUM AMAr€Hosa ¥ OIpeaeseHus IMPOrHosa
nauyueHTos [1,2,4,5,12].

VpoBeHsb yoenuTenbHOCTU pekoMeHAanuii — C (ypoBeHb JOCTOBEPHOCTH [IOKA3aTEIbCTB —

5).

KommenTapunu: duaznosz OJI ycmauasausarom npu obHapyxcenuu 86 KM 20 % u 6Gonee 6aacmusix
knemox. Odnako ons OJII u3 knemok-npeodwecmseHHUK08 AuMopnoa3a u ons JIBJI u3 mex xce Kiemox-
npedulecmeeHHUK08 cyujecmayem uHoe odujenpuxsimuoe onpedenerue: duazHo3 OJUI (B-knemouHozo
wnu T-K1emouHozo) ycmanasausawom npu ooHapyxceHuu 25 % u 6onee 6aacmuoix kiemoxk 8 KM. Eciu
npoyenm 6aacmusix knemok 8 KM menee 25 % uiu 6aacmusle Kiemku omcymcmayiom e KM, Ho
Npucymcmeym 6 UHbIX 04dzax NopajeHus (Mumamuveckue y3nsl aw000L JoKanusayuu, mumyc,
Koxca, u m. d.), mo ycmanaeauearom duazvo3 T- unu B-JIbJI [1,2,4,5].

e PeromeHayeTcs1 BCeM Mali€HTAM BBITIOJTHUTH IUTOXMMMUYECKOE UcciiefoBaHue npenapata KM
(6macTHbIX KIeTOK KM) ¢ 1ienbio Bepudukanyy guarsosa [29,30].

VYpoBeHb yOeaUTETbHOCTH peKomMeHAanuii — C (ypoBeHb JOCTOBEPHOCTH [IOKA3aTeIbCTB —
4).

KoMMeHTapum: npu yumoxuMuueckom ucciedosanuu aumpoudHoie 6aacmst uacmo codepicam PAS-
NOJIOMCUMENbHBIE 2PAHYIIbL, OHU He2aMUeHbl 8 peakyuu Ha Mueaonepokcudasy u Ha opyzue mMueaoudHble
uyumoxumuueckue peaxyuu. Hepedko npu 6vinosHeHUU yumoxumu4eckozo ucciedoeaHus OaacmHole
KJIemKu onpedensiom Kak HedugpgpepeHyupyemole, noamomy Karouessim memodom duazHocmuxu OJII
aensemcs umMmyHopenomunuposarue. Hanpumep, T-kiemouHsie 61acmuble 31eMeHmol uauie 0b18arm
PAS-HezamueHbl, 8 HUX 8bIAGAIOMCA Kucaas ¢ocamasa, Hecneyuguueckas scmepasa 6 Qopme
KPYNHBIX 00UHOUHBIX 2PAHYJI 8 YUMONIA3Me, 8 omaudue om aumgpoodaacmos B-nuHuu, z0e npooykm
peakyuu pacnonazaemcs 8 gude meaxux zpanyi [1,2].

e PexoMeHAyeTCsS  BBIIOJHUTb  IIaTOJIOTOAaHATOMMYECKOe  JCClefoBaHMe  OMOICHUITHOTrO
(omepauOHHOrO) MaTepyuaa oyara IopaskeHusi (OITyx0jaeBOro ob6pa3oBaHMs), B TOM YKCIe C
MIpMMeHeH/eM MMMYHOTMCTOXMMIYECKX METOZOB, Y NalueHToB 6e3 nopaxeHus: KM ¢ menbio
TOYHO BepuduKkauum nmuarsosa [31].

VpoBeHb y6enuTenbHOCTH peKoMeHganmii — C (YypoBeHb JOCTOBEPHOCTM JOKa3aTeIbCTB —
5).

¢ PexomeHpayeTcss y Bcex IalMeHTOB C mnomo3peHmeM Ha JIBJI BBINOIHATL I1aTOJIOTO-
aHATOMMYECKOe VCC/IeOBaHMe OVOICUITHOrO (OTepalyoHHOr0) Marepuana aumdboysia Win
JIpyroro ovara IIOaKeHMsI C TNPUMeHEeHMEeM MMMYHOTMCTOXMMUYECKMX METONOB C ILeJbl0
omeHKM cy6TumnoB JIBJI, a Takke COXpaHSTh OMOICKITHBI MaTepuas OJis IOCAeIyIOIero
BBITIOJTHEHNST MOJIEKY/ISIPHO-TeHeTUUeCKUX MCCIeIOBaHN, UTO TO3BOMUT Pa3paboTaTb HOBbIE
TapreTHble cTpaTernu tepamnuu [15].

VpoBeHb y6eauTebHOCTM pekoMeHpauuii — C (ypoBeHb JOCTOBEPHOCTU [TOKA3aTe/IbCTB —
5).

KommeHTapum: ummyHoeHomunuueckue xapakmepucmuku npubnausumensio 80 9% JIBJT
xapaxkmepusyromcs skcnpeccuetl T-knemouHsix mapkepos, 6 omauuue om OJUI, npu komopom >70 %
omuocamess K B-knemounsim. Cpedu ecex JIBJI  domumupyem  T-kaemouwslli  cyOmun.
HmmyHogpeHomunuueckue xapakmepucmuku onyxonesvlx kiaemox npu T-JIB/I no3umueHsl no
cnedyrowum mapkepam: TdT, CD7 u yumonnasmamuueckass CD3; sapuabenvHst CD1a, CD2, CD4, CD5,



CD8; moxem Obimb Koakcnpeccus CD4 u CD8, CDI10 +/—; pedxo onpedensiemcs KOIKChpeccus
muenomapxepos CD13; 33; 117. B mpemu T-JIBJI evisi6neHbl MpaHcaokayuu ¢ yuacmuem 2eHos T-
KJ1IeMOUHbIX peyenmopos (o, fS, y, ) U pasnuuHslx napmHepckux zeHos, ekouas MYC, TAL1, HOX11 u

ap.

HmmyHogeHomunuueckue xapakmepucmuku onyxoneswix kaemok npu B-JIBJI no3umueHsi: no TdT
(adepHas okpacka), HLA-DR, CD19 u yumonnasmamuueckoti (cyt)CD79a; CD20 u CD22 sapuabe/ivHbl.
HHoz0a 6 yumonnazme onpedensiiomcst ezkue yenu UMMYyHo2100ynuHa (cyt-p). ITosepxHocmHble
UMMYHO2NI00YIUHDL Yawje omcymcmeyrom, 00HaKo ux oOHapyxieHue He uckawuaem ouazHoza B-JIBJI;
CD45 moxcem Ovime HezamugeH. MonekynspHO-2eHemuueckue 0C0OeHHOCMU 0XapaKmepu3o8aHol
Masno, He UMem NPOoZHOCMUUECK020 3HAUEHUSL.

e PekomeHAayeTcsI BCeM MalMieHTaM BBIMOIHUTh UMMYHOGMEHOTUTMPOBAHME TEMOIMOITUYECKIX
KJIeToK-npexaimecTseHHuI] B KM c 1iebio Bepudukanum quarHosa [32,33].

VpoBeHb y6enuTenbHOCTH peKoMeHganmii — C (YypoBeHb JOCTOBEPHOCTM JOKa3aTeIbCTB —
4).

KoMMeHTapum: uMMYyHO(pEeHOMUNUPOBAHUE BbINOJIHAIOM C NOMOWBI0 MYJIbINUNAPAMEMPUUECKOL
npomouHoll yumodgnyopumempuu (00614HO KAk MUuHumMym 3- unu 4-yeemuoti). Ezo ucnons3yrom ons
Oonee uemkozo onpedesieHus: NPUHAONEHHOCMU OAACMHbBIX KAEMOK K Mot U UHOU JUHUU KJIeMOYHOL
Jdugpeperyuposku nocne ycmauoeJieHust Mopoiozuteckozo duazHosa OJIL
HmmyHogpeHomunuueckas xapakmepucmuka Onacmusix knemoxk npu OJUI npedcmasneHa 6
npunoxeruu I2. OJUI u3 npeduiecmgeHHuko8 B-numpouyumos (70-80 9% crayuaes) mozym
Kaaccuuyuposamecss Ha uemolpe 2pynnul, 6 3ABUCUMOCMU OM IKCNpeccuu aHMu2eHo8
dugeperyuposku B-knemoxk, a maxie yumonaasmamuieckux u n08epxXHOCMHbIX UMMYHO2J100YJIUHO8
(Ig). OJUT u3 npedwecmsernHukos T-rumpoyumos (20-30 % ciyuaes) makie mozym dequmscsi Ha 4
2pynnel 8 3as8UCUMOCMU OM YPOBHsl 3pejocmu mumoyuma u skcnpeccuu anmuzeHa CDI1a T-OJUI,
Mozym 00NnonHUMensHo Kadaccuguyuposamecs 6 3asucumocmu om cybmuna peyenmopa T-Kknemox
(TCR). B psade cnyuaes Onacmuble Kaemku umerom 00HOBPEMEHHO JUM@POUOHble U MuenoudHble
mapkepsl. B nocnedueti knaccugukayuu BO3 (2017 2.) [3] amu cnyuau onpedensitomcst Kak cMewaHHblil
¢enomun OJI (MPAL) (B-/muenoudHstii, T-/muenoudHstii). IIpu omcymcmauu 3Kchpeccuu Mapkepos,
cneyuguuHblx 01 AUMGPOUOH020 UIU  MUENOUOHO20 POCMKO8, ycmawaseaueawm ouazHo3
«HeduppepeHyUpo8amHblLii N€liK03».

Ipubnusumensro 80 % JIBJI xapakmepu3syromcs skchpeccueti T-KaemouHslX Mapkepos 8 omiauuue om
OJUT, npu komopom >70 % omHocamcs K B-knemourvim. IToamomy cpedu ecex JIBJI domuHupyem T-
KJ1emMOuHblli cyomun.

HmmyHomoponozuueckue xapakmepucmuxu onyxoneswlx kaemok npu T-JIB/I:  no3umueHsi
mepMuHanbHas oOe3okcuHykieomuounmpaucpepasa (danee — TdT), CD7 u yumonnasmamuueckas
CD3; sapuabensvHsl CD 1a, CD2, CD4, CD5, CD8; moxcem 6stmb Koskchpeccuss CD4 u CD8, CD10 +/-;
peodko onpedensemcs Kodxkcnpeccus muenomapkepos CD 13; 33; 117. B mpemu T-JIBJI 6visiéneHsl
mpaucaokayuu ¢ yuacmuem 2eHos T-KaemouHsix peyenmopos (a, f5, y, ) U pasiudHbslX NApMmMHepCKux
2eHo8, eraouas MYC, TAL1, HOX11 u dp.

HmmyHomopgonozuueckue xapakmepucmuku onyxonegvlx kaemok npu B-JIBJI: nosumueu: TdT
(adepHas oxpacka), HLA-DR, CD 19 u yumonnasmamuueckas (cyt)CD79a; CD20 u CD22
sapuabenvhsl. MHo20a 6 yumonnaasme onpeodensiomcs Jjezkue uyenu UMMYHO200yauHa (cyt-u).
IosepxHoCMHbIE UMMYHO02NIO0YAUHBL Uduje 0omcymcmeyiom, 00HaKo ux oOHAapyxceHue He UCKaudem
duazno3a B-JIBJI; CD 45 moxcem Ovimb He2amueeH.

e PekomeHIyeTCsI BCeM MalVeHTaM BBIIIOJIHUTh LIUTOr€HEeTUUYeCKoe MccaefoBaHue (KapuOoTUIL)
acrupaTa KM c 11iesbto omipeiesieHus TPYTIbI prcKa ¥ BepuduKaim gyuarsosa [34].

VpoBeHs yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —
4).

KomMmeHTapuu: cmaHdapmuoe yumozeHemuueckoe UCCIe008aHUE — S8JSemcsi  Heo0X00UMbIM
KOMNoOHeHmoMm dudazHocmuueckux npouedyp y nayueHma ¢ nodospeuuem Ha OJI. [Ina onpedeneHus
Kapuomuna 0oCcmogepHbsIM CUUMAemcs: moibko uccnedosanue Kak muHumym 20 memacgas. AHomanuu
8 Kapuomune Mo2ym YCMAHABJIUBAMbCA U HA OCHOBAHUU UCCNeJ08AHUS KIEMOK nepugdepuueckol
Kkposu. XpomocomHusle aHomanuu npu OJIJI mozym Obsimb pasdenieHvl HA KOAUUECMBEHHble UJU
CMpyKmMypHovle, ACCOYUUPYOUWUECS C  KOAUYECMBEHHbIMU — AHOMANUAMU, JU6GO0  A8A[I0ULecs



uzonuposavHsimu. Tunepnioudust npedcmasnsem co6oli npuobpemeHue OONONHUMENbHBIX XPOMOCOM
maxkum o06pasom, umo obujee UUCIO0 XPOMOCOM 8 00HOLU Knemke cmaHosumcs 6onvuie 46. Ipu OJII
2mom npoyecc, Kak npedcmasasiemcs, He sigJissiemcs cryuatineim. Iunepnioudus o6Hapyxusaemcs 8 5—
15 % cnyuaee OJII y 83pocnbix, U ee accoyuayusi ¢ O1azonpusimHslM NpozHO30M MeHee 04e8UOHd,
Hexcenu npu OJUI y demeti, kozda eunepnioudHocmes 0OHapyxcusaemcs: npubIU3UmMensHo 8 mpemu
cyuaes. Tunonnoudus (Koauuecmeo Xpomocom meHvuie 46) ooHapyxcusaemcs 6 2—-8 % cayuaes OJUI u
accoyuupyemcs ¢  HeONAZONPUSMHBIM ~ UCX000M.  BONBWUHCIMGBO ~ XPOMOCOMHBIX — AHOMANUL,
ob6Hapyxusarowuxcs npu OJUL, s8ngi0mcs cmpykmypHoiMu U 00bluHO hpedcmasnsiom co6oli
mpancnokayuu.  HMoenmuguyuposarno 6onee 30  passuuHbiX — HECAYUALHBIX — MPAHCAOKAYULL.
Cneyucguueckue XpomMOCOMHble NepecmpoliKu S6ASII0MC  He3a8UCUMbIMU  OUdzZHOCMUYecKuMu U
NPoZHOCMUYECKUMU MapKepamu u cayxam o0ns esl6opa maxkmuku mepanuu. ITpu omcymcmeuu
nopaxceruss KM, komopoe Oviéaem y nayueHmos c¢ JIBJI, yumozeHemuueckoe uccnedo8aHue O00NHHO
0b1mb 8bINOJIHEHO HA cyOcmpame 6UONCUPOBAHHO20 0NYX0J1€6020 00PA306AHUSL.

¢ PexomeHpyeTcs BBITIOIHUTD LUTOTeHeTHNYeCKoe ucciefoBaHue GMOTICUITHOTO
(oTlepalMOHHOTO) MaTepuasa TKaHeit man KM c mpuMmeHeHMeM MeToma (GIyopeciieHTHO
rubpunysaunu in situ (FISH) mis onpenenenus: TpaHcaokanuu t(9;22) (q34;q11) - BCR-ABL u
t(4;11) - MLL-AF4 y Bcex manueHToB ¢ B-xnetounsimu OJII u OJI cmernaHHOTO (EHOTHUIIA,
0COOEHHO Yy TeX, Y KOTO MeTOJ, CTAH/IapPTHOM [IUTOTEHeTUKM OKa3aJICsl HeMH(GOPMaTUBHBIM, JIJIs
YTOUHEHUS AMarHo3a, IuddepeHInaTbHO TMarHOCTUKY U BbIPAGOTKM TAKTUKY jieueHus [35].

VYpoBeHb yOeaUTETbHOCTH pekomMeHpanuii — C (YpOBeHb JOCTOBEPHOCTH [IOKA3aTelbCTB —
4).

KommeHTapumn: npeumywecmeom memooda FISH 56715emcsi 603MO#HOCMb UCCNe008ams 0ecsimKu U
COMHU He MOJIbKO O0eNAWUXCsL KJIemoK, HO U mex, umo Haxodsamcs 8 uxmepgase. Ho HeoOxodumo
umems 6 eudy, umo memod FISH no3zeonsem axHanu3uposams moavko me yuacmku Xpomocom, 0Jis
8bIS18JIEHUSL KOMOPBIX UMEMC MOJIEKYJISIPHble 30HObl, d HE 6eCb XPOMOCOMHbIU HAGOP UeIUKOM.
Memod noseonsiem 0blcMpo, 8 MmeueHue MaKkcumym 2 oHeti, 8bi18UMb UCKOMblE NOAOMKU. [lemeKyus
t(9;22) (q34;q11) — BCR-ABL u t(4;11) - MLL-AF4 80 epems nposedeHus npedgaswsl onpedensiem 8cto
danvHeliwylo mepanesmuueckylo makmuky. CmaHdapmHoe yumozeHemuueckoe UCCIe008aHUe
sae55emcst eOUHCMBEHHbIM MemoodoM, NO3BONAWUM AHANUUPOBAMDb B8eCb XPOMOCOMHbIL HAOOP
knemku yeaukom. OOHAKO ezo 8binoJIHeHUe mpebyem 0ocmamouHo OJIUMeNbHO20 8PeMEHU; KpoMe
mozo, 8 pside cyuaes KOHCMamupyemcs. omcymcmeue 0esSiuUXcst K1emox (Mumo308). B amux ciyuasx
4enecoobpasHo BbINONHAMb MCCIeNOBaHME MeTOAOM (UIYOPeClieHTHOW TMepummusauuu in Ssitu
(manee — FISH-uccnedosaHue) Ha Kawuessle hepecmpoliku t(9;22) (q34;q11) — BCR-ABL u t(4;11) -
MLL-AF4 npu B-OJIL

XapaxkmepHoii ona Ph+ OJII saensemca peuunpokHas mpacaokayus t(9;22)(q34;q11), npusodawas K
ciusHuro 2eHa BCR (obnacmu xnacmepa mouku paspsiéa) Xpomocomsl 22 ¢ 2eHom ABL
(Mupo3uHKkuHassl A6enscoHa) xpomocomol 9. Ilpu cmandapmHoM yumozeHemuueckom uccuedo8anuul
2mo npueodum K YKOPOUEHUID XPOMOCOMbL 22, umo NOAy4ulo Haszeaxue @unadenspuiickoli
XPOMOCOMbL; OAHHOE U3MEHEHUEe MOoXem makxie onpedensmscs npu ¢ayopecyeHmmoti eubpuousayuu
in situ (FISH). [[onoiHumensHvle XpOMOCOMHble abeppayuu, npedcmasieHHvle 2-ii Ph-xpomocomoli
(+der(22)t(9;22)), aHomanuetli KOpOMK020 nJjaeua Xpomocomsl 9, MoHocomueli 7-Ui XpOMOCOMbl U
mpucomueti 8-ii xpomocomsl scmpeuaomcs 8 om 10 do 79 % cnyuaee Ph+ OJUI u senswomcs
(akmopom HezamugHoz0 npozHO3a, 00YCN08/1UBASI YMeHbuleHUe 0e3peyudusHoOll BblHcUBAeMOCmU
(Oanee — BPB) u ygesuueHuem uacmomaot peyudusos.

OcHogHoli yenvio nepsuuHoli dugdepenyuansHoli duazHocmuxu seasemcs ouggeperHyuposarue Ph+
OJUT ¢ numeoudHsim OIACMHBIM KPU3OM XPOHUUECK020 Muenoelikoda (danee — XMJI), 8 nonw3y
KOmMopozo Mozym ceudemenscmeosams Haauuue 6 avamuese XMJI, 6azopunuu unu 303uHogunuu KM
U0 eueanmckas cnieHomezanus. OCHOBHbIM JuppepeHyUanbHBIM KpUmepueMm A851eMcs 8bia6eHlUe
mpanckpunma p190BR-4BL ymo 06biuno nossonsem ucknrouums XML

e PekomeHAyeTCsI BBITIOIHUTD MOJIEKYISIPHO-TeHEeTHYeCKoe MCCIeoBaHe TOUeIHBIX MyTamuit
reHa BCR-ABL (XMMepHbIi TeH, 06pa30BaHHbIN CAMSHMEM 00JIaCTH KIacTepa pa3pbIBOB Ha 22-71
XpOMOCOMe ¥ TeHa TUPO3UH-KMHA3bl AbernbcOHA Ha 9-if XpOMOCOME); MOJIEKYJISIPHO-
reHeTUYeCcKoe UCC/IeOBaHe MUHUMAIbHOV OCTATOYHOM O60MIe3HM TIPU JIeIK03ax MTPYU TTOMOIIA
MAIVEHT - celu(UUHBIX MTpaliMepoB (MOJIEKYISIPHO-TeHeTUUeCKIe VCCIeNOBaHMS Ha HATMUne
XUMepHbIX reHOB ¢-MYC-IgH, MLL-AF4 v ppyrux, B 3aBUCMMOCTM OT paHee BbISIBJIEHHBIX
LIIMTOTeHEeTUYECKUX TTOJIOMOK), C IIeJIbI0 TabHelero MoHuTopupoBanus sddextuBHocTH XT 1



OIIEHKM MMHMMAIbHOW ocTtaTouyHOil 6ome3nu (MOB) B pamkax KU Bcem mamuentam c B-
knetouHbiM OJIT [36-38].

VpoBeHb y6enuTenbHOCTH pekoMeHgaumit — C (YpoBeHb JOCTOBEPHOCTHU HOKAa3aTeIbCTB —
4).

KommenTapum: demekyust xumepHoix 2eHo8 BCR-ABL, c-MYC-IgH, MLL-AF4 Heo6xoduma c yeswto
MOHUMOPUHZA  NPOMUE0ONYX0NIE6020 OMeéema U NPUHAMUS — Mepaneemuyeckux — peuieHutl.
MornekynspHoe uccnedosaHue opyzux MHOZ0UUCAEHHbIX NONOMOK SI6/IAeMCsl 6 HAcmosujee 6pems 3a
pybexcom 00HUM U3 KI0UesblX Memodos cmapmudukayuu nayueHmos Ha 2pynnel pucka. Jemexyus
XUMEPHBIX MPAHCKPUNMOB, Mymayuu 2eHo6, nepecmpotiku u Oynauxayuu 2eHos 0oCnmynHsl MOIbKO 6
GonbuLX UCCe008amMenbCKUX ueHmpax. Ha MoneKynspHo-zeHemuyueckom ypoeHe mpanckpunm ber-abl
Moxcem onpedensimpcsi NOCPeACMBEOM NOUMEPA3HOIl YenHoil peakyuu ¢ o6pamHoii mpackpunyueii
(OT-IILIP). PacnonoxeHue mouxu paspwieéa é zene BCR npusodum Kk momy, umo Genok pl90BCR-ABL
ebisessiemcs 6 66,3 % cayuaes Ph+ OJIJI, maxxce y 0aHHbIX NAUUEHI08 uacmo onpedesisemcs 06enok
p210BCRABL (3] 2 %). B ocmansHuix cryuasx onpedensiomcs mpamckpunmol o60ux munos au6o
amunuuHele MpaHcKpunmeol.

¢ PexomeHpayeTcs BceM Ial/ieHTaM BBIIIOJIHUTL MOJIEKYJISIPHO-TeHeTuuecKoe uccnenosanme T-
K/IETOYHO} KIOHANIbHOCTH (110 TeHaM beTa-, TaMMa- U JiebTa-1erneli T-KIeTOYHOro peLernTopa)
WIN MOJIEKYJISIDHO-TeHeTUYeCKoe MCclIefoBaHne B-KieTouHOolM KIOHalIbHOCTU (IO reHam IgH,
IgK, IgL) B actiupate KM Ha T-unu B-K/1eTOUHYI0 KJIIOHAJIBLHOCTD C L1e/IbI0 Ja/lbHelllel OLeHKA
MOJIEKY/ISIDHOTO OTBeTa U BepudMKanuu JuMarHosa Mpy CJIOKHBIX JUATHOCTUYECKUX CITyJasix
[39].

VpOBEHb yﬁe,[lMTe.leHOCTI/I pEKOMEH,IlaIJ,Mﬁ -C (ypOBeHb AOCTOBEPHOCTHU AOKa3aTeJbCTB —

5).

KommenTapuu: ¢ monekynsapuoil mouku 3peHus ece cayuau OJUI passusaromcs u3 Kaemok-
npeduiecmeeHHuxko8 B- unu T-nrumgoyumos, noamomy 6ce OHU O0EMOHCMPUPYIOM KJIOHAJIbHbLE
nepecmpotixu zeHoe msxcensix yeneti Ig u/unu zenos TCR. Dmom QeHoMeH n0380Jsiem onpedensimo
nayueHm-cheyuguueckue nepecmpouliku U UCNONb308aMb UX 8 Kauecmee MOJeKYJISIPHO20 MapKepa
3abonesarus npu moHumopuree MOB. ITomumo nayueHm-cneyuguueckux mapxepos, OJUI umerom
60J1bl0e KOJIUUECMB0 2eHeMUUeCKUX U MOJEKYJISIPHbIX Nepecmpoek, Mymayuti, 8 KOMopsIxX yuacmeym
pasiuuHsle zeHol. [lepeteHb 0CHOBHbIX MONEKYTIAPHO-2eHeMUUEeCKUX AHOMANUll, UOeHMUPUYUPOBAHHDIX
npu OJII 'y e3pocnbix u demeti U UCNO/b3YeMbIX 8 HACMosUee 8pemsl NPU MONEeKYIpHOL duazHOCMUKe,
npuseder 6 npunoxeruu I'2. JlaHHslli nepeueHv He s6715emCcsl NOMHbIM U hpedcmasnsem coool
KOMNPOMUCC Mex0y CO8PeMEHHbIM U 0osiee adeK8amHbIM MONEKYAAPHBIM MeMOoOOM Bbla6NeHUs UlU
UCKJTIOUEHUS! AHOMANUU U HAuboJiee Hacmo ucnos3yemoti Memoouxoi.

e PexkomeHyeTCsI BCEM IalieHTaM BBIIIOJIHUTD CIIMHHOMO3TOBYIO IYHKIMIO C LIATOIOTUYECKUM
MUCc/iefOBaHMEM KJIeTOK CIIMHHOMOS3TOBOM SKUAKOCTM (MMKPOCKOMNMUYECKoe McciiefoBaHue
CIMHHOMOS3TOBOIM SKUAKOCTU, TIOJICUeT KJIETOK B CUETHOM Kamepe) MJs MCKIOUeHUs/
noaTBepxkaeHus Bosnedenus LIHC [13,40].

VpoBeHsb yoenuTenbHOCTU pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTM JOKAa3aTeIbCTB —

5).

KommenTapun: npu scex sapuarmax OJIJI evicoka 8eposimHOCMb 8087eUeHUs 000704eK 20J108HO20
Mo3za. TToamomy 8cem nayueHmam NOKA3aHO 8bINOJHeHUe JUdZHOCMUUECKOL ToMOAIbHOL NYHKYUU C
Mopeonozuueckum uccredosaruem aukgopd. Ecnu yposens mpomboyumos He yoaemcs nogvicums 00
30 x 10°/n u eviuie, om NYHKYUU MOMHO 8030epxcamucsi 00 BOCCMAHOBAEHUS noKasamereil
mpomboyumos nocne Kypca. Ecnu 'y nayuenmos onpedensemcs neiikoyumo3s esiwe 100 x 10°/n, mo
nepeyio 1oMOanbHylo NYHKYUIo c1edyem omoxums 00 pedykyuu uucaa aeiikoyumos meree 10 x 10°/
J.

¢ PekomMeHAyeTcA BCeM IallieHTaM IIPU OMAarHOCTUKE HeMpOoJeiiKeMuu YBEeIUUUTh YacTOTY
CIIMHHOMO3TOBBIX MYHKIIMIT ¥ BBITIONMHATh UX B cpegHeM 1 pas B 3 OHS [0 TMOJyYeHMUs Tpex
MOMOaTbHBIX MYHKIMI 6e3 6JaCTHbIX KIETOK B JIMKBOPE, 3aT€M YacTOTy MYHKIWUA MOKHO
CHU3UTD 10 1 MyHKIMM B HEJETIO BO BPeMsT MHAYKIMY (BO BpeMs JaJbHEeMIINX STAllOB Teparnnn
JIOMOaTbHbIE yHKIMY BBITIOJHIIOTCS B COOTBETCTBIUY C IIPOTOKOJIOM) JIJIsST KOHTPOJISI AMHAMUKA
3aboneBaHus Ha Tepanuu [1,2,4,5].



VpoBeHs yoenuTenbHOCTU pekoMeHZanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —

5).

KommenTapumu: 8 pamkax ooujeii npoepammel XT ecem nayuenmam ¢ OJUI Heobxoduma mepanus
nopaxcerus L[HC. B omcymcmaue npouiakmuku nopajxeHust M0o3208blx 006010uex peyudusst 8 IIHC 8
meueHue HeCcKONbKUX Mecsiyes ¢ MomMeHma pezucmpayuu IIP 8o3Huxarm npubausumensHo y mpemu
nayuernmos. Peyudue e IIHC npu OJUI y 83pocbix Xapakimepusyemcs: HebaazonpusimHuiM npozH030M,
NOCKONBKY 3a HUM 00bIUHO ciedyem zemamosioeudeckuil peyudus. IIpu amom nodxodvl K JieueHuio
nopaxceruss LIHC u ezo npogunakmuxe pasauuaromcst U yuumsl8arom xapakmepucmuxu nayueHmad,
€20 803pacm u opyzue npozHocmuieckue Gakmopaol.

e PekomeHayeTcs1 y BCeX BbIAENATh UM coxpaHaTh nepBuunyr HHK mim PHK n3 kmetrok KM
ManyeHToB B 6106aHKe MM HATIPABJISITh MaTepual Ha XpaHeHue B labopaTtopun (erepaabHbIX
LIEHTPOB [IJI1 BO3MOYKHOCTH ITOC/TIEAYIOLIEr0 BbIITOTHEHNSI MOJIEKYJISIDHBIX UCCIefoBaHmii [41].

VpoBeHb y6eauTeIbHOCTU pekoMeHmanuii — C (YypOBeHb JOCTOBEPHOCTM JOKA3aTeNIbCTB —
5).

KoMMeHTapum: coxpaHeHue nepsuuHozo Ouonozuueckozo mamepuaia (IHK, esideneHHas u3
KOCMHO-M03208blX KJ€MOK, UIU 3AMOPONCEHHbIE KJIeMKU) OISl 8bIN0JIHEHUSL 8 6YOYUIEM MOJIEKYNAPHbIX
uccnedosaHuti, n0380UUX UemKo onpedeiums 2pynnsl puckd.

e PekomeHayeTCcsI BCeM MNallMeHTaM, y KOTOPBIX MpPU CTEPHAJbHOJ NYHKUMUM HE I[OIyYeH
IMArHoCTUYeCcKuii  martepuan  (TaK  Ha3bIBA@MbIMl  «CyXOW  IIyHKTAaT»), I[OJIy4YeHue
TUCTOJIOTUYECKOTO npenapara KM (TpenaHOGMOIICHS) u LIUTOJIOTMUECKOe u
VIMMYHOLIMTOXMMUYECKOe uccaegoBaHmue OTIIEYaTKOB TpernaHoouonTaTa KM C
MOPQOIOTUUECKUM M YUIMOXUMUYECKUM  UCCIe008aHUIMU  OJIACMHBIX  KAEeMOK C  IIeJbIo
BepuduMKayu TOUHOro auarsosa [30,31].

VpOBeHb YGeI[MTeJIbHOCTM peKomeHnaum‘i -C (ypOBeHb JOCTOBEPHOCTU J0Ka3aTe/IbCTB —

5).

¢ He pekoMeHayeTCs BBIMOTHSITH MYHKIIMOHHYIO (aCIIMPALIOHHYI0) OMOTICHUIO ouara IopaskeHus
(OITyX0JIEBOTO 3KCTPaMeIy/UIIPHOTO 06pa3oBaHMsI) B CBSI3M C Masioii MHGOPMAaTUBHOCTbIO
JCCIef0BaHMIi JaHHOro Mmatepuana [1,2]

YpoBeHb yOeaAUTETbHOCTH peKoMeHzauuii — C (ypoBeHb JOCTOBEPHOCTM AOKa3aTeIbCTB —
5).



2.4 THCTpyMEeHTa/IbHbIE JUAarHOCTUYEeCKMe
VICCIeNOBaHUA

¢ PekomeHAayeTcs1 BCeM IMAIVIeHTaM BbITIOJTHEHME 3eKTpoKapauorpadnieckoro ucciaenoBaHms
(mamee - JKI) u sxokapauorpaduyu (mamee - OxoKI) 1js1 BBISIBIEHMUS CONYTCTBYIOIIEH
KapaMOJIOTUYECKOI TAaTONOTUY Y TPODWIIAKTYKY U JIEYeHUST BO3MOXKHbIX KapAMOIOTUIEeCKIX
OCJIO’KHEHU WU CepI,euyHO0i KoMOpOouIHOCTH [42].

VpoBeHb yoenauTeIbHOCTM PeKoOMeHIanuii — B (ypoBeHb JOCTOBEPHOCTH OKa3aTeIbCTB —
5).

¢ PekomeHAyeTcs1 BCeM TalleHTaM BBITIOJTHEHME KOMIIbIOTepHO# Tomorpaduu (manee — KT)
TOJIOBbI, OPraHOB TPYOHOM ¥ OPIOIIHOM TIOJOCTEeN [JIs1 BBISIBJEHMS BO3MOXHBIX OYaroB
MOpakeHMs ¥ COMYTCTBYIOIIEN naTonoruu [43].

VpoBeHb yoenuTenbHOCTM pekoMeHzanuii — C (ypoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB —

5).

¢ PekoMeHAyeTCs BCeM MAllYieHTaM BBITIOJHEHME YIBTPa3BYKOBOIO MccaeqoBanms (manee — Y3U)
nepudepuveckux ¥ BHYTPUOPIOUIHBIX JMMGOY3/IOB, OPraHOB OPIOIIHON ITOJIOCTM, OPraHOB
MaJIOTO Ta3a y JKeHIIMH U MPeACTAaTeTbHO JKele3bl Y MY>KUMH JIJIST BHISIBJIEHVS COMTYTCTBYIOIIEH
naronorum [1,2,5,14,15].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YypoBeHb JOCTOBEPHOCTHU JIOKA3aTENIbCTB —
5).

¢ PeromeHpgyeTtcsi BceM mamyerTaMm c JIBJI mipu omeHKe 3(PGheKTUBHOCTH JIeueHNsT CPaBHUBATH
pasMepbl TOpaskeHUs OO0 Hauaja Tepanmuy U MOocae Ha BCeX ATarnax XMMMUOTepareBTUUYeCKOro
Bo3aericTBus (110 cHumKam KT- wim Y3U-uccnenoBanus ouara nmopaxkenus) [14,15].

VpoBeHb y6eauTeIbHOCTY pekoMeHmanuii — C (YpOBeHb JOCTOBEPHOCTU IOKA3aTeIbCTB —
5).

¢ PexomeHpayeTcs MauyeHTam Py HAIMUUU KIMHUYECKUX CUMIITOMOB IOPasKeHMS JKelyHL0uHO-
KMIIEYHOTO TPaKTa BBINMOMHEHMEe 330(aroracTponyofeHOCKOIUY [l OLIEHKM COCTOSIHUS
CIM3UCTOM OOOJNIOUKM TMINEBOLA, SKeaylKa, ABEHAALATUIIEPCTHON KUIIKM, OOHApYy)KeHMUs
BO3MOXKHOTO MCTOYHMKA KpOBOTeueHust [15,44].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTU JOKAa3aTeIbCTB —

5).

¢ PexomeHpayeTcs MalyeHTaM IPU HAIUUMUM KIMHUYECKUX CUMIITOMOB IOPaXeHUSI OPraHOB
IbIXaHUS (ObIXaTeMbHOV HEZOCTAaTOYHOCTH, OOYCIOBJIEHHOJ OOWIMPHOI ITHEBMOHMEN,
KPOBOXapKaHbsl) BBITIOTHEHME OPOHXOCKOMMM MAJIT OIEHKU COCTOSIHUSI CAM3UCTON OOOIOUYKU
Tpaxeu, 6POHXOB, 06HAPYKEHMSI UICTOUHMKA KPOBOTeUeHMs [45].

VpoBeHb y6eauTeIbHOCTY pekoMeHzanuii — C (YpOoBeHb JOCTOBEPHOCTU JOKA3aTelIbCTB —
4).

¢ PexomeHAyeTcsi TMalMeHTaM C [Auar{HoctTupoBaHHoit JIBJI TipuMeHeHMe TMO3UTPOHHO-
SMUCCUOHHO KoMIIbIoTepHOII ToMorpadum (II3T/KT) i cragypoBaHus 3a6oneBaHus [46].

VpoBeHs yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTU JOKAa3aTeIbCTB —
4).

KomMmenTapumu: y MHozux nayueHmos ¢ JIBJI, umeowjux MaccusHoe nopayceHue meouacmuHanibHolx
JUMDOY37108 UCX00HO, nocne 3asepuieHus UT npu penmeenozpaguu unu KT ocmaromcs pe3udyansHsie
06pazosanus. Llesvto dononHUmMeNbHbIX OUAZHOCMUUECKUX NPOUedyp 6Jislemcs noJiydeHue omeema Ha
80npoc, npedcmasnaiom au 3mu 06pa30eaHus yuacmku HeKpomuueckot unu pybuosoii mxkauu, aubo
codepcam HU3HeCNOCOOHble onyxosesvle Kiemku. JIyuegvle Memoosl UCCIe008aHUs, 8 UACMHOCMU
IIT/KT, seposmHo, hoJie3Hsl npu cmaduposaruu 3a6oieédHus. Bblio NOKA3AHO, UMO NO3UMUBHblE
pesyavmamot IIDT/KT no360/s10m C 8bICOKOL 8epOSIMHOCMBI0 NPOZHO3UPOBAMDb Pe3UJYanbHOe UIU
peuyudusHoe nopaxcerue npu HXJI [95].



2.5 uble MarHoCTUYeCcKye uccjaegJoBaHus

¢ PeKoMeHyeTCsI BHIIIONHEHVE JKeHIMHAM PePOAYKTVBHOIO BO3pacTa TecTa Ha 6epeMeHHOCTh
(MccTemoBaHMe  XOPMOHMYECKOTO TOHANOTPOIMHA  YejoBeKa) C  IeJMbl0  BBISIBIEHUS
6epemeHHOCTH [1,5].

VpoBeHb yoeauTeabHOCTH pekoMeHzauuii — C (ypoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB —
5).

e Pexkomenpayetcst Bcem nauyenTtam ¢ OJIJI/JIBJI u3 rpynribl BBICOKOTO pUCKA U IIpU pelyupuBe
3aboyeBaHMs, a Takke UX CUOAMHram ornpengeneHne HLA-aHTUTeHOB € Ie/IbI0 TOMCKa
NoTeHMaabHOro soHopa KM [47,48].

VYpoBeHb yOeaUTEeIbHOCTH pekoMmeHaanuii — C (YpoBeHb JOCTOBEPHOCTH [IOKa3aTe/lbCTB —

5).

¢ PekomeHyeTCsI BCEM naiyeHTam KOHCY/IbTaLVsI HeBPOJIOTa, odTambpMoJora,
OTOPMHOJIAPUHTOJIOTA [IJISI OmpefeseHuss COMaTUUYEeCKOro CTaTyca IMalyueHTa UM OUarHOCTUKU
COIyTCTBYMOMIEl atonoruu [1,2,4,5].

VpoBeHb yoeauTeabHOCTH pekoMeHzauuii — C (ypoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB —
5).

¢ PexomMeHAyeTCsI KOHCY/IbTAl[Msl TMHEKOJIOTa IJIsl JKeHIIVH ¥ ypojora IS MYXKUMH C I1e/1bl0
BBISIBJIEHMSI COMATMYECKOTO CTaTyca TIalMeHTOB M pelIeHus] BOIpoca O HeoOXOAMMOCTU
O0BapMOMPOTEKINY WIIM KPMOKOHCepBalMy raMeT (OOLIMTOB, criepMaTo301uioB) [1,2,4,5].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTU HOKAa3aTeIbCTB —

5).

KoMMeHTapumt: HegbnoiHeHue YKA3aHHbIX Npoyedyp U Memooo8 06c1ed08aHUsl 603MONCHO MOJIbKO 8
KpatiHux cayuasx, ko20a nayueHm HAaxooumcs 6 mepMUHAIbHOM COCMOSHUU Npu NOCMYNaeHuu 8
CNeYUuaIu3UposaHHoe yupexcoeHue uiu €20 COMAMUUecKuli cmamyc makos, 4imo HUKAK020
cneyu@uueckozo JieueHus BbNOJHAMbCS He Oydem — MOJbKO NALIUAMUBHOE, WU, eciu NauueHm
omkassieaemcs om 00c1e008aHUs U JeUeHusl, 4mo O0NHHO 0blmb 3A00KYMEHMUPOBAHO 8 UCMOpUU
601e3HLU.

e PexomeHnyeTcss OepeMeHHBIM >KEHIIMHAM BBIIIOMHSTh IOMHBIA 00bEM [IMAarHOCTUUYECKUX
uccnegosauuii nmpu OJIJI, Kak M y HebGepeMeHHBIX, KpPOMe BBINOTHEHMSI CTaHIAPTHBIX
PEHTTeHOIOTMYECKUX METOLOB 00ciefoBaHMs (CM. KIMHMYECKMEe DPYKOBOZCTBA IO BeLeHMIO
6epeMeHHbIX MTalleHTOoK) [1,49].

YpoBeHb yOeAUTETbHOCTH peKoMeHzauuii — C (ypoBeHb JOCTOBEPHOCTM AOKa3aTEeIbCTB —
5).

KommeHTapum: ¢ OJuazHocmuueckoll yenvio npu OepeMeHHOCmU UYenecoo0pasHo npuMeHeHue
MAZHUMHO-PE30HAHCHOU momozpaguu u Y3, 8 mom uucne 1e204HOl MKaHuU.

¢ PekomMeHAyeTCS IPYU PA3BUTUM MHPEKIVOHHBIX OCTOKHEHMIT BHITIOJIHEHVE HEOOXOIVMBIX /IS
IMarHOCTMKY ouara MHbeKuuu mpouenyp ocomemoanust (Y3U, KT, MuKpoGMOIOrMUecKoe
(KynbTypasibHOE)  MCCIefoBaHME  KPOBM  HA  CTEPUIbHOCTb,  MUKPOGMOIOTMUECKOE
(KynbTypasibHOE) MCC/IefioBaHMe MOUM Ha 6GaKTepuajbHble MaTOreHbl; MUKPOOMOIOTUUECKOe
(KyIbTYpasbHOE) MCC/IeqOBaHVe OTAEISIEMOTO M3 TIOJIOCTH PTa; UCC/IeJOBaHMEe MUKPOOMOIIeHO3a
KUIIeYHMKA (OycbakTepnos) OJjis YTOUHeHus xapakrepa MHOEKIMM 1 BbIpaOOTKM aJeKBaTHOI
TaKkTUKM teyeHus [27,50-52].

VpoBeHb y6equTeIbHOCTU pekoMeHgaumii — C (ypOBeHb JOCTOBEPHOCTH JA0KA3aTeabCTB —
4).

JuHaMu4deckas oneHka 3(PHeKTUMBHOCTH Tepanumn

¢ PexomeHAyeTcsi BCeM MalMeHTaM Ha 3Talax MHAYKUMM M KOHCOMMAALMM KOHTPOJIbHOE
nccinenoBanue KM (mmomydeHne UuTonormyeckoro npemnapara KM myTem nyHKIOuu (CTepHaabHAs



IIYHKLUMSI) M LUTOJNIOrMYeckoe uccilenoBaHue Maska KM (Mmenorpamma) U3 CTepHaJbHOIO
ITyHKTATa) BBITIOJHSITh Tepe]] HauaJoM KaKAOro MOoCIeAyIollero stamna (ONTUMaibHO) 6o 1
pa3 B 2 Mecsina (He pexke!) ¢ menpio Bepudukamuu craTyca MalMeHTa 0 3ab601eBaHNIO
(pemuccus, pe3suCTeHTHOCTb, pelUaNB, TIporpeccust) [1,2,4,5,12].

VpoBeHs yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB —
5).

e PekomeHayeTcs mainueHTaM Ha (GOHe TMOAJePXKMBAIONIE) Tepanuyu IMOBTOPSTh IOIyYeHNe
nuTosiornyeckoro npemnapara KM myreM nyHKUMM (CTepHaIbHAS ITyHKLMS) U IUTOIOTUYECKOe
nccinenoBanne maska KM (mmenorpamma) M3 CTEpHaJbHOrO MyHKTata 1 pa3 B 3 mecsina B
TeueHMe 2 JIeT M B [JajbHelileM, MOoClAe CHATUS C JiedeHMs, Kaxkable MOArofja OO0 3 JeT
HaOIOeHNS C 1eJIbI0 BepU(UKAIMYU CTaTyCca MMalyeHTa Mo 3a60/eBaHNI0 (DEMUCCHS, PEIIU/TNB)
[1,2,4,5,12].

VpoBeHb yoeauTeIbHOCTH pekoMeHaanyii C (ypoBeHb JOCTOBEPHOCTH I0Ka3aTe/IbCTB — 5)

KommeHTapum: cmaxHdapmu3osaHHsle epemeHHble mouku e3smus KM Heob6xodumsl npu
MmoHumopurze MOB. Monumopunz MOB s6nsemcst KnouedoiM UCCied08aHuemM 80 8CeX COBPEMEHHbIX
npomoxkonax neveHuss OJUL. B Poccuu, 20e 8 KU skiiouaemcss MUHUMANbHOE YUCIO NAYUEHMO8,
pexomeHdosame cmaHdapmu308aHHtslii moHumopuxe MOF u npuHumams mepanesmuueckue peweHus
8 3a8UCUMOCMU 0M NOJIyuaemslx nokazameneli npedcmasnsemcs: npexcoespemeHHbIM. IMo C8S3AHO C
mem, umo & 6oJvuiuHcmee ciyuaes npozpammsl mepanuu OJUI moduguyupyromcs, He cobardarmcs
NPUHYUN®L «003a — UHMEHCUBHOCMb», UHIMEPBAIbl, 8 psade CIyuaes omcymcmayom npedycmompeHHbsle
KOHKpemHbsIM Npomokosiom npenapamol. Onpedenerue MOE Heo6X00umo Ons peuleHuss 8onpoca o
1e1ecoo6pasHOCMuU  8bINOJIHEHUS. MPAHCNJIAHMAUUU  AJII02EHHBIX  2eMONOIMUUECKUX CMBO0BbIX
knemok (danee — anno-TICK). IToamomy npedcmasnsemcs pasymHvim 8cex hauyueHmos ¢ OJIJI,
Komopole He 8KIHOUeHbl 8 KoHmpoaupyemsvle KU, paccmampusame 6 kauecmee KaHoudamog 0Jis
mpancnaanmayuu ano-TICK, ocobeHHo ecnu peus udem o poocmeeHHOl MpaHcnaaHmayuu.

Bonpeku comHumensHoli 8 ycnosusix P®@ pekomendayuu moHumopuposams MOB y nayueHmos ¢ Ph-
HezamusHsimu OJUI, moHumopuvz MOEB y nayuermos ¢ Ph-nosumuetsim OJLI 98715€Mcs KoUuesbim
ycnosuem yeuerus: ons BCEX (!) nauuenmos u 8 ycnosusix P®, nOCKOJIbKY 30 HANPSIMYH C853aHO C
mpe6osaHuem pexomeHdayuti no cmMeHe MUPO3UHKUHA3HO20 UHeubumopa (danee — UTK) 6 cnyuae
HedocmuceHUst MoJieKysipHozo omeema [1,2,53].

MOB

B nHacmosiwee spems cmandapmom moHumopuHaa 3¢gpekmusHocmu severust O/ cman MoHUMopuH
ocmamouHoti onyxosesoti nonyasyuu kiemox (MOB) ¢ nomouwsto mMemodos npomouHoti yumomempuu
U/unu - MoJseKynapHo-0UO0I0ZUYeCcKUX — Memodoe.  YkasaHHole Memoldsl  001adarnm — 8blCOKOL
yyscmeumensHocmplo  (06Hapymueaemcss 1 neiikemuueckass knemka Ha 10*° nopmansHbix
2eMON0IMUUecKUX KJaemok) U C UX NOMOWbI MOMCHO omcjexusams 6 OuHamuke cyob0y
Jielikemuueckozo kaoHa. OOHapyxeHue MOB nocie yumocmamuueckozo 803deliceus seJisiemcs
CambiM MOWHBIM npozHocmuueckum ¢axkmopom y nayueHmos c¢ OJUI, ceudemenscmeyrowum o
Heo6Xxo0umMocmu U3MeHeHUs mepanesmuieckoli makmuku u NPUMeHeHUs. 8 NPozpamme JieueHus ajlio-
TICK.

MeTtoanl onieHku MOB

Paspabomano Heckobko memodos ouenku MOB npu OJUL 3mu memodsl Omauuarmcs no
mpydoemKocmu, — 8pPeMEHHbIM — 3ampamam, — NpuMeHuMocmu 8  OMOenbHblX  CUMyayusx,
Yy8CcmeumebHoCMu, CIMouMocmu U HeKomopsiM opyeum acnekmam. Camoe 8axcHoe 8 ucciedosaHuul
MOB - 3mo MH020KpamHoe ucciedo8aHue, oyeHKa 8 OUHaMuKe, C meueHueM 8peMeHU.

Kak yxe ommeuanoce pauee, memoodst Oemekyuu u moHumopuxea MOFE nosgonsiom oyeHusams
2hpexmusHOCMb NPOB0OUMO20 JleueHUsl Ha MoaeKyaapHom yposHe. Oyenka MOB ocyuiecmensiemcs
TOJIBKO y nauueHmos, y Komopsix NOJyueHd NOJHAS KAUHUKO-2eMAmMo02UuecKdst pemuccusl.

e Pexomenpayetrcsi MOHUTOPUMHT MODB OCylecTBIsITh METOLOM MPOTOYHON LUTOMETPUM W/WIN
meTonom [P, To ecTh TeMu MeTOZaMU, y KOTOPBIX YYBCTBUTEIbHOCTD COCTaBIIsIeT He MeHee 10~
4 (1. e. BO3MOXHOCTb OIIpeJIe/INTh OIHY OITyXO0JIeByI0 KIeTKy Ha 10 000 HopMasbHbIX) [54,55].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTU HOKAa3aTeIbCTB —

5).



KommeHTapumu: He pekomeHdyemcs ocyujecmansme moHumopuvz MOB memodom FISH u memoodom
cmaHdapmHozo yumozeHemuueckozo ucciedosauus. Ilpu oyexke MOB y nayueHma Heo6x00UMO
noJ1b308aMbCsl MOJILKO 00HUM U3 Memodo8 0711 NPUHAMUs mepanesmuueckux peweHutl, npu 3mom
MOHUMOPUHZ OONMHEH OCYUlecmesiamocsa ¢ nepsvix OHeli mepanuu U BbINOJHAMbCS 8 O00HOL
nabopamopuu. Ananu3 MOF esinonnsemca é oopasyax KM.

BPEMEHHI)IQ TOYKM MOHUTOPpUHTIa

B pa3sHwvix KU knouesvie mouxu uccnedogaruss MOB, onpedensitoujue npozHo3, u CO0meemcmeeHHo,
U3MeHeHUe cmpamezuuu mepanuu, HeCKONbKO omauuarmcs. B yenom uccnedosamenu OUeHU8AwM
0CMamouHyl0 Nonyasyur0 ONyxoseevliX KJIemoK 6 KoHue I1-ii uHOYyKYuoHHoll assl (6-5 Hedens om
Hauana mepanuu) u Ha smane KoHconudayuu (12—16 Hedenv om Hauana mepanuu). [Ipedcmasnsemcs
1e1ecoobpasHbIM UCNONB308AMb 8peMeHHble mouku oueHku MOB y nayueHmos 6 coomsemcmeuu ¢
UCNONB3YeMbIM NPOMOKOJIOM JleUeHUss U MOJIbKO Npu YCl08UU €20 adeK8amHoz0 6bINOJIHEHUS
(Hemeukas epynna — 10 u 16 Hedens, ppaHyysckas — 6 u 12 Hedenv (6-5 Hedesns Ons onpedeneHus
maxkmuxku JseveHus), Benrukobpumarusa — 10 u 15 Hedenv, Umanus — 10-16—22 nedenu (22-2 Hedens
0715 onpedeneHus MAKMuKu JieueHus)).

IIpu ucnonv308anuu NPOMoOKoJIaA poccutickoii uccnedosamensckoti epynnost «OJIVTI-2009» o6pasust KM
ananusupytom Ha 10-ii u 16-1i Hedene mepanuu.

PexkomeHpanyy no MmoHuTOopuHry MOB

e PekomeHayeTCsI BCeM IalieHTaM I10C/Ae TPaHCIUVIAHTALMM OCYIIEeCTBJIeHMe MOHUTOPMHTA
tpaHckpunrta pl90 wim p210 mocpeactBoM konuuyectBeHHOV I[IIIP B peanbHOM BpeMeHH,
KOTOpast TO/KHA KOMOMHMPOBATBCSI CO CKPUMHMHIOM Ha npeametr mytaimii BCR-ABL nomeHa
TUPO3MHKMHA3 (MOJIEKY/ISIPHO-TeHEeTUUECKOe UCCaeJOBaHNe TOueuHbIX MyTauuii reHa BCR-ABL
(XMMepHBIN reH, 00pa30BaHHBIN CIMSIHMEM 00JIAaCTM KacTepa paspbhIBOB Ha 22 XpOMOCOMeE U
reHa TUPO3MH-KMHA3bl AGerbcoHa Ha 9 XpOMOCOME) METOIOM ITPSIMOTO CEKBEHMPOBAHMUS) B
cTyyae TIOf03peHNMs Ha Pe3UCTeHTHOCTH [53].

VpoBeHb y6equTeIbHOCTU pekoMeHgaumii — C (ypOBeHb JOCTOBEPHOCTH JAOKa3aTeabCTB —
5).

e He pexkomeHayeTcsl BbBINOJHITh MOHUTOPUHT MOB 1ipu HecoOMIOfeHUM MPOTOKOJIOB.
Mouutopunr MODB umeeT 3HaueHMe TOABKO IIpu IpoBemeHuM anpeksaTHoi XT cormacHO
BBIOPAaHHOMY IPOTOKOJTY, TIPU COOGIIOAEHMM TIPUHIIUIIA «/103a — UHTEHCUBHOCTb», MUHTEPBAJIOB U
3TaroB jeueHus [56].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YypoBeHb JOCTOBEPHOCTU [TOKA3aTEIbCTB —
4).

¢ Ouenka MOB y mauyeHTOB MOKET OCYIIECTB/ISITbCS Pa3sHBIMM METOHAMM, HO 00SI3aTeIbHO
pekomeHpayeTcs [54,55]:

e ompeneneHue JenKo3crenudUUecKux MapKepoB, TAIlMEHT-CIIenudUIecKUX KIOHATbHbIX
repecTpoek, abeppaHTHOr0 UMMYHO(eHOTHIIa 10 Hayasla Tepaninn;

e TpoBefeHVe MOHUTOPMHIA IKO0 ONHMUM U3 METOLOB, 1160 OMHOMOMEHTHO JBYMsI (He Yyepenys,
He 3aMeHsIs1 OOVH APYTUM);

e BBIMIOJIHEHME  MCCAEJOBAaHMSI B OJHOM  J1abopaTopuyu  COIVIACHO  peKOMeHIyeMbIM
CTaHJAapTU30BaHHBIM IIOAXOAAaM B 4YeTKMe CPOKM, IPeIyCMOTPeHHble MPOTOKOIaMM IpU UX
aJleKBaTHOM VCITOTHEHUM.

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (ypoBeHb JOCTOBEPHOCTHU OKA3aTEIbCTB —

5).



3. JleueHne, BK/IIOYaAsi MeAVMKAaMEHTO3HYIO U
HeMeOVKaMeHTO3HYIO Tepalnu, JMeToTepanuio,
00e300/1MBaHNe, MeOUIIMHCKME ITOKa3aHus U
IMIPOTUBONOKA3aHMSA K IPMMEHEHNIO METOIOB
JIeUeHUS

3.1. OcHoBHbIe nNpuHLIMIIBbI XMMMuoTepanuy OJ1J1

Ilpu Jn06oM npuHUune xumuomepanesmuueckozo eo3delicmsus 8 neueHuu OJUI cywecmeyem
HECKONbKO OCHOBHbIX 3Manoé mepanuu — UHOYKYUS peMuccuu, KOHCOAUOayusi pemuccuu,
noddepxcusarwas mepanus u npopuaakmuka (JieueHue) Hetiposetikemuu.

ITepuod HauanvHo20 JieueHUs, Uesibl0 KOmopoz20 s16Jsencst cyuweCmeeHHoe yMeHbUleHUe O0NyX0J1esol
maccel u docmuxcerue TP, Hazvieaemcs nepuodom uHAykuuu pemuccuu. B mepanuu OJUT ucnons3yrom
dee pasvl uHOYKYUU ONUmMebHOCMbi0 4 Hed Kaxcdas, nepepwuié Mexcdy KOmopsiMu He NPedyCMOMPEH.
HmenHo 6 amom nepuod Ha ¢hoHe npuMeHeHus Yumocmamuueckux cpeocme KoJauuecmaeo
Jetikemuueckux knemox 8 KM ymeHnswaemcs npumepHo 6 100 pa3s, m. e. 8 momeHm koHcmamauuu I1P 6
KM mopgonozuuecku onpedensemcs meHee 5 % onyxonesblx Kiaemok. IIpu ucnoss308aHuu
UMNYJNbCHO20 noodxoda (npoepammsl Hyper-CVAD) amanom uHOyKyuu cuumaromcs dea Kypca -
cobcmeeHHo 2-HedenvHblii Kypc Hyper-CVAD u cnedyiowuli 3a HuM nocie nepepuiéa Kypc
8b1COK0003H020 Yyumapabuma™* u memompekcama™* B Gonvuiurncmae ciyuaes IIP docmuzaemcs yice
nocne 1-ti ¢paswvt unoykyuu (unu nocne 1-20 kypca Hyper-CVAD), u auwis y uacmu nayuermos (10-30
%) — nocae 2-1i ¢asel uHOYKYuu (U1 2-20 Kypca 6biCOK0003HO020 yumapabuua™* u memompexcama**)
[57-61].

Bmopoim amanom mepanuu OJI sensiemcss KOHconudauyus pemuccuu (3akpenyieHue 00CMUZHymMoz2o0
npomusoonyxoneeozo 3apgexkma). B Hacmosujee 8pems 6 OONbWUHCMBE Cyuae8 KOHCONUOAYUs
si8151emcst HauboJjiee azpeccusHbIM U 8bICOK0003HbIM Imanom 6 eweruu OJUI 3adaueli smozo nepuoda
s8/151emcsl N0 B03MOMCHOCMU euje OoJbliee YMeHbWleHUe YUCId OCMAarnwuxcs nocie UHOyKyuu
Jlelikemuueckux Kaemok. Yawe 8cezo npedycmompeHsl 1-2 makux Kypca, 3amem, nepeo
noddepxcusarujum ueueHueMm, Mozym UCnonb308amscs NPozpammsl peuHoykyuu (6osiee onumeivbHole,
aHanozuunsie UT). B npomokojie poccutickoli uccnedosamensckoli 2pynnel nepuodom KoHcoaudayuu
HA36aHbl NSAMb NPOOOJIHUMEIILHBIX N0C1e008amelbHbIX (3—4-HedenbHblX) 3mand, Mexoy KomopuimMu He
npedycmompeHst nepepoigvt (1), HO uU3MeHsemcsa Juwb HAGOp JIEKAPCMBEHHbIX Npenapamos,
UCNoNb3yemsix 8 0aHHwIli nepuod, u moouduyupyrmecs 003uposKu psaoa yumocmamuueckux cpedcms.
Cnedyem noduepkHyms, 4mo 603MOMCHA pomayust NnpedyCMOMPEHHbIX NPOMOKONOM 3Manos
KoHconudayuu, 8 3agucumMocmu om yumoneHu4eckozo CUHOPOMA U 6apuaHmos ocnoxcHeHuti [57-61].

ITocne 3asepwieHuss smana KoHconudayuu cnedyem nepuod noodepicusarnujezo JedeHus, m. e.
npooonxeHUe YUumocmamu4ecko2o 86030elicmeus 6 MeHbUUX 003ax, Uem 6 Nepuood UHOYKYUU PeMUCCUl,
Ha 803MOXCHO ocmaroujutics onyxonesslii KJioH [57-61].

B Hacmosuwee spems 6asucom eceii npozpammuoti mepanuu OJUI sensemcs dudgepeHyuposarHoe
eo30eiicmaue: 1) dna ummyHonozuuecku 3pensix B-OJIJI dokasana 3¢gexmusHocmy MOUHO20
UMNYJIbCHO20 KOPOMK020 8030elicmaus 8 couemaruu ¢ aHmu-CD20-MOHOKIOHANIbHBIMU AHMUmMenamu
(90 % 5-nemuss BPB) [62]; 2) dna Ph-nosumuseHosix OJUI kaouegsim pakmopom 3gpexmusHocmu
A6151emcsl UCnoNb308aHue uHeubumopos abl-mupo3urkuna3st (80 % 3-1emuss eviicusaemocms) [53];
3) dns nayuenmos, y komopulx onpedesisemcs: nepcucmeHyuss MUHUMAIbHOU 0CMamoyuHoll honyasyuu
onyxonegulx k1emox, — anio-TI'CK [56,63].

IpunyunuansHo He0OX00UMO 8bI0eNIMb MpU KaKuesdsle, mpedyujue pasHozo aeueHus zpynnet OJII:
1) B-3penste OJUL; 2) Ph-no3umuenste OJUL; 3) Ph-nezamuenste OJII [1,2,4,5,53,56,62,63].

e PekomeHayeTcss 178 uMMyHosnorndecku B-spenoro Bapmanrta OJIJI (BepkwurT-nerikosa/
auMQpOMBI)  UCIIOTH30BATH  WHTEHCUMBHOE  MMIYJIbCHOe  (O6JI0KOBOE)  BO3[EiCTBUE
xumuomnpenapatamu (o nporpamme JIb-M-04 u T. n. cMm. npunoxenue A3.1) B coueTaHuu C
aHTn-CD20-MOHOK/IOHATbHBIMY AaHTUTEIAMY (PUTYKCUMAOOM **) [64].

VpoBeHb y6eauTeIbHOCTY pekoMeHzanuii — C (YpOBeHb JOCTOBEPHOCTM JOKA3aTeNIbCTB —
5).



KomMmMmeHTapum: 0066iUHO NOCie 8bIN0AHEHUs 4—6 O10K08 NAyUueHmsl CHUMAWMC ¢ mepanuu, um He
nposodumcs noddepicusaiouyee jeueHue, OHU He Hy¥Oaomcs 6 8binoaHeHuu aymo- uau auno-TI'CK.

¢ Peromenpgyercs mpu Ph-mosutusHbix OJIJI ucronb3oBanme UTK, HaunHas ¢ mMaTuHu6a™* B 1-
VI IMHUM, C DanbHeleil Mmoguduieii TapreTHOro0 BO3AEMCTBYUSI HA OCHOBAaHUY MOHUTOPMHTA
MUHUMAJIbHOM OCTaTOYHOI TIOITYJISIIMY OITyXOJIEeBBIX KIETOK M HaaW4usl MyTaluii KUHa3HOTO
nmomena BCR-ABL [65,66]

VpoBeHb y6enuTeIbHOCTU pekoMeHpgauuii — C (YypOoBeHb JOCTOBEPHOCTM JOKa3aTelbCTB —
4).

KommenTapumu: 3mo osdeticmeue 00mi#HO 6bimb hocmosiHHoiM. O6sem XT npu Ph-no3umugHsix
O/UT 0o cux nop ocmaemcs npeomemom Ouckyccuil. Hcnonsdylom Kak MUHUMAJIbHOE
yumocmamuueckoe go3delicmaue (MUOG0 O00HU 2/IIOKOKOPMUKOObL, JUOO  2/IIOKOKOPMUKOUOs! 8
couemanuu ¢ BUHKPUCMUHOM **), mak u 6onee uHmMeHcUHoe (Kaaccuueckue xumuomepanesmuueckue
npomoxkonsi sieuerust OJLL, 8b1COKO003HbIE UMNYJIbCHBLE NPOIMOKOJIBL).

¢ Pekomenayetrcsa B Tepanuu Ph-HeratuBHbix OJIJI B3pOC/IBIX MalVEHTOB MCIIONIb30BaTh B
OCHOBHOM JBa MNPUHUMIIA XMMMOTEpANeBTUUECKOTO BO3JENCTBUS: 1) MMITyJIbCHOE,
BBICOKO/IO3HOE C TIOC/IeyIolelt MMOCTOSTHHOM TToIIepskuBarolei Teparnueit (mporpamma Hyper-
CVAD); 2) 6onee TpaauLMOHHOE (CTaHOapTHOE) — 8—9-HemeabHash HeMpepbIBHAS MHAYKIMS C
MOUIEOYIOIIMMM  HEOJHOKPATHBIMM BBICOKOAO3HBIMM MMEIOAONSITUBHBIMM KypcaMu U B
TOoC/IeAyIONeM — MOIeP>KUBAIOIIMM JieueHreM (CM. ipuiokeHne A3.1) [57,67].

VpoBeHb y6equTeIbHOCTU pekoMeHaanmii — C (ypOBeHb JOCTOBEPHOCTH JA0Ka3aTeabCTB —
4).

KoMMmeHTapuu: pe3yivmamst KpynHetiwux uccnedosamensCkux epynn no JjieueHuro Ph-HezamueHsix
OJLT y 83pocnbix, 8 3a8UCUMOCINU 0M NPUHUUNG XUMUOMEPANnesmuueckozo 8030€liciaus, 0mpax eHsl 6
npunoxcenuu A3.2. Cymmupys 0arHsle Mabauypl, MOXHO OMMeMuUmMs, 4mo 8 yeaom 5-nemmsas oowas
svuicusaemocms (danee — OB) 83pocnsix nayuenmos ¢ OJUI, gapbupys 68 3a8ucumocmu om epynnsl
pucka u gospacma, cocmasasem 45-55 %. Pe3ynvmamst poccutickozo uccinedoéarus adcosiiomHo
conocmasumsl U 0axce NpeduILlaiom OaHHble 3apyOexcHbIX UCCIe008aHULl, HECMOMPS HA MAJy0 0010
anno-TICK [67].

¢ Pekomenayetcs mnauyeHTaMm ¢ OJIJI, 0COGEHHO OTHOCSIIMMCSI K TPYIIIIaM BBICOKOTO PUCKA,
OHVUM U3 3TaroB jieueHus BoIMOMHATH TI'CK 6o ayTosmornyHbix (manee — ayto-TI'CK), 60
QJIJIOTeHHBIX (OT POACTBEHHOTO MM HepoacTBeHHOTo HLA-coBMecTuMoro noHopa — amio-TI'CK)
ILIST [OCTVsKeHMsI TepaneBTuyeckoro addexra [1,2,4,5].

VpoBeHs yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —

5).

KommenTapumn: 8 Poccuu aymo-TI'CK paccmampueaemcsi Kak n030Hs1s 8bICOKO003HAs KOHCONUOayust
uauye eécezo 6 neueHuu T-xknemounsix OJI. B 3apybexcHsix uccnedosarusix aymo-TI'CK pekomendyemcs y
nayueHmos 8 mMonekyasipHoti pemuccuu Ph-nosumugHnozo OJIVI. Anno-TI'CK sensemcs 0653amesibHbiM
amanom mepanuu nayuermos ¢ OJIJI u3 2pynnsl 8bICOK020 PUCKA, U ee 3pekmusHocms ces3aHa ¢
(GopmuposaHuem  NOCMOSIHHOZ0 — UMMYHOTI02UYECK020 ~ KOHMPOJsL  3d  O0CMAsWuMcsl — nocie
yumocmamuueckozo 6030€licmeus 0nyxoneevlM KJIOHOM (Peakyuu <«mpaHcniaHmam npomus
XO03UHA»).

e PekoMeHAyeTCsl BceM IallyieHTaM BbINONHSITh NMPOGWIAKTUKY WM, IIPY HeOoOXOOVMOCTH,
JledeHye Heviponeiikemun [40].

YpoBeHb yOeaAUTETbHOCTH peKoMeHzauuii — C (ypoBeHb JOCTOBEPHOCTM AOKa3aTEeIbCTB —
5).

KommeHnTapum: amom aman pacnpedensiemcst Ha 6ce nepuodsl NPO2pamMMHO20 JleueHus — UHOYKYUIO
pemuccuu, KoHconudayuio u noddepxcusaioujee neueHue. O6bUHO nNpopuIakmuxy Hetiponelikemuu
(ocHOBHOLI nepuod — 5-6 uHmMpamexkaivHolX 88edeHuli npenapamos) ocywecmensirom 8 nepuod UT,
3amem 6 meueHue 6cex 3Manos KoHconudayuu u noddepxcusaroujeli mepanuu GbINONHIIOMCS
npogunakmuyeckue NyHKYuu ¢ pasHoli uacmomoli HA pasHelx 3manax (8 cpedHem HUCTIO
npoguiakmuueckux aMOANbHbIX NYHKYUL 00xHHO cocmename 15-20). JleueHue HetipoelikeMuu
ocyujecmensaom no uHolM  npuHyunam. CHauana npoeodsm UHMPAMeKdaibHvle B68e0eHUs.
yumocmamuueckux npenapamos ¢ uacmomoti 1 pa3z 8 2-3 OHs 0o Hopmanusayuu noxkasameneu



UepebpOCNUHANLHOT HUOKOCMU U NOJIyYeHUs MUHUMYM 3 HOPMAJIbHBIX Pe3y/bmamos aHaniu3d
JIUK8Opa. 3amem NyHKYuu 8 meueHue nosyzodd npoeodsmcs ¢ uacmomoti 1 paz e 2-3 Hedenu c
nociedyrouium nepexodomM HA Npopuiakmuueckuii pexcum eeedeHus. B OonblUUHCMBe Clyuaes
obyueHue 207108s! 8 0o3e 2400 pad He mpebyemcs. Dmom nooxod moxcem OblMb UCNONB308AH JIUUIDL Y
mex nayueHmos, y Koz20 8ciedcmeue pasiuuHulX NPUuuH (aHamomuueckue ocobeHHocmu, KpatiHe
msixenas nepeHocuMocms CNUHHOMO32080Ll NYHKYUU) npoguirakmuka Heliponeltikemuu ¢ NOMOUibIO
UHMPAameKanbHoIX 88edeHULll Yyumocmamuueckux npenapamos 8vinojiHeHa Obimb He moxcem. Takie
80NpOoC 0 NpuMeHeHUU O0OJyueHUs 207108bl NOOHUMAEMCS Npu  peppakmepHoM  meueHuu
Heliponelikemuu (omcymcmaue noJH020 omeema uepe3 5—-6 sgedenuli npenapamos).

3.2. [IporHocTuueckue pakropsl 3P GeKTUBHOCTY JIeUeHUS

e PekomeHayeTcsl IPMMeHSITh GAKTOPBI PUCKA C I[eJIbI0 OLIEHKM TPYIIBI PUCKA U OTIpeeneHust
TMoKa3aHMit K UCMOAb30BaHMIO B Tiepuof, nepBoii [TP amno-TT'CK B cOOTBETCTBUM ¢ KOHKPETHBIM
poToKosioM jevuenust [1,2,4,5].

VpoBeHb yGeauTebHOCTH pekomeHpauuii — C (ypoBeHb JOCTOBEPHOCTU [OKA3aTe/IbCTB —
5).

KoMMeHTapum: nosoxceHue o npozHocmuueckux ¢gaxkmopax npu OJI 803HUKNO C Nosi8leHUEM
adexsammoti XT, mak Kaxk moJibKo UCNONb308aAHUE CMAHOAPMHBIX NPOZPAMM Nh0380Jis1em 8bl0eUMb
nayueHmos ¢ onpedenieHHbIMU KAUHUUECKUMU, MOP@HOonouueckumu, umMMyHOpeHomunuuecKumu,
yumozeHemuueckumu, MOJIEKYAAPHO-2eHEMUUECKUMU Xapakmepucmuxkamu 3a601eeaHust, y Komopoix
yoaemcss unu He ydaemcs 0dobumbscs dpgekma. [lemanvHoe usyuemue NpuduH Heycnexa npu
UCNOJIb308AHUU  CMAHOAPMHBIX NPOMOKOA08 hpusodum K (Gopmuposanuio zpynn pucka U,
€001meemcmeeHHo, C030aHu HoBblX JugdepeHyUpPo8aHHbIX N100X0008 K JeUeHU IMux NayueHmos.
Cnedyem noduepkHymo, 4umo Haaudue y nayueHma ¢axkmopa HebaazonpusmHozo NPpozHo3ad Hu 8 Koem
cnyuae He moxcem Oblmb OCHOBaHuem On hepexodd K haniuamueHoli mepanuu. Bce gaxkmopobt
NpozHO3a UCNOMB3YIOM U UCCAeOYIom MOJbKO 8 KOHMEKCme 603MOXCHOCMU MAK020 U3MeHEeHUS
mepanuti, KOMopoe NosvICUI0 Obl ee IPHexmueHOCmMs y MaxKux NAyUeHmMos.

B meuenue kax muHumym 08yx decamunemuti ons e3pocivix nayueHmos OJIVI mak Haswieaemvle
(akmopel pucka, accoyuuposaHHvie ¢ IPGHeKMUEHOCMbI0 JieueHus, 0CMAawnmcs Heu3MeHHbIMU.
Hckniouenue cocmasnsiiom Ph-nosumuensie OJIT u B-OJUI co 3pensim UMMYHO(EHOMUNOM, KOmMopble
OovLu BvldesieHbl 8 CO8epuleHHO omdesbHble 2pynnbl, Hyxcoarowjuecs 8 0coboM mepanesmuueckom
go3deticmeuu (UTK u 6710K08as UMMYHOXUMUOMEPANUSL COOMBemCcmeeHH0), U NPO2ZHO3 NPU KOMOPbIX
ecredcmaue 3mo20 USMEHUILCS CYUWecneeHHbIM 00Pa30M.

IIpu Ph-HezamusgHovix OJUI, HecMompsi Ha UHMEHCUDUKAYUI0 mepanuu, 8bINOJIHEHUE 3HAUUMEIbHO20
yucna anno-TICK Ha pasHulx NpomoKoIax pasHelX UCCIe008amenbCKux 2pynn, onpedeieHHble
KJIUHUKO-71a60pamopHsle napamempul Npodosxcaom onpedesisimes NpozHO3 3ab601e8aHUsl, MAaK Je KaxK
U HeckoJbko decsmkoe Jem Haszad. [Ina Ph-nezamuenbix B-xknemounsix OJUI ¢pakmopamu pucka
bonblILHCMBOM UCciedosamerieli npusHaromcsa: 0Oonee cmapuuii eospacm (30 nem u 0onee),
uHuyuansHelli neiikoyumos (30 x 10°/n u Gonee), panHuti ¢ernomun (pauuuii npe-B unu BI no
knaccugurayuu EGIL), ysenuuenue nokazamens JIJII' 8 2 pasza u Gonee, no3dHee (Gosiee uem Ha 35-ii
OeHv) Odocmucenue IIP, oOHapyweHue t(4;11). na T-xknemounsix OJUI — paHHue u 3penbiii
ummyHogernomunst (TI/II u TIV no knaccuguxayuu EGIL), unuyuansHstii neiikoyumos (100 x 10°/n u
6oziee), nosdnee docmuscerue IIP. TTomumo 3moezo, nocjiedHue decims Jiem KOUe8blM (HaxKmopom
npoeroza ona ecex OJIJI cman nokazamenv, oueHusaiowjuii MOB: npu ee o00HapyxceHuu c
yyecmeumensHocmolo memoda 104 6 meuenue 6 mecayes neuenus npozHos onpedensemcsi Kax
HezamugHulll. Tlayuenmam ¢ OJUI onpedeneHue epynnsl pucka, no Komopoii onpedessemcs
mepanesmuueckas Makmukd, 00JIXHO 8bINOJIHIMbCS OJIBKO 8 PAMKAX M020 NPOMOKOJA, KOMOopblli
ucnosv3yemcs y KoHkpemuozo nayueima [1,2,4,5,12].

Heo6x00umo cuumamo HegvINOJIHeHUe NPOMOKOoJIa mepanuu, HepezaameHmupo8aHHoe CHuxieHue 003
npenapamos, 0iumesibHole UHMeEPBAsl 6e3 JieueHus, He npedyCMOMmpeHHsle NPOMOKOIOM, 2pyObIMU
HapyweHusmMu Xumuomepanesmuueckozo0 npomokoad, U OUeHusames makux nayueHmos Kax
nayueHmos ¢ kpatiHe HebazonpusimusimMu ucxodamu mepanuu [1,2].

3.3. [IporHocTuueckas sHauuMmoctTb MObB



H3zsecmuo, umo nepcucmuposavue MOF nocne UT/koHconudayuoHHoli mepanuu accoyuupyemcs ¢
He01azonpusimHbIM NPOZHO30M U 8bICOKOLI uacmomoti peyudusos, Hecmompst Ha npodoseHue XT, u
npu Ph-no3umugHsix u Ph-nezamuensix OJII [56,68-73].

Taks#ce KpatiHe He6azoNPUIMHBIM QAKMOPOM 87151emcst MOoNeKyAapHbllli peyudus. MeduaHa epemeHu
om demexyuu MOBE 8 KM 0o pazeumusi 2eMamosiozuieckozo passepHymozo peyuousa cocmasisem
0K0J10 2—4 Mmecsiyes.

¢ PekomeHAyeTcs jieueHre MoeKysipHoro peryuansa Ph+ OJIJT u Ph— OJIJT B COOTBETCTBUM CO
CcTaHZapTamu, pa3pabOTaHHbIMM [JisI pPa3sBepHYTOro MOpPGOJOTrMUYeCcKoro peruanBa, Kak
vyHMMyM ipu OJIT y B3pocibix [1,2,4,5].

VpoBeHb y6eauTeIbHOCTU pekoMeHmanuii — C (YpOBeHb JOCTOBEPHOCTU AOKA3aTEeIbCTB —
5).

KomMmenTapwuit: npu monekynapHom peuuduse Ph+ OJIJI Heob6xo0umo 8binonHums cmeny HTK,
PEKOMeHO08aHO Npu 3MOM ucciedosarue mymauuoHHozo cmamyca BCR-ABL zeHa ¢ uyeswvio
HasHaueHus1 appexmusnozo UTK. Kpome moezo, u npu Ph-, u npu Ph+ OJIJI nokasaHa 8vicoKas
appxmuenocmes npumeHnenus Onunamymomada™** [74], ¢ mom uucne c¢ ekaioueHuem HTK, npu
MonekynspHom peyuduse uau nepcucmenyuu MPE. Hanuuue MOJIEKYNISIPHO20 peyuousa Moxiem
2819MbCs Kpumepuem 8kaoueHust 8 KM no ucnons308aHu0 3KCNEpUMEHMANbHbIX J1eKAPCINBEHHbIX
cpedcma.

@akmopom HezamueHozo hpozHo3a 6 nuaaxe 0e3peyudusHozo meueHus 3a00neéaHus s67sencs
o6HapyxceHue MOF kak do, mak u nocie TI'CK. BeposmHocme pazeumus peyuousa docmosepHo 8bllie
y nayuenmos, y komopuix onpedensemcs MOB.

3.4. Jleuenue nanyeHTOB ¢ Ph- OJIJI

Boi60op nmporpammsl UT y mainueHTOB B BO3pacTe 40 55 et

PaznuuHsie ucciedosamensckue 2pynnsl NPUMEHSIIOM pasnuuHsle cxeMbl mepanuu (npunoxceHue A3.1),
edurozo npomoxona mepanuu OJLI He cywjecmeyem. Obwuil npuHyun mepanuu npedcmasisiem coooli
8bINoIHeHUe npedgaswl, UHOYKUUL peMUCCUU, KOHCOnudayuu pemuccuu, noddepxcusarouleti mepanuu.

¢ PekomeHpgyercs mamyeHTaM ¢ Ph-aHeratuBabiM OJIJI B BO3pacTe MOJIOXKe 55 JIeT BBIMOTHSTH
Tepamnuio 1o nporoxony OJIJI-2009 (cm. npuiioxkenue A3.1) [67].

VpoBeHb y6equTeIbHOCTU pekoMeHgaumii — C (YypOBeHb JOCTOBEPHOCTM JA0Ka3aTeIbCTB —
4).

¢ PexomeHAyeTcs1 B KauecTBe ajJibTePHATMBBI JJISI MOJIOJbIX MallMeHTOB B Bo3pacTe o 30 yer
MIPOTOKOJI POCCUIICKON mMepuaTpuueckoit rpynmnbl 1no jedenuto OJIJI - MB-2008 (cm.
npuioxenue A3.1) [75].

VpoBeHBb yOenuTeTbHOCTU PeKOMeHZanuii — B (ypoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —
3).

e PekomeHIyeTcsI B KayeCTBe ajbTepHaTUBbI MpoTokony OJIJI-2009 mpumMeHeHMe TporpaMm
nmeuennst Hemenkux (GMALL), dpanirysckux (GRAAL) n amepuranckux (MD Anderson CRC)
uccnenoBarerei (IporpaMMbl Tepaluy NpuBeneHsl B puioxkenun A3.1) [76-79].

VpoBeHb y6eauTeIbHOCTU pekoMeHmaumii — C (YypOBeHb JOCTOBEPHOCTH JAOKa3aTeabCTB —
5).

¢ PekomMeHAyeTCsI UCIIONIb30BaTh (PAKTOPHI pUCKa, onpeaessionye crpareruio Teparvu OJII, B
3aBUCHMOCTY OT KOHKPETHOTO BbIOPAHHOTO BpauoM IIPOTOKO/IA JeueHus (CM. pasjen 3.2
«[IporHoctuueckue dakTopsl 3bdeKTUBHOCTY TeueHusI») [1,2].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTU JOKAa3aTeIbCTB —

5).

KoMMeHTapum: He3asucumo om 6sl0paHHoz20 npomokoaa mepanuu nayuenmos ¢ OJUI ¢ t(9;22),
t(4;11) Heo6x00UMO OMHOCUMB K 2pynne OueHb BbICOK020 PUCKA U Y B8CeX C Camoz0 Hauaida



paccmampusams 803MOXCHOCMb 8binonHeHus anio-TI'CK.

e PekoMeHAyeTCs TpM IPyObIX HApYIIEHMSIX JIIOOOTO ITPOTOKOJA TEPEBOAMUTH MAIlMEHTOB B
IPYIIITY OYeHb BBICOKOTO PUCKA M TMPUHMMATH PelieHye O BO3MOKHOCTM BBIITOTHEHUS] aJlIo-
TI'CK (cm. pasgen 3.2 «I[IporHoctudeckue Gaxtopsl apdekTuBHOCTY TeueHms») [1,2].

VpoBeHb yoeauTeIbHOCTU pekoMeHmanuii — C (YpOBeHb JOCTOBEPHOCTU IOKA3aTeIbCTB —
5).

IIpendasza

IIpedgasy Heobxo0uUMO HauUHame cpasy nocjie mozo, Kak éce duazHocmuueckue meponpusimust 6yoym
3aeepuieHol.

¢ PekomeHAyeTcsI BCeM TallyieHTaM C BepuGUIMPOBAHHBIM OMATHO30M HauMHATH mpendasy
MPeqHN30J0HOM™ ¢  [eNbl0 LMUTOPeNYKUMM ¥  OIpeNeNeHUs] UyBCTBUTENBHOCTY K
npegHM30a0HY ™ [80].

VpoBeHb yoenuTenbHOCTM pekoMeHzanuii — C (ypoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB —

5).

KoMMeHTapum: MoHOmMepanusi 2awKoKOPMuKocmepoudamu seasemcs 0cHosoli npedasvt -
uHuyuansHoti mepanuu OJUL InumenvsHocms npega3ssl cocmassisiem 7 OHell, U HenocpedcmeeHHO
nocie Hee cnedyem uHOykuuoxHas ¢asa 1. Tlpedgaza noszsonsem cmabuiusuposams cCoCMosiHuUe
nayueHmos, Komopsle nocmynawnm 6 omodeneHue 2eMAamosiozuu ¢ MmsiensiMu UHGEeKYUOHHBIMU
OCJIOMHEHUAMU,  Memabonudeckumu  HApyweHusmu  U/ulu  Cepve3HulMU  Kpo8omeueHUsMuU
(aumubuomukamu U  npomueozpubkosviMu  cpedcmeamu, — mpaHcy3uoHHoli  mepanuetl,
3amecmumensHoli mepanueti, akmopamu ceepmvléaHus, ajia0NYPUHONOM **/pazbypukasoii**), u
Hauame 1-10 @a3y uHoykyuu 06e3 3adepiKu UnU C MUHUMATIbHBIMU OMKAOHEHUsMU. Bo epewms
8bINOIHEHUSL  Npedassl  ocywjecmessemcss yumozeHemuueckdass OudazHOCMuUKd, uymo Nno360Jsiem
evidenums nayueHmos ¢ Ph-nosumuensim OJUI u 6GezomnazamesnvHo Hauamos um nepeyw asy
UHOYKYUU N0 MeHee MOKCUUHOMY npomokony 0as Ph+ OJUL Ecmo Heboasuias 007 63POCTblX
nayuenmos ¢ OJIJl, y KOMOPbIX pezucmpupyemcs: oueHs 8bICOKAs UYBCMBUMENbHOCb ONYXONE6bIX
KJ1emoK K npedHU30n0Hy** u nonuas pemuccus (Oanee — ITP) moxcem 6btmb docmueHyma nocjie 7 oHeli
MoOHOmepanuu 2nokokopmukoudamu. Hecmomps Ha mo, umo 6 psde npomokojios npeddasa He
a8715emcs  0053amesibHoIM  KOMNOHEHMOM, Hanpumep, 8 npozpamme MDACRC (Hyper-CVAD),
poccutickue akcnepmyl NOAA2ANM, 4Mo 8blNoNHeHUe hpeddassl KpatiHe YenecooopasHo.

NHayKOus peMuccuu

e PekomeHayeTcsI BCeM MallyieHTaM CTPOTO BBIMIOMHSTh MHAYKIIMOHHBIN KypC Teparnuy COrIacHo
BbIGPaHHOMY ITPOTOKOIY eueHust Ph-ueratusHbix OJUI [1,2].

YpoBeHb Y6e,lII/ITeJII)HOCTM peKOMe}maum}i -C (YpOBeHI) JOCTOBEPHOCTU JO0Ka3aTe/IbCTB —

5).

Kommenrapun: [ ¢asa undykyuu sensemcsi Haubonee KpumuuHoli, ee NpoooSIHUMENbHOCNb
cocmasnsem 4 Hedenu (unu 2 Hedenu e npomokose Hyper-CVAD). VIMeHHO 80 8pemsl 8bINOJIHEHUS
amozo samana UT pezucmpupyemcst camoe 00bllOe UUCTO OCNOXCHEHUL, KAK MOKCuueckux, maxk u
UHQEKUUOHHBIX, C 0XcUdaemoli uacmomoti paHHux JemanbHslX UCX0008 npubiausumenvHo >5 %. B
poccutickom mHozoueHmposom KU, sxnouusuiem ungopmayutro no 300 nayuenmam ¢ OJIJI 8 o3pacme
om 15 0o 55 nem, nokazamens pauHeti nemaivHocmu cocmasun 9 %.

B smom nepuod Heo6X00UMO 6biNONHAML 8eCb 00BeM COnposooumenbHoll mepanuu, 6KIUAS
MOHUMOPUHZ U KOPPEKYU NAa3MeHH020 2emocmasa, mpomOouumoneHuu, davemuu, JeueHue
UH(EKUYUOHHBIX OCI0XCHeHULl, Memabonuueckux HapyuleHuil (caxapHozo dJuabema), NCUXUUECKUX
paccmpoticms, He8poI02U4ecKoll CUMNMOMAamuKu, oCmMpslX 2enamumos, NaHKkpeamumos u m. 0. B
cyuae pazeumus KpatiHe msajcesivlx 0CA0MHeHUtl u/unu 2ayookoti yumoneHuu (netikoyumos meree 500
K1 8 MKJI) yumocmamuueckas mepanus 00JxHa 0bimb npepsana (Kpome NpedHU30a0HA™™ ) u
80300H08J/IEHA C MOMEHMA OCMAHOBKU NPU KOPPEKYUU OCTIOMHEHUTI U 80CCMAHOBIEHUU noKa3amenet
Kpogu.

Bce npoepammpl  JiedeHusl  BKJANUAIOM  BUHKPUCMUH™Y, nNpeoHu3o0i0H™* u  aHmpayukauHsl
(OayHopyOuyuH**).



i

)

IIpumeHeHue mo20 UAU  UHO20  2IHOKOKOPMUKOCMEPOUOHO20 — 20pMOHA  (NPeOHU307I0H*
MemuinpeoHUu3onoH ™ — dexcamemasoH™*) onpedensiemcs BbIOPAHHBIM  NPOMOKOJIOM  JleUeHuUsl.
TIpednu3onon™* uHozda 3ameHsiom Ha OeKCcamemasoH™* nocie oyeHKU uyscmeumenbHOCmMu K Hemy,

sk

NOCKOILKY OeKcamemason™* obnadaem 06o0Jiee BbIPANEHHBIM LUIMOCMAMUUecKumM 3dddekmom u

npoHukaem e I[HC. B poccuiickom npomokone «QOJUI-2009» npeodHu3oioH™** 3ameHsiom Ha
dekcamemasoH ** npu KoHcmamayuu UHUYUAIbHol Heliponetikemuu unu Ha 7-ii deHs, eciu NpoyeHm
onacmuuix knemok 6 KM nocne npedpasel paseH unu npesviuiaem 25 %. ekcamemason™* 6onee
mokcuueH u mpebyem MmujamenbHoz0 MOHUMOPUPOBAHUS C UENbI0 CHUMEHUS PUCKA Cepbe3HblX
uHpekyuti. Ymo kacaemcs AHMPAYUKIUHOB, MO ONMUMAJILHBIM NPENnapamom MOMCHO CUUMAMb
dayHopybuyuH** Cnocob ux eeedeHust moxcem omauuamoscs (3 0Hs nodpad, 1 pas 8 Hedento, 2 pasa
uepe3 2 Hedesll), HO IMOM hapamemp He oKd3vledem 6JUSHUS HA yacmomy docmuxceHus IIP u ux

I’lpOaOfl)fCumeJleOCmb.

Yacmo 6 1 (pase uHOyKyuu npumeHsiom achapdaezuHasy™*, komopas 6 OanvHeliulemM Moxcem
UCNoNbL308amuvCs U Ha npomsxeHuu eceti npozpammol aeverust OJIJ1. ITonazarom, umo amom npenapam
yeenuuugaem npoodosxcumensHocms IIP (HO He eepossmHocmb ee docmudceHusl). OOHAKO paHHAA
OMmMeHa acnapazuHassl** eciedcmeue pazeumust MoOKCUUECKUX peakyuli He oKasvleaem GUSHUSL HA
007120CPOUHbIE PE3YLINAMBL, 8 MO 8PeMs. KAK HAPYWEHUs KOAzyAAUYUOHHO20 2eMOCMA3a ommeuaomcs
uacmo (b6onee uem y 60 %) u mpebyiom MOHUMOPUH2A KOA2YNSYUOHHLIX napamempos, a npu
Heobxodumocmu — 3ameujeHust ahmumpomouma III u/unu pubpuHozeHa.

B nepuod I ¢aset UT OonxiHO Oblmb BbINOJIHEHO 5 JIIOMOANbHBIX NYHKYUL ¢ NpoQuUIaKkmuyeckum
esedeHueM mpex npenapamos (Memompexcam ™,

yumapabuH ** dexkcamemasoH **).

II ¢asza undykyuu cocmaensem no onumenvHocmu 3—4 Hedenu 8 O6OJbLWUHCMEE NPOMOKOJIO8 U
npedycmampueaem Uchons3oeavue yukaopocamuda™, cmandapmuelx 003 yumapabuHa** u
mepkanmonypua™** Ha 2mom amane maxxce 8blNOJHSII0M CNUHHOMO03208ble NYHKYUU.

B npomoxone Hyper-CVAD 2-ii asman UT npedcmasnsiem co0oli 861COK0003HbILI KYPC C BKIIOUEHUEM
yumapabuxa** u memompexkcama**

Hedocmuicenue IIP nocne amoti passt UHOYKYUU pacueHusaemcs Kak pepakmepHocme, u nayueHmsl
nepesoosimcst Ha npozpammsl JedeHus pedpakmepHvix Gopm OJUI, Komopwie CcyujecmeeHHo
omJuuaomcs, 8 3asUcCUMocmu 0m umMmyHoeHomunuueckozo sapuarma. ITpomoxonst XT npueedeHsl
8 npunoxceHuu A3.1.

¢ PekoMeH/yeTcCs BCeM MalyeHam ¢ 15-ro JHS OT Hauasia JiedeHus Ha Bce BpeMst XT BBITIOTHSITh
MPOPUIAKTUKY ITHeBMOIIMCTHOM ITHEBMOHUMA #KO-TPUMOKCA30/I0M
[cynbdameTokcazon+Tpumetonpum]** (480 mr 1 pa3 B IeHb eXXeqHeBHO) [1,2].

VpoBeHb y6equTeIbHOCTU pekoMeHgaumii — C (YypOoBeHb JOCTOBEPHOCTM JOKa3aTelbCTB —
5).

KoHconumanus

¢ PexomeHnpgyercs BceM nanueHTam, gocturumum I1P rnocie 3aBepiieHnss MHAYKLMOHHOIO 3Talla,
BBINOJTHUTD 3TAIl KOHCOMUAUPYIOLIETrO JleueHUs CTPOro 10 TOMY JKe IIPOTOKOIY, I10 KOTOPpOMY
npoBoauIach MHAYKIM [1,2,4,5].

VpoBeHs yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB —
5).

KommeHTapum: mepanus, Komopywo hpoeoodsim nocie docmudxceHust I[IP — KoHconudayus, 6 pasHbix
NPOMOKONIax JieueHus CyujecmeeHHo OmJuudemcss ho ceoeli UHmeHcugHocmu. bBonvwuncmeo
egponetickux uccnedo8amesbCkux 2pynn NnpuMeHsiiom 8bICOKOO03Hble NPOMOKObL C BKJIIOUEHUEM
HeCKOMbKUX KYpCo8 uumapabuHa™* u memompekcama™* e 8vlCOKUX 003ax, 0061a0arnuux 3HaAUUMbIM
MUEN0CYNPeCCUBHbIM A pexmom u conposoxcdarouuxcs OnumenvHoIMU nepuooamu
MUENOMOKCUUecKoz0 —azpauyioyumosa u nepuodamu 6e3 JeueHus. Illupoxko ucnonv3yemolii
amepukaHckuii npomokon Hyper-CVAD amanom KoHcoaudayuu Haszvieaem 4 nocuedosamesibHbix
uepedyuuxcs Kypca, aHanoeutHslx UHOYKYUuU, 08a U3 KOmMopblix — 8b1COK0003Hble [57]. IIpuHyunuansHo
OMAUUAWUMCA NOOX000M s18Jislemcsl aman KoHcoaudayuu 8 poccutickom npomoxkone «OJIJI-2009»,
Komopwlli npedcmassnsem o060l HenpepwvligHOe yuUmocmamuueckoe Hu3Kko0o3Hoe 6030elicmesue.
Humepesan mexcdy 3asepuwieruem II ¢paszvt uHOyKyuU U HAYAZIOM dmana KoHconudayuu npedcmasnsem
coboti 7 OHell, 8ce ocmanvHvle amansl KoHconudayuu (1-3-ii amansl) npogodssm 06e3 nepepwvléos.



Kouconudayus 4 6 npomoxkone OJUI-2009 (cm. npunoxceHue A3.1) npedcmasieHa 00HOKPAMHbIM
8eedeHuem memompekcama** & evicokoli dose (1,5 2/M?) Ha one 3 Omeil dexcamemasoHa™* u
00HOKpAmMHbIM ~ 88€0eHUeM dAChapazuHassl™*; KoHconudauuss 5 — 00HOOHeBHbIM — B88edeHueMm
yumapabuna** ¢ doze 2 ¢/m? 2 paza 6 deHv Ha one 3 Oweii dekcamemazoHa™* u 0OHOKPAMHBIM
ssedeHueM acnapazumasvl**[67].

%

Xomenoce 06bl  ommemums, UMO 8 POCCULICKUX 2eMamoJioeudecKux yeHmpax (Gaxkmuuecku
omcymcmayem — 803MOXCHOCMb — MOHUMOPUHed — KOHYeHmMpayuu  memompekcama™* — umo
HEYKOCHUMENbHO mpebyemcs. npu 6bINONHEHUU 6blCOKOO03HOU mepanuu. Bcnedcmeue amozo daxce
O00HOKPAmHoe Ucnonb3eaHue memompekcama™* e 8ulCOKOLU d03e cOnposoxdaemcs JemaipbHOCMbHo,
C853AHHOL C MOKCUYHOCMBI0 npenapama. B ces3u ¢ amum xomenocy 0bl 00pamume 6HUMAHUE
2eMamon0z08, KOmopsle 8bl0UPAIOM UHble 3apyOexcHble NPOZPAMMbl JledeHusl, Had Mo, 4mo 8 Mux
npomoxoiax memompexkcam™** @ 8vlCOKUX 003X NPUMEHSIIOM HeOOHOKPAMHO U UCNONb308aHUE
Memompekcama** e npeonucaHHwsix 0ozax 0e3 Hanuuusi AeK8amHoz0 MOHUMOPUH2A C BbICOKOL
8ePOSIMHOCIbI0 MOMCEM 3AKOHUUMBbCS IeMANbHbIM UCX000M.

¢ PekomeHAyeTcsl MaleHTaM MCIIOAb30BaHMe MeToTpekcaTa** B BBICOKMX H03aX COTTIACHO
MPOTOKOJIaM JIEUeHMSI TOJIbKO B TeMaTOJIOTMYEeCKMX LeHTpaxX, TIhe eCTb BO3MOXXHOCTb
OCYIIECTB/ISITb ~ M3MepeHMe KOHLeHTpauuyu IIpernapara B  CbIBODOTKE KpPOBM, JIS
MpefoTBpallleHNsT TSDKeNbIX HeKeJlaTelbHBbIX SIBIIEHMI, OOYCIOBIEHHBIX HeaJleKBaTHOM
IMMMHALIMe MeToTpekcaTa. [IpM OTCYTCTBMM 3TOJ BO3MOXKHOCTM 11€/1eCO006pasHO BbIGMpPATh
TIPOTOKOJIBI 63 BBICOKOIO3HBIX KypcoB [1,2,4,5].

VpoBeHb yGeauTebHOCTH pekomeHpauuii — C (ypoBeHb JOCTOBEPHOCTU [OKA3aTe/IbCTB —
5).

¢ PekOMeHAyeTCsa BCeM Tal[MeHTaM HEeyKOCHUTEIbHO COOMIOfAaTh BPEMEHHOV peraMeHT
MpOTOKOJOB [1,2,4,5].

VpoBeHs yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB —
5).

e PekomeHayeTcs1 BCeM IMalMeHTaM Ha BCeX 3Tarax KOHCOMMUIALUMM BBITTOMHSITH MPOGUIAKTUKY
ITHeBMOIMCTHO ITHEBMOHMM #KO-TPUMOKCA30I0M [cyibdameTokcasosn + TpumeTonpum|** (480
Mr 1 pas B IeHb exxefHeBHO) [1,2].

YpoBeHb YﬁeJIMTeJII)HOCTM peKomeH,uaum‘i -C (ypOBeHb AOCTOBEPHOCTHU OAOKa3aTeJbCTB —
5).

IIpodmnakTuKa U iedeHue HeiipoaeiikeMun

Hauano npogunakmuxu nopaxerus IIHC, kak xntouesozo komnoHenma mepanuu OJIJI, nposodumcs
00HOBpeMeHHO ¢ Hauanom cucmemuoii UT [1,2,4,5].

¢ PekomMeHAyeTCsI BCeM TAI[iEHTaM B KauecTBe MPOGUIAKTUKM HEeNpoIeiikeMuy OCyIeCTBISITh
CIIMHHOMO3TOBbIe ITYHKIIMI C MHTpaTeKaJIbHbIM BBeleHMeM TpeXx IpernapaToB: MeToTpekcaTa™ ™
(15 mr), nurapabuna** (30 mr), npegHusonoHa** (40 Mr) uan mekcameTtasoHa** (4 MT) COIJIaCHO
cxeMe BbIGPAaHHOTO MPOTOKOMA (CM. TpuiioskeHne A3.1) [1,2].

YpoBeHb YﬁeﬂMTeJ’leOCTM peKomeHnaum‘i -C (ypOBeHb JOCTOBEPHOCTU J0Ka3aTe/lIbCTB —

5).

KoMMeHTapuu: uHmpameKkaisHoe gdedeHue XUMUONPenapamos pekomeHOyemcs 6sInoHAMb 6Cem
nayueHmam 68 MOMeHmM Nnepeoll, Mmak Haszvléaemoli OUudzHOCIMUYECKOl CNUHHOMO0320801i NYHKYUU C
JleueOHO-NpoQuUIaKmuUecKoll yevio.

¢ He pekoMeHAYeTCS MPY BHICOKOM MHUIIMATBHOM JieiiKoiuTo3e (6omee 50 THIC.), BHITOTHEHNE
CITMHHOMO3TOBO} MYHKIMM B 1-i1 eHb Tepamnuu; ee BHIMIOJHEHNE JODKHO ObITh OTIOXKEHO 10
MOMEHTAa CHIKeHUSI YMcia OJIacTHBIX KJIETOK B Tepudepruyeckoil KpoBM sl M36eXaHMs
KOHTaMWHAUMY OJAaCTHBIMYM KJIETKAMM CIIMHHOMO3TOBOW JXMIKOCTUM TIPU TPaBMaTUUHON
nyHkuum [1,2].

VYpoBeHb yOeaAUTETbHOCTH peKoMeHzauuii — C (ypoBeHb JOCTOBEPHOCTM AOKa3aTEeIbCTB —
5).



¢ PekomeHayeTcs1 BbITIOTHEHMe TpoduiakTudeckoii aydeBoil Teparuu (JIT) (B mose 24-30 I'p)
TOJIbKO Y TIAIIMEHTOB, TTOYYAIOI[MX JIeUeHNe B PAMKax 3apyOeskKHbIX MPOTOKOIOB, BKIIOUAKOIINX
JIT B mporpammy (cM. mpwiokeHnue A3.1), b0 y MAIMEHTOB, y KOTOPBIX BCJIEICTBUE
aHATOMMYECKUX OCOOEHHOCTEeI He MOTYT ObIThb BBIMOJIHEHbI CIMHHOMO3TOBbIE MTYHKIIVYU
[1,2,4,5].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —
5).

KommenTapuu: 6 pamkax Pocculickoeo npomokosa esinonHeHue npogunakmuueckoii JIT He
pexomendyemcs [67].

e PekomeHIyeTCsI BCeM IalMeHTaM MMUKPOCKOIMYECKOe MUCCAefoBaHue CIMHHOMO3TOBOI
SKUMIKOCTH, TIOJICUET KJIEeTOK B CUYETHOI KaMepe (OIpenesieHNe LMUTO3a) U/MUIN IIUTOIOTUYecKoe
UCCIeAoBaHMe KJIEeTOK CIMHHOMO3IOBOM JXMAKOCTU [JISI  MCK/IIOUEeHMS/TIOATBePXKIeHMS
Heriponevikemun [40].

VpOBeHb YGeI[MTeJIbHOCTM peKomeHnaum‘i -C (ypOBeHb JOCTOBEPHOCTU JO0Ka3aTe/IbCTB —
5).

KommeHTapum: duazHo3 HeliponelikemMuu yCmMaxHasausawm npu oOHApy#eHUu 8 CNUHHOMO0320801
HuoKocmu GAACMHbIX KAEMOK (8 11000M Koauuecmee) Uiu maxk Haswleaemozo yumosa 6onee 15/3 (unu
5 knemoxk 8 muxponumpe).

e PekomeHayeTCs1 BCeM IMalMEeHTaM MpPU KOHCTATallMM HeWpOleikeMuu B MOMEHT ITepBOit
JIMarHOCTUYECKON CITMHHOMO3TOBOM ITyHKIIMM TTePeBECT! MalyeHTa Ha AeKcaMeTa3oH™* (103l
COIVIACHO IIPOTOKOJIy Tepanuu — CM. IpuioxkeHue A3.1), Kak mperapar, IPOHUKAIOLIVII yepes

remaTosHIedannueckuit 6apbep [81].

VpoBeHb y6eauTeIbHOCTY pekoMeHzanuii — C (YypOBeHb JOCTOBEPHOCTM JOKA3aTelIbCTB —
5).

IloanepskuBaloias Tepanmns

Ioddepxcusarouias mepanus se1emcs Heomsemaemoll u Heo6X00uUMolli uacmeio CMAaHoaApmHoli
mepanuu OJL y 83pocasix, 3a uckaoueruem OJLT u3 3pensix B-numpouumos. Ee npodonxcumensHOCMs
cocmasnsem 8 cpedHem 2 2oda.

e TMaumentam c¢ Ph-OJIJI (kpome Teparmmu 3penoro BapuaHTa B-OJIJI) peRoMeHAyeTcs
NpoBelleHMe  TOAJepKuBalolleil  Tepamuu, COCTOSILE M3  €KeQHEeBHOTO  IMpueMa
MepKanTonypuHa**, meroTpekcata*® (IO3MpOBKa COMIACHO TMPUMEHSIEMOMY Y [IaHHOTO
namyeHTa MpPOTOKOJy JieueHus, CM. MpuiaoxkeHue A3.1) — 1 pa3 B He#denw, ITyJIbCOB
TTIOKOKOPTUKOCTEPOUIHBIX TOPMOHOB ¥ BUHKpUCTUHA** — 1 pa3 B mecs [1,2,4,5].

YpoBeHb yOeAUTETbHOCTH peKoMeHZauuii - C (YypoBeHb JOCTOBEPHOCTM AOKa3aTeIbCTB —
5).

KoMMmeHTapum: 3mom 23man JieueHUus MONem OCIOMHIAMbCS pa3sumueM MueiomoKcuueckozo
azpamysoyumosd, noamomy Heob6Xo0UMO UEmKo 6blNONHAMb peKomeHOauuu no Koppekyuu 003
UUMoCmamuuecKux npenapamos

e [lanyeHTaM peKOMeHJyeTcsl IpoBeieHe TIOAAePKUBalolIell Tepanuu C yueToM yKa3aHHbIX B
MPUMEeHSIEMOM Y JaHHOTO TalleHTa ITPOTOKOJIe JIeueHUs peKOMeHIauii o peayKUuu A03 C
Lebl0 MUHMMM3AUMM 4Yuciaa WHGEKIMOHHBIX OCIOXKHEeHWMIA, CBSI3aHHBIX C pa3BUTHEM
LUTOIIEHNYeCKOro CMHApoMa (cM. ipmiokeHne A3.1) [1,2,4,5].

VpoBeHb yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB —
5).

e He pekomMeHayeTcs IIPOBeLeHMe MO LepRuBawlLeli Tepanuu nocie awo-TI'CK (uckintouenne
cocrasisier Ph/BCR-ABL-no3utuBHbIi OJIJI, mpu KoTopoM rokasano npumenenue UTK mocre
awio-TT'CK B Teuenne 2 sier) [1,2,4,5]

VYpoBeHb yOeAUTETbHOCTH pekoMmeHpanuii — C (YpOBeHb JOCTOBEPHOCTH [IOKA3aTe/lIbCTB —
5).



e PeromeHayeTcs1 MIpoOBefieHME TOAAEPXKMBaIOIE Tepanuu mnauyeHtam mnociae ayto-TT'CK c
y4eTOM pefnyKUKM [03 NperapaToB, Pe3ylbTaTOB PeryJIsIpHOrO UCCIeN0BaHUs KIMHUYECKOro U
OGUOXVMMUYECKOTO aHATM30B KPOBMU, U TIPU OTCYTCTBUY MHGMEKIIMOHHBIX OCTOXHeHM [1,2,4,5]

YpoBeHb yOeaAUTETbHOCTH peKoMeHZauuii — C (YypoBeHb JOCTOBEPHOCTM AOKa3aTEeIbCTB —
5).

e Bcem manueHTaM peKOMEHAyeTcsl IIpueM #KO-TpUMMOKcasona [cyibdamerokcazon +
TpumMeToripum|** (480 mr 1 pa3 B JeHb eXXeJHEBHO) BO BpeMsl BCeil Mo e p>KMBalolleli Tepanmn
C 1ebI0 MPOMMIAKTUKY TTHEBMOLMICTHON THeBMOHMM [1,2].

VpoBeHBb yoeauTensHOCTH pekoMeHaanuii C (YpoBeHb JOCTOBEPHOCTH JOKAa3aTe/IbCTB — 5).
Jleuenne mumMdoo6aacTHO TMMbOMBI

e PexomeHAyeTcsI BO BCeX CIy4asX 3KCTPaMeAYISIPHOTO TOPakeHMs (Haxke IpPU OTCYTCTBUM
nopaxenusi KM) mpoBoauTh Tepamuio IMalueHTaM II0 MpoTokony Jjedenus OJIJI (cm.
npwioxkenue A3.1) [14].

YpoBeHb YGGJIMTGIHJHOCTM peKome}maum‘i -C (ypOBeHb AOCTOBEPHOCTHU AOKa3aTeJbCTB —

5).

e PekomMeHAyeTCsI BCeM TIIallMeHTaM BBITIOJIHUTDL [OUCTAHIMOHHYIO JIY4eBYIO Tepamuio IIpu
TMOpa>keHUM cpefnocTeHus B mo3e 36 I'p B KOHIe KoHconmuaauuu wiau mnociae ayto-TI'CK, ecin
pasmMepbl CpeIOCTeHMS] TIOCje BBIMOJHEHMSI BCeX ITAlOB KOHCOAMUIAIMM  OCTAIOTCS
yBenuueHHbIMU (3 cM u 6ornee) [1,2,4,5].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YypoBeHb JOCTOBEPHOCTU [IOKA3aTENIbCTB —

5).

Kommenrapumn: npu OJII nopaxceHue aumpamuyueckux y3a08, neueHu, cene3eHKku, cpedocmeHHbIX
JUMPOY3/108 U MUMYCA HE OMHOCAM K IKCMPAMeOyANAPHbIM, NOCKOIbKY 8bllienepetucieHHble 0p2aHbl
A6J110MCSL yacmoio aumpamuueckoli cucmemst opearusma u npu OJUI ux eosjieueHue 8 npoyecc
s6155emcsi 00bIUHBIM NpOsieTieHUeM 3a00e8anus. K sKCmpamedyansapHbiM OMHOCAM HeliposietikemMuro
(cm. 8blule), NOPaXeHUe KOXCU (KOXCHbLe JIetiKeMUuObl), MAZKUX MKaHell, Kocmet, auuex, SuuHuUKos u op.

3.5. Ph- OJIJI y mOXWIBIX MallieHTOB

¢ PekomeHAayeTcs1 JieueHue Yy TAUMEHTOB cTapmie 55 JeT HaumHaTh ¢  1pendasbl
KOPTUKOCTEpOUAAMH (JO3MPOBKA COTJIACHO ITPOTOKOJTY, TIPEICTABIEHHOMY B MpMIOKeHnn A3.1)
[1)27475]'

VpoBeHb y6eauTeIbHOCTU pekoMeHmanuii — C (YpOBeHb JOCTOBEPHOCTM JOKAa3aTelIbCTB —
5).

¢ PekomeHpgyercs mnaimyeHTam crapiie 55 jet ¢ Ph-ueratuBHabiMu OJIJI ¢ yIOB/IeTBOPUTETbHBIM
COMaTMYeCKMM CTaTycoM 6e3 TsDKelIOol COIYTCTBYIOIIEH Imarosoruu IpoBemenue UT
LUTOCTATUYECKMMM TIperapataMy B CHIMKEHHBIX [03aX C IOCIEeOYIONMMU  KypcaMu
KOHCONMMUOAUMM U TOAIepKuBarolieii Tepanunu (mpuioxkenue A3.1, mporokon OJIJI-2009 pns
ManyeHToB crapiue 55 ner) [1,2,4,5].

VpoBeHb y6eauTebHOCTH pekomeHpauuii — C (ypoBeHb JOCTOBEPHOCTU [OKA3aTe/IbCTB —
5).

¢ He pekomenayetcs naiyentam OJIJI B BospacTe cTapiie 65 jieT pacCMaTpuBaTb BO3MOKHOCTb
BbINnonHeHNs aio-TI'CK B ¢BsI31 € BBICOKMM PUCKOM JIeTaIbHOCTY [82].

VYpoBeHb yOeaAUTETbHOCTH peKoMeHzauuii — C (ypoBeHb JOCTOBEPHOCTM AOKa3aTeIbCTB —
5).

e PekomeHayeTcsl TanyeHTaM cTapiie 65 JeT MpOBOAUTH jedeHue 1o mnporpammam XT ¢
KOppeKIIMei 03 IUTOCTaTUYeCKMX MpernapaTos (cm. mpuwiokenne A3.1) [1,2,4,5,82].

VpoBeHsb yoenuTenbHOCTH pekoMeHzauuii — C (ypoBeHb JOCTOBEPHOCTM JOKAa3aTeIbCTB —

5).



¢ PekomeHpayercsi TmaieHtaM ¢ Ph-HeratuBHbiMu OJIJI B HEYIOBIETBOPUTEIbHOM
COMAaTMMYECKOM CTaTyCce W/WUIM C TSDKeIOM COIYTCTBYIOLIEl IaTONOTMeli  BBIIIOJIHEHMe
NMa/UIMATUBHOM  Tepanmuu —  KYNMPOBaHME CUMIITOMOB  3abojieBaHMsl, TPOBeHEHNE
3aMeCTUTENbHOI Tepanuu TpaHCchy3MOHHbIMY cpepamu [82].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YypoBeHb JOCTOBEPHOCTU JIOKA3aTENIbCTB —
5).

3.6. Jleuenue nauueuTos ¢ Ph+ OJIJI

uT

e [laumentam B Bo3pacte <55 jer, aub6o KaHaMmaTaM [AJjis BbImojaHeHus: amio-TI'CK
peKOMeHIyeTcsl MpoBefieHne Tepanuu uMatuHmoom™* (600 mr/cyT) B KomOuHauuu ¢ XT Ha
OCHOBe 4-5 mpernapaToB (cxeMy Tepanuu cM. B mpuioskeHun A3.1) [53].

VpoBeHb yoenuTenbHOCTM pekoMeHzanuii — C (ypoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB —

5).

KommenTapumn: o6HapyweHue y ~30 % nauuenmos ¢ OJIJI mpanciokayuu t(9;22) u,
€00meemcmeeHHo, xumepHozo mpaHckpunma BCR-ABL no3eo/isiem ucnons306amy 6 JieueHuu 3motl
popmovt OJUT umamunu6** — UTK 1-20 nokoseHus, no0asasiowuti akmueHocms mupo3uHkuHassl BCR-
ABL, nosgonsiowuti docmuus 8 MOHOpexuMe z2emamosiozuueckuii omeem y 70 % nayuedmos, ¢
yacmomoti docmuwiceHus IIP auwe 6 19-20 % cnyuaes. B c8s3u ¢ 3mum 8 Hacmosiujee 8pems
paspabamoleaiomcsi pasiuuiHvie KOMOUHUPOBAHHbIE CXeMbl C UCNONB30BAHUEM UUMOCMAMUUECKUX
npenapamos, nosgonsiowux docmuue IIP y 90-95 % nayueHmos, a makxxe Yaydwums Kauecmea
omeema neped TI'CK.

e PekoMeHpAyeTcCs IallyieHTaM cTaplie 55 yieT, He SBJSIOMMMCS KaHIMIATaMM Ha BBINOTHEHME
TI'CK, Tepanusi UMaTMHMO60M** ¢ BO3MOXKHBIM J06aBIeHNeM K HeMY TJTIOKOKOPTUKOCTEPOUIOB
n/mn XT [82].

VpOBEHB Y6e,[lMTEJIbHOCTI/I pEKOMEH,IlaIJ,Mﬁ -C (ypOBeHb AOCTOBEPHOCTHU AOKa3aTeJbCTB —

5).

KoMmMmeHTapum: mepanesmuueckue nooxodsl K JeueHur nayueHmos cmapuie 55 niem HanpasnieHol 8
6o/1bliell cmeneHu HA CHUXCEHUE UHMEHCUBHOCMU mepanuu 3a cuem npumeHeHus 8 kauecmee 6a308601i
mepanuu umamuHuba** (8 gukcuposamHotli doze 800 mez/cymKu) 8 KOMOUHAUUU C NEPOPAIbHbIM
npedHusonoHom** (8 doze 40 me/mM?> 6 cymKu), a makxie ¢ HU3KOUHMeHCUBHuIMU pexcumamu XT

(BUHKPUCMUHOM ™™ U dekcamemaszoHoMm **).

e PekomeHAayeTcs BBINOMHATH MPOGUIAKTUKY HelposieiikeMuy BCeM TIalMeHTaM COIJIaCHO
BBIOPAaHHOMY ITPOTOKOY (CM. ripuioxkerue A3.1) [40].

VpoBeHb y6eauTeIbHOCTH pekoMeHpauuii — C (ypoBeHb JOCTOBEPHOCTU [OKA3aTe/IbCTB —
5).

KoMMeHTapuu: umamuHu6** HedocmamouHo npoHuKaem uepes 2emamostyepanuueckuii bapwvep, u
€20 KOHUYeHmMpayus 8 CNUHHOMO0320801i ¥cuokocmu docmuzaem autus 1-2 % om maxoeoti 8 Cbl80poImKe
kpoeu. ITosmomy ecem nayuenmam ¢ Ph+ OJIJI Heobxodumo npoeedeHue aKmugHoLl
HeliponpoGUAAKMUKU.

HOCTMHI[YKIJ,MOHH&H Tepanus

¢ PekomeHayeTcss BbinojgHeHue amio-TTCK oT cubGAMHra WM HEpPOACTBEHHOrO OOHOpa
naieHTaM, KOTopble MMEIOT [MOKa3aHMs ¥ OTHOCSITCS K IPYIIIe BBICOKOTO pyUcKa (CM. paszen 3.2
«[TporHoctuueckue hakTopsl 3 HeKTUBHOCTY TeueHnsi») [48,56].

VpoBeHb y6eauTeIbHOCTU pekoMeHmanuii — C (YpOBeHb JOCTOBEPHOCTU AOKA3aTeIbCTB —
4).

¢ Pexomenpyercs BoinonHeHue ayTo-TT'CK npu orcyrcrBum HLA-mnentuuHoro noHopa y MObB-
HeraTMBHBIX NALIMEHTOB C oCIenyIoleil noaaepsxxusawiei tepanmeit UTK [83].



VpoBeHBb yOoenuTeTbHOCTU PeKOMeHZanuii — B (ypoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB —
3).

IloppepxuBaroias Tepanus

¢ PekomeHayercss Bcem manyeHtam ¢ Ph+ OJIJI wucnonb3oBaHue KkKombuHanuu WTK c
nepopanbHoit XT [53].

VpoBeHs yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTU HOKAa3aTeIbCTB —

5).
Tepanus Ph-nmosutusHoro OJIJ] y MOKW/IBIX MALIIEHTOB

¢ PekomeHpayercsi BceM maijueHTaMm ¢ Ph-mosutuBubiM OJIJI crapuie 55 net mposeneHue UT
UMATUHUOOM™* +/— cTepoumamyu +/— BUHKPUCTUMHOM™** ¢ TIOC/IEYIONIeil KOHCOMMIAIVIOHHOM
Teparnueil 1 ofaepskuBaloleit Teparnuei (CxeMmy IMPOTOKOJIA CM. B IpwioskeHnn A3.1) [53,82].

VpoBeHsb yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTM HOKAa3aTeIbCTB —

5).

¢ PekomeHpayeTcs maiyeHTaMm crapire 55 et ¢ Ph-mosutuBHbiM OJIJI BeIOMHSTS anno-TT'CK c
HEeMUEeNOaOMSITUBHBIMY ~ PEXKMMAMM  KOHAUIMOHMPOBAHUS ~ TOCTAEe  OIEHKU  PUCKOB
TpaHCIJIAaHTAIVIOHHO IeTaIbHOCTY U KOMOPOUAHOCTH [82].

VpoBeHb y6eauTeIbHOCTU pekoMeHmanuii — C (YpOBeHb JOCTOBEPHOCTM JOKA3aTeNIbCTB —
5).

KoMmMeHTapum: pe3ynsmams! aeueHusl Y NOXCUNbIX NAYUEHMO08 3HAUUMETIbHO Xyxe, Hexcenu y demet
u 0Oonee MONOObIX B83POCHBIX. DMO 00BSACHIEMCA 02PAHUUEHHBIMU B03MOMCHOCMAMU NPOBedeHUs.
UHMEHCUBHOLI mepanuu 3a cuem COMAMUYeckoz0 cmamyca nAayueHmos u CONymcmeynouux
3a6onesaHuli 8 NOMUNIOM 803pacme, a Mmakie HebIA2ONPUSMHBIMU dakmopamu npozHo3d,
npucywumu nayueHmam OaHHoli eo3pacmuoii epynnol. ITayuenmst ¢ OJII noxcunozo eo3pacma 6
Hacmosujee epems onpedeasilomcs Kak omoeavHas zpynna nayueHmos, mpedyowas ucnons308aHus
cneyuguuHslX 0N O0aHHO20 803pacma npomoxonos. B 6GonsuiuHcmee ucciedosaruti dns OJIUI 8
cmaputyro 803pacmHyto epynny Kanuanm nayueHmos 8 eopacme 55 nem u cmapuwe. Ilpu amom y
nayuexnmos cmapuie 55 nem 30-50 % cocmasnstom Ph+ OJIL

CrpaTeruu jiedeHus! B IepPUOJ, MOC/Ie TPAHCIUIAHTalUN

¢ PekoMeHAyeTCs MCIIOJb30BaHMe MMaTHHMOa** B KauecTBe IOAIepKMBaAIOIeli Tepanyuy 1mocie
amno-TI'CK  (mpunoxkenue A3.1); KpomMe TOrO, JAaHHas Tepanusi pPEKOMEHAYyeTCs Mpu
obHapykeHUM TpaHckpunToB pl90 wim p210 mnpu  yoUIOBMM OTCYTCTBUSI  MyTalluii,
aCCONMMPOBAHHBIX C PE3UCTEHTHOCTbIO K UMATUHUOY ™ [84].

VpOBeHl) YGeI[MTeJIbHOCTM peKomeHnaum‘i -C (ypOBeHl) AOCTOBEPHOCTHU AO0Ka3aTeJbCTB —
4).

e Pekomenpayercsa nepexon Ha UWUTK 2-ro mnoxkoseHust npu pasBUTUM Pe3UCTEHTHOCTU K
UMaTUHUOY** (ma3aTuHMO™*, #HMIOTMHMO™¥) (MputokeHue A3.1) [84].

VpoBeHb y6eauTeIbHOCTU pekoMeHzanuii — C (YpOBeHb JOCTOBEPHOCTM JOKA3aTelIbCTB —
4).

KommeHnTapum: 6s100p npenapama 0oiceH 6bims 0CHOBAH HA AHAIU3E MYMAYUOHHO20 cmamycd.
Peuupgus

¢ Pekomenayercsa y mauueHtoB ¢ OJJI ¢ peuuaMBoM 3abosieBaHMSI MCIIOIb30BaHMe
masaTMHMO6a™ ¥ H#HWIOTMHMOA™* TpM OTCYTCTBMM MYTaluii, acCOIMMUPOBAHHBIX C
PEe3UCTEeHTHOCTBIO K HUM (CM. ipuiokenne A3.1) [53].

VpoBeHb y6eauTebHOCTH pekomeHpauuii — C (ypoBeHb JOCTOBEPHOCTU [OKA3aTe/lbCTB —
5).

Kommenrapuu: OnacmHeie knemku npu Ph+ OJUI xapakmepu3dylomcs npuobpemeHHsIMU
2eHeMuyecKUMU  aQHOMANUSIMU, YMO 3HAYUMO 6Jusem HA €20 NpozHO3 U chnocobcmeyem
npoepeccuposanuto 3abonesamus. Y 83pociviXx HAaUuUe YyumozeHemuueckux aHomanuii, nomumo Ph-



XPOMOCOMbL, Oommeuaemcs npubnu3umensHo 6 mpemu cayuaes. Ilpubnusumensvo y 50-80 %
nayuermos, docmuezwux IIP Ha ¢oHe mepanuu umamuHubom™* 8 meueHue 1 20da paszsusaemcs
peuudus, ymo uacmo AcCoyuupyemcs ¢ Haauuuem moueyHoli Mmymayuu KuHasHozo domena BCR-ABL,
umo denaem ¢epmenm BCR-ABL HeuyscmeumenvHsiM K npenapamy. IIpubnusumensHo 80 %
nayuermos ¢ Ph+ OJUI, y komopbix ommeuaemcs peyudus Ha GoHe mepanuu UMAamuHubom** umerom
mymauyuu ber-abl, cpedu komopuix domunupyrom T3151. Fimeromcs daHHble, umo amu Mymayuu mozym
803HUKAMb CNY4aliHO 8 pe3ynbmame BblpAMEHHOU 2eHemuueckoli HecmabuisbHOCMu, umo daem
KJIeMmKam npeumyujecmeso 8 pocme 8 ycl08usx cesekmusHozo go3deticmeus UTK.

HasamuHub™* gensemca myasmumapzemusim uHzubumopom KuHa3 BCR-ABL, SFK, KuHa3ssi
peuenmopa 3¢pura, PDGFR u Kit. JazamunuG** aensemca 0ojiee aKMusHuM Npenapamom no
CPAsHEeHUI0 ¢ UMamuHubom™* u aggekmusen npu peaucmeHmMHsIX K UMAmMuHUby™** KoHgopmayusx
KUHAa3Ho2o domeHd. OH cnocobeH uHzubuposams nponudepayur u akmusHoCmy KUHA3bl OUK020 mund,
a makxe 14 u3z 15 mymanmuoix eapuarnmos BCR-ABL, 3a uckawoueHuem mymayuu T3151. B KU II
aswt 6vina nodmeepicdeHa appekmusHocms dazamuHuba™** npu pe3ucmeHMHOCMU K UMAMUHUGy**y
nayueimos ¢ Ph+ OJIJI, a maxxe y nayueHmos, He NepeHOCUBWUX UMamuHub™* azamuHub™*
XOpOuI0 nepeHoCumcsl, 00HAKO Uacmo OCIOXHSAeMcs 2emamosiozuueckoti moxkcuuHocmoto III-1V cm.,
0Cc00eHHO 8 pacnpocmpaHeHHslx (hazax 3aGonesanusi. Heezemamosiozuueckumu no6OUHbIMU
appexmamu daHHozo npenapama s6as10Mcs duapes, mowiHoma, 20n106Has 60Jib, nepugepuueckue
omeku u nnespanbHelli 8otnom. OOHAKO NpoOneMoll maxxce $6as1emcs pe3ucmeHmHOCMb K
dazamuHuby**, Haubonee uacmoti npuuuHoti Komopoli sensemcs mymayus T3151.

B Hacmosuwee 8pems #HUNOMUHUG™* u #003ymuHub™* mozym paccmampueamscs 8 Kauecmee
anemepHamuesl UMAmuHuby** u dazamunuby™* B mo xe eépemsi 00 CUX nop OHU (POpMaibHO Ons
seuerust OJII He 3apezucmpuposatsl. HazHaueHue mozo unu uHozo UTK dosicHo Gbimb 0CyuiecmaneHo
nocne onpedeyeHus MymayuoHH020 cmamyca.

3.7. OcoGbIe COCTOSTHMS IIPY JIEYeHUM OCTPOro Jumd@oaeitkosa

I'mnepneikonnTO356I

e PekomeHayeTcss BceM TalMeHTaM IIPOBeJeHMe CeaHCOB Jelikouuradepesa mpu
6eCCMMITTOMHOM TEUEeHUM TUIIEPIIEKOIIMTO3a P YMCIe JIeHKOIUTOB >300 x 109/n, a Takke
IpY HaTUYMY KIMHUYECKOI KapTVUHBI 1e/iKOCTa30B IPU YucIe JeiikomyuTos >150 x 10%/1 [85]-

VpoBeHb y6eauTebHOCTH pekoMeHpauuii — C (ypoBeHb JOCTOBEPHOCTU [OKA3aTe/IbCTB —
5).

KoMMeHTapuu: uucio neiikoyumos 8 zemozpamme >100 x 10°/n & de6rome OJII naGnwodaemcs 6 10—
30 % cnyuaes OJUT u ssnsemca, kak u npu opyeux eapuarmax OJI, pakmopom HebNA20NPUATNHOZ20
npoexosa. Yauje eunepnetixoyumo3s npu OJUI pa3susaemcs 8 Moa000M 803pacme, y myxcuuH, npu T-
Knemouxom eapuanme (8 38 % ciyuaes uucno neiikoyumos >100 x 10°/n), npu Hanuuuu nopaxeHus
cpedocmeHusl, MAcCusHoli zenamocnjieHomezanuu, Hetiponetikemuu, a makxce npu Ph+ OJIJI u MLL-
setikemuu. Knunuueckue nposenenus eunepietikoyumosa npu OJIJI 06ycnoeneHsl nposieneHUsMu
Jietikocmasos. OOHAKO msiwecms UX 3HAUUMENbHO MeHblle, YeM NpU 0CMPOM MUENOUOHOM Jieliko3e
(Oanee — OMJI), u, coomeemcmeeHHO, HUxXe PAHHAS JemanvHocmy (2—-6 %). Pexce scmpeuaemcs
KJIUHUKA J1elikocmasos, nNposieasiowdscs NpusHakamu mkadesoli eunokcuu, JIBC-cuHOpomom,
opeaHHoli ducyHKuueli, 2eMoppazuiecKuMu 0CI0XCHEHUIMU, 8 MoM uucae co cmopoHst ITHC (2-3 %),
a maxxce NOpax@eHueMm Jiee0uHol MKaHu ¢ pazgumuem 0Ccmpozo pechupamopHozo ducmpecc-cuHopoma
(Oanee — OPIZIC) (6 %) u noueuHoli HedocmamouHocmot. Tepanus daHHo20 cocmosiHus npu OJLUT
npeumyujecmeeHHo HanpasJieHa Ha hpedomepaujeHue cuHopoma ausuca onyxonu u JBC-cunopoma Ha
¢one Hauana XT. JIns amozo npumeHsiiomcs Jetikouumadgepe3swl, 00Hako apgpexmusrocms ux npu OJIT
3Hauumo Huxce, uem npu OMJL

¢ PexomeHAyeTcsi BceM IMaiuMeHTaM ¢ MomeHTa auarHoctuku OJIJI mpoBefmeHue Tepamuu
a/TIONypPUHONOM™**, afleKBaTHas TUApaTAlMOHHAs Tepanus (10 3 1/M2), Ipu Heo6XOAVMOCTY —
dopcupoBaHHbIii  OuMype3 C TOMOIIbI0 MHQY3U U TETIEeBbIX AUYPETUKOB C IIEJIbI0
npoWIaKTUKM CUHIpOMa Jin3uca omnyxonu [1,2].

VpoBeHs yoenuTenbHOCTU pekoMeHZanuii — C (YpoBeHb JOCTOBEPHOCTU JOKAa3aTeIbCTB —

5).



e Bcem mamnueHTamM Tpy OBICTPOM CHIDKEHMM 4YMCIA JIEHKOIUTOB Ha QoHe Tmpendassl
MpeHU30JI0HOM** peKOMeHAyeTcsI PoBesieHMe T1asMadepesa ¢ Lenblo yIaneHus] TOKCUIHBIX
MPOIYKTOB pacrajia OMyXoJeBbIX KIETOK [85].

YpoBeHb yOeaAUTETbHOCTH peKoMeHzauuii — C (ypoBeHb JOCTOBEPHOCTM AOKa3aTeIbCTB —
5).

¢ PekomeHayeTcs1 BceM MalyeHTaM IpoduiakTuKa CMHAPOMA Jin3Kca oryxonu [85].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTU HOKAa3aTeIbCTB —

5).
OJIJT npu GepeMeHHOCTH

Yacmoma 3710KauecmseHHblx H08000PA308aHULI, ACCOYUUPOBAHHDBIX C 6EPEMEHHOCMbI0, OMHOCUINENBHO
Huskas u cocmasnsem 0,02-0,1 % ecex OepemenHocmeli. Jleliko3st 8 nepuod OepemeHHOCU
ecmpeuaromcs pedko (npubnusumenwvHo 1 cayuaii Ha 75 000—100 000 6epemerHHocmeli). BonvwuHcmeo
u3 Hux npedcmassitom coboti OJI, mpems komopwix npuxodumcs Ha OJ/UL. OmHocumensHas pedkocmo
IMuUX  NAmoso2u4ecKux  COCMOSAHULl  675emcsi  OCHOBHBIM — JUMUMUPYIOWUM  (akmopom,
3ampyoHAOWUM nposedeHue KPYNHbIX NPOCNEKMUBHBIX UCCIe008AHUTI, OUEHKY NPUHUUNO8 JiedeHUsl U
ucxo008; 8 pe3yJiviname ONUCAHbl JUlLlb HEOONbLILE PemPOCNeKMUBHble UCCIed08aHUSl U 0MmOesbHble
cyuau. Takxce GepeMeHHOCMb 815emcsl Kpumepuem UcKaoueHus 6 6onvwuncmee KU, umo maxoice
02paHuuUBaem 803MOMCHOCMb 8bIPAOOMKU eJUHbIX N00X0008 K 6€0eHUI0 IMUX NAYUEHMO8 U OUeHKe
pesyibmamos8 ux JeueHus. B pamxax mHozoyenmpogozo KW (ALL-2009) (ClinicalTrials.gov:
NCT01193933) 6b1710 npuHAMO peuleHue 0 8KAUEHUU 8 UCCTe008AHUE HEeHUJUH, KOMOpbIM OUudazHO3
OJII GbLn ycmaHosJsieH Ha pasiudHbIX cpoKax bepeMeHHOCmU.

Bcezo ¢ 1990 no 2016 2. 8pauamu poccutickoli uccnedosamensckoli 2pynnol No JeueHuo J1etiko306 Ol
uccnedosausl 28 bepemenHsix eHujuH ¢ OJIJL. PacnpedeneHue no UMMYHON02UUECKUM 8APUAHIMAM
OJUI coomsemcmgyem maxkogomy 8 oOweli nonynayuu nayuenmos ¢ OJ/UI: 8 68 % ciyuaes
duazrocmuposan B-OJIJI u 6 32 % - T-OJUL bBeia ommeueHa 0oJiee 8blCOKAsS udacmoma
ecmpeuaemMocmu (pakmopos HezamugHo20 NPozHO3a y nayueHmos Ha Qoxe OepemerHocmu. Tak, MLL-
netikemus (t(4;11)) 6vLna visesiena npakmuuecku 8 10 pas uauje Ha poHe GepMeHHOCMU 8 CPABHEHUU C
obuyeti nonynayueii o6cnedosantvix nhayuenmos ¢ OJUI (27,3 u 3,2 % coomeemcmeeHHo). Takie no
COBOKYNHOCIMU (hakmopos npozHo3a u omeema Ha npedpasy npeoHu3on0HOM™* npakmuuecku ece
nayueHms! OblIU OMHeCeHsl K 2pynne 8biCOK020 pucka. IIpu nposedeHuu mepanuu no npomoxosy
OJUT-2009 y 6epeMeHHbIX HeHWUH OMMeUueHo, Umo 8 cpasHeHuu ¢ obujeli nonyaayueili nayueHmos
cmamucmu4ecKu 3HAUUMBbLX pAa3iuyuli Kak 8 uacmome UH@PEKUUOHHBIX U MOKCUUECKUX OCTI0M#CHEHUL,
mak u 8 07iumeJibHOCmu UHIMepeaos 6 JeueHuu no NPomoKoJy 8visie/leHO He ObLIO.

IIposedenue neueruss OJVI Ha ¢poHe OepemeHHOCMU OCYUjeCMBasemcss MyabmuouCyunauHapHou
KomaHOoli  epauell,  eKIoUaAruleli  2emamonoza,  akyulepa-zuHekosn02d,  aHecme3uonozd-
peaHumamosoza, 6 cmayuoHape, uUMeUleM B03MOMCHOCMU OKA3AHUs aKywepcKoli homowu
podopa3speuieHus 8 IKCmpeHHslx cumyauyusix [86,87].

¢ He pekomeHpgyeTcs mpu ycraHoBjaeHuu auarHosa OJIJT Bo Bpemsi GepeMeHHOCTM OTCPOYKa
Havasia JieyeHus jiejiko3a [87].

VpOBeHl) YﬁeJIMTeJ'HJHOCTM pel(omelmaum‘i -C (yponeHb AOCTOBEPHOCTHU AO0Ka3aTeJbCTB —
4).

e PekomeHayercss mipu guarHoctuke OJIJI B TeueHMe TMEepBOro TpuUMecTpa OGepeMeHHOCTU
paccMOTpeTh BOIPOC 00 MCKYCCTBEHHOM IIPEPHIBAHUYM OEPEMEHHOCTU [0 MeAUIIMHCKUM
noxkasaHusim [87].

VpoBeHs yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB —
4).

KoMMmeHTapum: eciu HeHWuHAa U ee ceMbs HaACmausaom Hd COXpaHeHuu OepeMeHHOCMU, JedeHuUe
MOxcem 0blmb HAUAMO U 8 NEP8OM mpumempe 6epemMeHHOCMU.

e [Ipu BbisiBeHun OJIJT Ha cpoke GepeMeHHOCTM 13-36 Hemenu (IIOC/ie 3aBeplIeHUs [E€PBOTO
TpuMecTpa OepeMeHHOCTM) PpEeKOMEHAyeTcsi Hauajgo rmpoBeaeHuss XT TIpu  yCIOBUU
BO3MOXHOCTY CBOEBPEMEHHOTO MPOBEeHNs BCEro KOMIUIEKCA AMArHOCTUUECKUX U JIeueOHbIX
MepOTpUATHIi Kak 1o ooy OJIJI, Tak u 1o nosoay 6epemMeHHOCTHM [87].



VpoBeHs yoenuTenbHOCTU pekoMeHZauuii — C (YpoBeHb JOCTOBEPHOCTU JOKAa3aTeIbCTB —
4).

o IIpu BoisgBienun OJIJI mociie 36-it Hemenu 6GepeMeHHOCTY PeKOMEeHAyeTCs pofopaspelleHne B
xope rnipezdassl MpegHN30I0HOM** ¢ TocienyomyM mposeneniemM XT [88].

VpoBeHb y6eauTeIbHOCTU pekoMeHmanuii — C (YpOBeHb JOCTOBEPHOCTU IOKA3aTEeIbCTB —
4).

¢ PekomeHAyeTcs MCIO/Nb30BaHMe JIOObIX JIEKAPCTBEHHBIX BEHIECTB, B TOM YUCIe
LIUTOCTATUYECKUX U  aHTUOAKTEPUAJbHBIX IIPErapatoB BO BpeMs 6GepeMeHHOCTH,
PYKOBOZCTBYSICb COOTHOILIEHMEM «PUCK — MOIb3a» AJIs1 MaTepu U mioga [87].

VpoBeHs yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —
4).

KommenTapum: cobniodeHue 003 yumocmamuueckux npenapamos 8 coomeemcmaeuu ¢ epl6paHHol
npozpammoti neuerus (6e3 pedykyuu 003), pacCUUMaHHbIX HA NOBEPXHOCMb Med NAyueHmKu ¢
KOpPeKmupoeKoli N0 8ecy 60 8pemsl IeUeHUsL.

IIpu passumuu yzpoxarnwux HU3HU 0CLOMHEHUll (Hanpumep, nHe8MOYucmHol nHesmoHuu, [IMB-
UH(ekyuu) uUCnonp308ame pezlameHmMupo8aHHvle npenapamel (Hanpumep, KO-MpuMakcason™?
2aHYUKII08UDP ** U dpyeue) donycmumo.

e PekomeHgyeTcsi C YY4eTOM BO3MOXHOIO TEPAaTOTEHHOIO BO3JEMCTBUSI #MeToTpekcara™™
BBIIIOJIHEHVME  MHTPATEeKalbHbIX BBENEHMII LMTOCTATMYECKUX IIperapatoB Ha (oHe
6epeMeHHOCTH 6e3 MCIIONb30BaHMsI #MeToTpekcaTa™™ [86,87].

VpOBEHb yﬁeﬂMTeJ’leOCTIA peKomeHnaum}i -C (yp0BeH1, AOCTOBEPHOCTHU AOKa3aTeJbCTB —
4).

¢ PexomeHAyeTCsI C yUI€TOM BO3MOKHBIX KOAryJIOTMUYeCKUX HapylleHWii MepeHecTy BBeIeHMUS
acraparnHasbl** Ha 9Tarlbl JeueHus mocie poropaspenieHus [87].

VpoBeHb y6eauTebHOCTH pekoMeHpauuii — C (ypOBeHb JOCTOBEPHOCTU [IOKA3aTe/bCTB
4).

¢ Pekomenpyetcs ripu Ph+ OJIJT Ha ¢hoHe 6epeMeHHOCTY MPOBeIeHe Teparuy MMaTUHMO60M™** B
COUeTaHUM C IIDKOKOPTUKOuZamu (puioxkeHue A3.1) [89].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB
4).

¢ PekomMeHAyeTCS TPEIIIOYNTATh METWIIPETHMU3ONOH ™ U TpegHU30MI0OH** meKkcameTas3oHy™ ™
BBUY BO3MOKHOCTIM PasBUTHUSI HeGIArompusITHBIX HEBPOJIOIMYECKUX IMOCAeICTBUI Yy IIofa B
c1ydae npuMeHeHus nociensero [90].

VpoBeHb y6eauTebHOCTH pekoMeHpauuii — C (ypoBeHb JOCTOBEPHOCTU [IOKA3aTe/bCTB
4).

¢ PekomMeHAyeTcs IUIAaHMPOBAaTh CPOK pOJOpaspemieHus] C YYeTOM [Heil BBemeHMs
LIMTOCTATUYECKUX T[IPernapaToB He paHee 4YeM uepe3 2-3 HeHeNu TOCIEe BBeAEHUS
LMTOCTATUYECKUX TPEINapaToB C LIeJbl0 YMEHbIIEHMS] BEPOSITHOCTY MUEIOCYIIPECCUM Y TUIOA
[91].

VpoBeHs yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTU JOKAa3aTeIbCTB —

5).
e PexkomeHyeTCs BbIIIOJIIHATDL pOAopaspelleHye IyreM Kecapesa ceueHus [91].

YpoBeHb YGGJIMTGJII)HOCTM peKomeH,uaum‘i -C (ypOBeHb JAOCTOBEPHOCTHU AOKa3aTeJbCTB —
5).

KommeHnTapum: 6wsi60p cnocoba podopaspeuleHus — onpedessiemcss — COCMOsSiHUeEM — NnJ0da,
comamuyeckum cmamycom NAayueHmku, 2eMamosioeuteckumMu nokazamensmu U Cmpozo 8
coomeemcmeuu ¢ akyulepckumu noxazavusmu. CamonpoussonsHsie podsl Mozym 6bvlme 8bl0paHsl KaK
cnoco6 podopaspeuwleHus mosivko npu Haauuuu y nayuenmos pemuccuu OJII, yoosnemeopumensHblx



nokasamerneti 2eMO2PpAMMbl U npu Xopoulem comamuueckom cmamyce nauyueHma u cocmosstHuu naooa.
B ocmanwHbix cumyauusx npeanoqmumeﬂbHo 6blNOJIHAAMb pO()OpL’prELMEHLle Memooom Kecapesa
CeueHusl.

e He peKOMeH/YeTcsI BBIIIOMHSITD SIMIYPATbHYIO aHECTe3MIO TIpU TpoMbonuToneHny <80 x 10%/
1 u/wm Heiitporienvy <1 x 10°/1 mpu pomopaspelleHMM BO M3GeXKaHVMe OCTOKHEHMWIA,
CBSI3aHHBIX CO CIIMHHOMO3T'0OBO MyHKLMe [92,93].

VpoBeHb yoeauTeabHOCTH pekoMeHzanuii — C (ypoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB —
4).

¢ PexomeHAyeTcs MalieHTKaM Py IJIAHOBOM IpeXIeBpeMeHHOM pojopa3spelieHny Ha CpPOKe
24-35 HepmeNlb MPOBOOUTH MPOGUIAKTUKY OCTPOTO PeCHMpPaTOPHPOTrO AUCTPecc-CMHApOMaA
(OPIC) rutozia B COOTBETCTBUM € MPOGUABHBIMY PeKOMeHAauusImu [94]

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTU HOKAa3aTeIbCTB —

5).

e PekomeHAyeTcsl TIal[ieHTKaM B IIOCIEPOIOBOM Tepuojie TpOBeleHMe YTepOTOHMUUECKOI
Tepanuy (OKCUTOIIMHOM™**) 1 MeIMKaMeHTO3HOe TofaBieHne JakTtam [87]

VpoBeHb y6eauTeNIbHOCTU pekoMeHmanuii — C (YpOBeHb JOCTOBEPHOCTU AOKA3aTeIbCTB —
5).

3.8. PekoMeHaIMM 110 JIEUEHMIO MAIMeHTOB ¢ IMMQOMOI U JIeiiKkeMueit
Bepkurrta

Jleuenue numgomol u netikemuu Bepkumma npogodumcs 6 kpamuatiuiue cpokuU U 8 pexcume oKa3aHusl
HeomJi0M#cHoLl meduyuHckoti nomowu [95,96].

¢ PekomMeHAyeTcs MauyeHTam c anuMdomMoit 1 eiikeMueii BepkuTTa sKCTpeHHOe KylMpOBaHUe
VMEIONINXCS  XUPYPTUUECKUX OCTOKHEHMI (KMUIIeUHAs HEeIpOXOAUMOCTb, KPOBOTEUEHMs,
nepdopalus), KOPPEKUMSI 3IeKTPOIUTHBIX HapyIleHUii, KynupoBaHue WHQPEKIMOHHBIX
OCJIO’KHEHMIt, 6oneBoro cuHAapoma [95,96].

VpoBeHb yoenuUTeTbHOCTU PeKOMeHZanuii — B (ypoBeHb JOCTOBEPHOCTU [IOKA3aTEIbCTB —

5).

e [lanyeHTaM IIpY HaAM4YMM OCTPOI MTOUEYHOI HefoCTaTOYHOCTM XT peKoMeHAyeTCs] TPOBOOUTD
Ha ¢oHe exkeJHEBHBIX CeaHCOB reMonmanmusa [97].

VpoBeHb y6equTeIbHOCTH pekoMeHgauuii — C (YypoBeHb JOCTOBEPHOCTM JOKa3aTelbCTB —
5).

e PekomeHpyercs mnanueHtTaM ¢ JIB B KauecTBe OCHOBHOTO MeETOZA JIEUEeHMSI KOPOTKas
MMITY/TbCHAST BBICOKOMHTEHCBHAs XT +/— puTyRcMMa6™* (cm. mpunoxeHue A3.1) [98].

VpoBeHs yoenuTenbHOCTH pekoMeHZanuii — C (YpoBeHb JOCTOBEPHOCTU HOKAa3aTeIbCTB —
4).

KommeHTapum: npu pedko 6cmpeuanujuxcs 10KaabHblx cmadusix 3a0071e6aHusl Koauuecmeo Kypcos
XT pedyyuposaHo 8 coomeemcmeuu ¢ hpomokonamu. K ¢pakmopam nnoxozo npozHosa, mpebyroujum
uHmeHcuguxayuu mepanuu, omuocam: nopaxcerue KM u ITHC, nossiwerue JI/II' >2 8epXHUX 2pauul
HOPMQJIbHBIX 3HAUEHULL, NopaxceHue nouek, Kocmet (MynemugoxansHsle oudzu), pazmep onyxoau 6ojiee
10 cm.

¢ PexomeHpyeTcs ManyeHTaM B 1-Ji IMHUM Je4eHUs NPUMEHeHMe MHTEHCUBHBIX MPOTOKOJIOB
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 ipyioskeHun A3.1) [96,98].

VpoBeHb yoeauTeabHOCTM pekoMeHzanuii — C (ypoBeHb JOCTOBEPHOCTM JOKAa3aTeIbCTB —
5).

KoMMeHTapuu: 0CHO8HbIM npasuiom e mepanuu JIB sensemcs cobnwdeHue npuHyuna «0o3a —
uHmepean», m. e. NpogedeHue Kypca 8 NoJHbIx 003ax ¢ coOm0deHUeM MEMKYPCo8020 uHmepsaid. 3a



UCKIIOUeHUeM cumyayuti pa3eumust #U3Heyzporarnuwux 0C10HHeHUll, He peKoMeHJYemcs npepuleams
Hauamotii Kypc XT. B UCKA0UUMENIbHBIX CYUAsIX NPU HAIUYUU MSAHCEIbIX UHPEKYUOHHBIX 0COHCHEHUL,
€ KOMOpbIMU He YOanocy cnpasumucst K OKOHUAHUK MENCKYPCOB020 Nepepbléd, 803MOMCHO yeeauUeHuUe
UHMep8ana mexcoy Kypcamu.

e He perkomeHayeTcs npoBeneHue tepanuu o cxeme R-CHOP manmenTtam c JIb BaieacTsue ee
HesbekTuBHOCTHU [96].

VpoBeHb yoeauTeabHOCTH pekoMeHzanuii — C (ypoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB —
5).

e PekomeHAayeTcs1 MaimyeHTaMm crapuie 55 jiet 6e3 mopakenus LIHC (He KaHaupmaTam st
uHTeHcuBHOM XT) nposenenue jedeHus 1o nporokony R-DA-EPOCH (cm. npunoskenue A3.1)
[99].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTU HOKAa3aTeIbCTB —

5).

e PekomeHayeTcs BceM IauyeHTaM ¢ JIb ycTaHaBAMBATh LeHTPAIbHBIV BEHO3HbBIN KaTeTep IJIs
nposenenyus XT u cOIpoBOAUTeNbHONM Tepanuu [1, 2].

VpoBeHb yoenuTeabHOCTM pekoMmeHzanmii — C (ypoBeHb JOCTOBEPHOCTH TOKa3aTEIbCTB —
5).

¢ PekomeHAyeTcs TalyeHTaM IIpY TPOBEIEHUM TIEPBOrO Kypca Tepamnuu 06s3aTebHYI0
NpodWIaKTUKY U JIeueHre CUHAPOMa MacCMBHOTO JM3MCa OMYXOaN: a/utonypuHoa™* 10 mr/kr/
cyr u wuHQY3MOHHAsS Tepamust 3 J/M%/CYT C 3aliesauMBaHMEM pACTBOpPA  HATPUS
ruapokapooHara®® 40-80 MMOIb/7 TOA, KOHTPOJIEM Ouype3a ¥ IUIAHOBBIM Ha3HAUYeHVEM
dypocemuma™*, 1a60paTOPHBIM KOHTPOJIEM KMCIOTHO-OCHOBHOT'O COCTOsIHMS [96,100].

VpoBeHs yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB —

5).

e [Ipu mpuMeHeHUM BBICOKMX O03 METOTpeKcaTa™* peKOMeHIOBaHbl KOHTPOJIb €ro MMMUHALIUNA
(ompemenieHNe KOHLIEHTpPAlMM B ChIBOPOTKE!) M KOppeKius [d03bl (QoaMHaTa KaJbIus™™*
eXXeHeBHO [0 HOpMa/n3aluuu rokasarenesi [96].

VYpoBeHb yOeAUTETbHOCTH peKoMeHzauuii — C (ypoBeHb JOCTOBEPHOCTM AOKa3aTEeIbCTB —
5).

e BceM manyeHTaM C MacCUMBHBIM 3KCTpaMeAy/UISIDHBIM OITyXOJIeBbIM IOpaXkeHKeM (OpraHoB
cpenocTeHus, OPIOIIHOM IMOJMIOCTYM ¥ Ap.) PEKOMEHIOBAaHO IpoBefeHMe MPODMIAKTUKI
TPOMOOTHYECKMX OCIOKHEHMII TOJ, KOHTPOJIEM KOaryJorpaMMbl COTJIACHO CYIIECTBYIOUIVM
MMPOTOKOJIAM  MHPOMMIAKTUKM  BEHO3HBIX  TPOMOOIMOOIMUYECKUX  OCIOKHEHMI  (CM.
COOTBETCTBYIOLIVe KIMHNYeCcKe pekoMeHnanum) [101].

VpoBeHb y6eauTeIbHOCTH pekoMeHpauuii — C (ypoBeHb JOCTOBEPHOCTU [OKA3aTe/IbCTB —
5).

¢ PekomeHayercs Tepanuio JIb y manuMeHTOB, MHPUIMPOBaHHbIX BUY, mpoBOAuTH 10
AHAJIOTMYHBIM ITPOTOKOJIAM Ha (hOHE TIOCTOSTHHOTO MpMeMa aHTUPETPOBUPYCHOI Teparmu [102].

VpoBeHs yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB —
5).

¢ He pexkomeHayeTcssi BBOOUTb pPUTYKCMMa6** BUY-MHOUIMPOBAHHBIM IallieHTaM IIpU
konuyectBe CD4-knetok meHee 100/mxu [102].

YpoBeHb YGGJIMTQJIBHOCTM peKomeHnaum‘i -C (ypOBeHb JOCTOBEPHOCTM J0Ka3aTe/IbCTB —

5).

KOMMeHTapMI/I! 8 (843U C ygejluueHuem Koauvecmea LlHd)eKL{MOHHbIX OC/I0MCHEHUTI U 8bICOKUM pucKom
cmepmu 0m Hux.

¢ PeromeHAyeTcs1 Bce maiyeHTam c JIB o6s13aTenbHast TpodMIaKTHKa HepoaeiikeMuy myTeM
MHTpATeKaJbHOTO BBeOEHMSI 3 TpermaparoB (Iurapabua™* 30 mr, MeTorpekcat** 15 wmr,



JlekcaMeTa3oH™* 4 mr) 1 pa3 3a Kypc B TeUeHMe BCero rnepuopa repanuu [96].

VpoBeHb yoeauTeabHOCTH pekoMeHzauuii — C (ypoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB —
5).

KommeHTapum: JeueHue Heliponelikemuu OONHCHO — GbINOJIHAMbLCS 68  CO0OMEEemMcmeuu  co
CMAHOApMHbIMU NPABUIAMU: CHUHHOMO03208ble NYHKYUU C 86e0eHUEM YUMOoCcmamuKos 8uinoaHsam 3
pasa 8 Hedento 00 nosyueHus 3 HOPMAJIbHBIX AHANU308 JIUKBOPA CBSI3U C Y8eluyeHuem Koauuecmed
UH(pEKYUOHHBIX OCTIONCHEHUTI U 8bICOKUM PUCKOM cmepmu om HUux. Ha nocnedytowux 6noxax XT (nocne
caHayuu IuK8opa) nomobanvHsle NYHKYUU ¢ UHMpameKkaibHolM 86e0eHUeM YUmMocmamuxos nposoosim
08aX0bl 3a KYpC.

e Pexkomenpayetcsti ayTo-TT'CK, KoTOpasi MOXKeT SIBJISITbCSI BAPMAHTOM Tepanuy MpU pelyuiuBe,
OTBevalwlleM Ha JjedeHue, Wiy BO BTOpoii pemuccuu [103].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTU HOKAa3aTeIbCTB —
4).

KommeHTapum: 60n6WuHcm80 peyudusos JIb uHKypabensHbl.

¢ He pekomenpgyercs BceMm mnauyeHTaM amao-TTCK B cBSI3M € puckaMy, OOYCJIOBJI€HHBIMMU
BBITIOTHEHMEM TpaHcIaHnTauum [104].

VpoBeHs y6enuTenbHOCTH pekoMeHAanuii — C (ypoBeHb JOCTOBEPHOCTU JOKA3aTEIbCTB —
4).

3.9. lumdoobaactHbie TMMGbpOMBI

Pannue nyb6nuxayuu o006 UCnob308aHUU cmaHoapmuslx npomokonos XT, npedHasHaueHHvix O0Jis
JIeUueHUs HeX0OMCKUHCKUX aumpom (danee — HXJI), e uacmuocmu CHOP nodoOHbIX pexumos,
npugoounu K docmueHur KpatiHe Huskoti uacmomst ITP (53-71 %) u ebixusaemocmu 6e3 NpusHaxKos
3abonesanus (23-53 %). C cepedurst 70-x 20008 8 JseueHuu Jumpobnracmusix HXJI y e3pocnbix
ucnonv3yrom OJUI-opuenmupoganHsie npozpammot XT.

¢ Pekomenpyetcsa neuenue JIBJI o ciepgyrouum npotokonam XT: OJJI-2009, Hyper-CVAD * R,
GRAALL-2003, PETHEMA ALL-96, GMALL-2003 (cm. mpuioskeHue A3.1) [14,15,67].

VYpoBeHb yOeAUTETbHOCTH peKoMeHzauuii — C (YypoBeHb JOCTOBEPHOCTM AOKa3aTEeIbCTB —
5).

KoMMeHTapum: nockonsky pexcumsl mepanuu, paspadomartsie ons HXJI, He Gbliu ycnewHsiMu npu
JIBJI, npedcmasnsiemcs, umo pexcumsl mepanuu, ucnonsyemoie npu neuequu OJII, obecneuam 6osiee
621az0npusimuole pe3ynbmamel.

e PekoMeHAYIOTCSI 00si3aTenpHasi npoduiaktMka u jgedeHue nopaxkenust ITHC, Briouaromnime
MHTpaTeKaJlbHOE BBeJleHMe IIUTOCTaTUKOB [14,15].

VpOBEHb yﬁeﬂMTeﬂbHOCTM peKomeHnaum}i -C (ypOBEHI) AOCTOBEPHOCTHU AOKa3aTeJbCTB —

5).

KoMMeHTapum: om ucnons308anust KpaHuaibHozo o6ayueHus ons npogunakmuxu [IHC nopaxeHus
8 6osblWUHCMBe NPOMOKONO8 OMKA3ANUCH, €20 NPUMEHSIIOM MOJIbKO NAYUeHMam ¢ UHUYUATbHbIM
nopaxceruem ITHC (kpaHuansHoe o6yuerue 12—18 I'p Ha nuHeliHOM y-ycKopumere).

¢ PekoMeHyeTCsI BCeM MalyieHTaM JIydeBast Tepamnysl pe3yIyalbHbIX OITyXOIeBbIX 06pa30BaHmMit
cpenoctenust [14,15].

VpoBeHsb yoenuTenbHOCTH pekoMeHzanuii — C (ypoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB —

5).

KoMmmeHTapum: 6 6onsluuHcmee cryuaes nopayceHue MeoudacmuHanbHbIX AUMPamuueckux y3108 npu
JIBJI xapakmepusyemcs 8ecbMd XOpowum omeemom Ha nepsuunyto XT. Yemkoe onpedeneHue
pe3udyanvHoli onyxoseeoli maccel CpedoCmeHus omcymcmeyem; 6 Kauecmee maxogozo Mozym
pacyeHusamscsi 0CmMamouHas. onyxons pasmepom >3 cm, no damHeim KT, u/unu nonoxumensHuiii
pesynemam II9T. Jlyuegas mepanus pe3udyaivbHulX ONYyXonesvlx 00pa308auuli cpedocmeHus, Kax



npedcmassisiemcs, A6Jsemcss HAWIydumM 8apuaHmom mepanuu. Bonpoc o6 onmumanvHoli 0o3e 8
daHHoM cyuae (24 unu 36 I'p) ocmaemcsi OMKpoLMbIM.

e PekOMeHAyeTCs CYUTATh PEMMCCUIO TIOJHOM Y BCeX MauyeHToB npu jgeyeHuu JIBJI uz T- u B-
MpeaIeCTBeHHMKOB IPY HaMMuuy Kputepues (Ha 70-ii mexb VT b0 mocie MHIYKIIMN):

1. OTcyTCTBME MOKA3aTeNIbCTBA HATMYMSI OCTATOYHOTO 00pa3oBaHms (IIPY MACCMBHOM ITOPAsKeHUN
MOTYT OCTaBaThCsI pe3uIyaabHble 00pa3oBaHMs MeHee 3 CM) WJIM COKpallleHe PasMepoB OITyXOJu
6osiee ueM Ha 75 % OT MCXOOHOTO.

2. TlpucyrcrBue B KM MeHee 5 % 61acTOB MpM BOCCTAHOBJIEHUM TIOKa3aTeseii HOPMaJIbHOTO
KPOBETBOPEHMSI.

e 3. 0tcyTcTBue muMdO6IACTOB TPU UCCIEIOBAHUY TMKBOPA Ha 29-ii 1eHb rnpoTtokona [14,15].

VpoBeHb yoeauTeabHOCTM pekoMeHzaumuii — C (YpoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB —
5).

JleueHne penyauBa

IpozHo3 npu peuuduse JIBJI kpatiHe HebazonpusmHsiii. Peyuduest JIBJI pazeusaomcs, Kak npasuio, 6
nepsvle 2 200a nocie O0OCMUXCEHUS peMuccuu u udauwje Osiearm noKaivHeiMu. Tepanus peyudusa
onpedensiemcss Xapakmepucmukamu peyuousa (10Kanu3ayus U CPoKU paszeumust) U mMaxkmukol
JleyeHust 1-20 ocmpozo nepuoda. Hcnonws3yiom npomokosst jedeHust peyudueos OJUI, 861cOKO003HYHO
mepanuio, npenapamol, He npumeHsguiuecss 8 I1-m ocmpom nepuode (kypcot ICE, npenapamoi
Henapabun™*, #zemuumabuH™* u op. — cm. npunoxceHue A3.1); npu docmudceHuu 8mopoti pemuccuu
pexomendyemcsi anno-TICK. SpgpexmusHocms mepanuu peyudusos T-knemouHwsix JIBJI ocmaemcs
Kpatine Hu3koti, B-JIbJI — HecKoIbKo Jiyuue.

¢ Pekomenayercs ayuto-TI'CK mpu penyauBax u pedpakTepHOM TeUYeHUM TOCTe NOCTUKEeHUS
orBera Ha XT [14,15].

VpoBeHs yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB —
5).

KommenTapumn: onsim gotnonnenus anno-TICK npu JIBJI 6 nepeotii I1P ozpanuueH [14].

3.10. Peuugussl Ph- OJIJ1

Peyudue netikemuu y 83pocavix nayuermos ¢ Ph- OJ/UT ocmaemcs HepaspeuleHHOll mepanesmuueckoli
npobnemoti. Pesynvmameol neueHus O0avHol ¢pa3el 3abonesanus Hesenauku, u peyudus OJIJI 0o
Hacmosujezo epemMeHU pacyeHusaemcs: Kaxk 00v6iMHO UHKYpabensHoe namoJiozuieckoe cocmosiHue. Xoms
y psada nayueHmos 803MOXCHO docmuceHue 8mopoti noiHoll pemuccuu (danee — IIP2), uacmoma IIP2
ocmaemcs HU3KOU, a meduama 8sixcusaeMocmu nocie peyuduea — Kopomkoti. IIpedcmasnsiemcs
06ulenpuHamMelM, UMo nayueHmsl, y Komopsvlx ommeuaemcsi peyudus 3abonesaus,, He mozym 0Obvlme
usneuerst monvko nymem XT. EQUHCMBEHHBIM 8APUAHIMOM PAJUKAILHOZ0 JleueHusl S181semcst aJiio-
TI'CK. B uyenom 3mo mpebyem OoCmudceHus omHocumesvHo cmotikoti I[IP2 Ha ¢oHe mepanuu
cnaceuusl, Komopas 0ONHHA ACCOYUUPOBAMBCS C MUHUMAIBHOU MOKCUUHOCMbI0. B amom konmekcme
peuudussl, pazsusuiuecs nocie anno-TICK, asnsomca euwe 6osiee 3HAUUMENbHOL mepanesmuueckoli
npobnemoti. Bcnedcmeue HeONazonpusimHulx 00WUX UCX0008 Y 3IMUX NAYUEHMO8 COXPAHAemcs
3HauumesnvHas nompe6HOCMs 8 paspabomke U UCCIE00B8AHUU HOBbIX JIEKAPCMBEHHBIX Cpedcma.
Bo3moxcHbIM 8apuanmom JieueHust OaHHOU 2pynnsl NayueHmos seJislemcs 6KaUeHue 8 NPomoKobl
KU, 6 mom uucne Hosbix npenapamog. Takum 06pa3zom, 0OHUM U3 OCHOBHbIX KJIUHUYECKUX peuleHuli y
nayueHmos ¢ peyudusHoim Ph- OJUI saensemcsa ewvibop mexcdy cmavdapmuoli XT cnaceHus u
IKCnepuMeHmManvHoil mepanueti, 3a komopsimu dosxcHa ciedosams anno-TI'CK 8o ecex ciyuasx, kozda
MO0 803MOXCHO; NleueHue JAHHbIX nayueHmos npouzgodumcs 8 pamxax KU.

¢ PekoMeHAyeTCs BCEM IMalyieHTaM Mpy Mo3gHeM penynaube (6oee 6 MecsieB OT OKOHUAHMUS
MO IeP>KMBAIOIIeli Tepamnum) UCII0/Ib30BaTh CTaHAAPTHYIO Teparnuio B-OJIUI u T-OJUT 1-7 iuaumn
(cm. mpumoskerue A3.1) [105].

VpOBeHl) YGGJIMTG.TH)HOCTM peKOMeH}]aH,Mﬁ -C (YpOBEHI) AOCTOBEPHOCTHU AO0Ka3aTeJbCTB —
4).



e PekomeHayeTcs1i BceM IauueHTam Iipu paHHeM peuupuse B-OJIJI wucrnonb3oBaHue
9KCIIEPUMMEHTAIbHBIX KOMOMHAIMII B pamkax KU, B TOM uucie ¢ IpUMEHEHUEM
6nmMHaTymMomaba™* u MHOTy3ymaba o3orammnyHa**, B kauecTBe BO3MOXKHBIX XT KOMOMHAIMI
BO3MOXHO MCIOIb30BaTh nporpammbl FLAGIda wiu Hyper-CVAD, nn6o #6opTe3omuba Kak B
MOHOTepamnuu, TaK U B KOMOMHAIMM C MUTOKCAHTPOHOM™*, meKcameTasoHOM™* u
acriaparnHasoit** (cm. npuiaoxenue A3.1) [106].

VpoBeHs yoenuTenbHOCTU pekoMeHZanuii — C (YpoBeHb JOCTOBEPHOCTU JOKAa3aTeIbCTB —
4).

¢ PekoMeHAyeTCS B JIEUEHUM DPENUOMBOB TIPY HAIUYMM BO3MOXKHOCTU  IIPUMEHSITh
MUTOKCAHTPOH™* BMECTO AHTPAIMKIVMHOBBIX aHTUOMOTUKOB IayHOPYyOMIMHA™™,
IOKCOPYOMIIMHA™™ vty #UpapyouiiHa

" (mpunoxxenye A3.1) [107].

VpoBeHb yoeauTeTbHOCTM PeKOMeHIanuii — B (ypoBeHb JOCTOBEPHOCTH [OKa3aTeIbCTB —
3).

sksk

¢ PekomeHAayeTcCs MPeATIOUTUTEIbHOE UCTIONb30BaHMe JIeKkcameTa3oHa®
MpeaHn30I0Ha™* B CBsI3U ¢ Gosblieit apdexTrBHOCTHIO [80].

BMeCTO

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YypoBeHb JOCTOBEPHOCTHU [TOKA3aTENIbCTB —

5).

¢ PekomeHAayeTcs1 BceM TalMeHTaM, Y KOTOpbIX pgocturHyra IIP2, KoOHCynbTaHUMS B
TPAHCIUIAHTOJIOTMYECKOM IIeHTpe [Js1 yTOYHEeHMSI BO3MOXXHOCTM BbINONHeHuss uM HLA-
coBmecTumoit aymuno-TI'CK [56].

VpoBeHb y6eauTeNIbHOCTU pekoMeHmanuii — C (YpOBeHb JOCTOBEPHOCTU AOKA3aTeIbCTB —
4).

e PekomeHayeTcsl BceM MalyieHTaM C PaHHMUM peuuamBoM min nepcucreHumnein MOb nipu B-
wietounbix OJIJI mocIe OKOHYaHMS KOHCOMMAAIMM TIpUMeHeHue OimMHaTymomaba™* B
MoHoTepanuy win B couetauuu ¢ U'TK B cBs13u ¢ addexTuBHOCTBIO (TpmioskeHme A3.1) [74].

VpOBEHb yﬁeﬂMTeJ’leOCTM peKomeHnaum}i -C (yp0BeH1, AOCTOBEPHOCTHU AOKa3aTeJbCTB —
4).

e PekomeHayeTCs1 BCEM IMalleHTaM C PaHHUMM penuauBoM wuiau nepcucreHuueri MOb nipu T-
kietounbix OJIJI mpuMeHeHMe HejgapabuHa** B coueTaHuMM ¢ LUKIoQochamMumoM™* u
#aronmosumom™* (cm. mpusoskerue A3.1) [108].

VpoBeHb yoenuTenbHOCTM pekoMmeHzanmii — C (ypoBeHb JOCTOBEPHOCTH TOKa3aTEIbCTB —
4).

e PexomeHayeTcs NaluyeHTam ¢ peunauBoM min nepcucrenuyein MOB nipu T-knetounsix OJIJT
(B TOM uuciae C KOIKCIIpeccueir MMeTOMIHBIX MapKepoB) MNpUMeHeHMe #BeHeTOK/JIakca B
coveTaHuM C #0eUTabMHOM MU B IPYTUMX KOMOMHAIMSX (CM. TpuiioxkeHme A3.1) [109].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTU HOKAa3aTeIbCTB —

5).

3.11. TpaHCIJIaHTALUA e MOIIO3TUYECKMX CTBOJIOBBIX KJI€TOK

Annorennas TTCK

IToxazanus k svinonHeHuio anno-TICK onpedensomcs 8 3a8ucumocmu om KOHKpPemHozo, 8bl0paHH020
2emamoiozuveckum yeHmpom npomoxona severus (OJUT-2009, GMALL, GRAALL, MB2008, Hyper-
CVAD) (cm. npunoxcerue A3.1 u A3.3) [56,57,63,67,110].

e [Maumentam ¢ OJIJI B Bo3pacTe [0 55 jeT, mosmyvyamuum JjieueHue 1o rnpotoxkoay OJIJI 2009
(npuoskenue A3.1), U3 rpymibl OUeHb BBICOKOTO PMCKa, KOTOpas YCTaHABIMBAETCS B Ie6I0Te
3abosmeBaHusl (UMUTOreHeTuMueckme Hapyimenuss t(4;11) wmam t(1;19), a rtakke Ph+ OJIJI
(t(9;22/BCR-ABL)), B CBSI3M BBICOKMM pWMCKOM pasBUTMS peuuauBa  3a00/ieBaHUS



pekomeHnyeTcst  BbilonHeHMe  auto-ITTCK  oT  COBMeCTMMOro  pOOCTBEHHOIO WU
HepOACTBEHHOrO foHopa [67,111].

VpoBeHb y6equTeIbHOCTU pekoMeHgauuii — C (YypOBeHb JOCTOBEPHOCTM JOKa3aTeIbCTB —
5).

e PekomeHIyeTCsI pAacCMarpuBaTh BO3MOXHOCTb BbinoaHeHMs1 amno-TTCK y maumueHTOB B
BO3pacTe cTapiie 55 JIeT U3 TPYIIbl OYeHb BHICOKOTO pucka (cM. pasgen 3.2 «IIporHocTuyecke
akrTops! 3(phHEeKTUBHOCTY JIeUeHMsI») TIPU HATUUYMUM MTOTHOCThI0 HLA-COBMECTMMOro JOHOpa U
TOJIBKO IIPY OTCYTCTBUM 3HAUYMMOI KOMOPOUAHOCTH, IIPY KOTOPOI PUCK TPaHCIIaHTALlMOHHOM
JIeTATHHOCTY He MPEeBbINIa ObI PUCKM Pa3BUTUS penuanBa [56].

VpoBeHb y6enuTeIbHOCTU pekoMeHaaumii — C (ypOBeHb JOCTOBEPHOCTH JA0Ka3aTeabCTB —
4).

e Pexomenpayetcs BointoniHeHMe ayio-TI'CK y manyenToB ¢ nepcucrenuueri MObB, HO i sTOro
Heob6X0IMO BBITIOTHSTH Bech 00beM XT 1 MmoHuTOpMHT MOB B IIpenycMOTpeHHbIe BpeMeHHbIe
TOYKM COTVIACHO BBIOpAaHHOMY ITpOTOKONY [56,70,71].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YypOBeHb JOCTOBEPHOCTU [IOKA3aTENbCTB —
4).

e PekomeHyeTCsI BCeM MalyieHTam BbinoiHeHMe amio-TT'CK oT poacTBeHHOIO JOHOpA B IepBOit
TP mipu HeaZieKBATHOM BBITIOJIHEHUM JIIOOOTO M3 ITPOTOKOJIOB ITPOTPAMMHOI Teparuu B CBSI3Y C
BBICOKVMM PUCKOM peunausa [1,2].

VpoBeHb y6eauTebHOCTH pekoMeHpauuii — C (ypoBeHb JOCTOBEPHOCTU [OKA3aTe/IbCTB —
5).

¢ PexomeHpayeTcsi paccMaTpuBaTb BO3MOXKHOCTb BbINONHeHMs: aulo-TI'CK y maunueHTOB BO
BTOpOJt ¥ 6Gosiee MO3THMUX PeMMCCHUSIX 3a00/MeBaHUSI C 1IebI0 YAYUIIEeHUS] JNOITOCPOUHBIX
pesynbTaToB Tepanuu [112].

VpoBeHs yoenuTenbHOCTU pekoMeHZanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —
4).

Kommenrapumn: anno-TICK 8 pazeepHymom peyuduse 3abonesarus u npu pegppakmepvocmu k XT
8030elicmauio He en1ecoo0pasHda.

e PekomeHIyeTCsI BBITIOJIHATD TPaHCIUIaHTALIO oT aJIbTepHaTUBHOTO IOHOpa
(rarmonaeHTUUHOTO, TPAHCIUIAHTAMs IYMOBUMHHOM KpoBM B pamkax KW) mpm oTCyTCTBUMU
HLA-unenTnuHoro goHopa [106,112,113].

VpoBeHsb yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTM HOKAa3aTeIbCTB —
4).

Ayto-TT'CK

¢ PekomeHpgyercs BoinonHeHye ayTo-TI'CK y manuenTos ¢ Ph+ OJIJI (B ciiyuae HEBO3MOKHOCTMMU
BbIlToJiHeHUST a/uto-TI'CK) 1pu  OTCYTCTBMM MMHUMAJIbHOM pe3uayasbHOii 6GoyMesHu ¢
NpoBeneHMeM nogaepxusawouieii tepanuy MTK nocne Tpancriantauum [84].

VpOBeHb YﬁeﬂMTeﬂbHOCTIA peKomeHnaum‘i -C (ypOBeHl) AOCTOBEPHOCTHU AOKa3aTeJbCTB —
4).

¢ Pexkomenpayetcs BoinonHeHne ayTo-TI'CK B pamkax nporokosna OJIJI-2009 pjis nauyenTos ¢ T-
OJUT nocie 3aBepiieHMs1 KoOHconupauuy mno mnportokony OJIJI-2009 ¢ mocnenyoimum
poBeJeHMeM oA epKMBaolLelt Tepanuu [67].

VYpoBeHb YyOeAUTEIbHOCTH pPeKOMeHAanuii — B (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB —
3).

3.12. ConmpoBoauTenbHAas Tepanms

Oo61IMe MeponPUITHUS



Ipomoxonst  neueruss OJIJI npedycmampuearom nposedeHue UHMEHCUBHOLU UHOYKUUOHHOU U
KoHconudayuoxHoti XT. TIpu 3momM uchosb308aHue yumocmamukos u UMMYHOCYNPeccanmog Hapsioy ¢
OCHOBHBIM 3a007e8aHUeM MOMem Npueooums K WUPOKOMY CREKMpPY MSMENbIX OCNOHCHEHUL, 6
yacmHocmu K UHQeKyusiM, KpoeomeueHusM, MyKo3umy, NposieieHulo mMoKCUUHOCMU CO CMOPOHbL
PasuuHbIX 0p2aHos, pgome u m. 0. Ilo amoti npuuure nayueumot ¢ OJIJI Hyxcdaromcs 8 mujamenbHOM
MOHUMOpUH2e, a makice 6 nposedeHuu coomeemcmayroujeli npoguiakmuueckoti u noddepxcusaioujetl
mepanuu.

AHTU3MeTHYecKas l'[pO(l)MJIaKTI/IKa U Tepanusa

¢ PexomeHpyeTcsl BceM MalyieHTaM IIPOBOAUTH aHTUOIMUTMUUECKYIO TEPauIo C 1e/bl0 MOMTHON
MPOGUIAKTHUKY TOIITHOTHI ¥ PBOTHI Y MAIVIEHTOB, momydatomux XT [114].

VpoBeHb y6eauTeIbHOCTH pekoMeHpauuii — C (ypoBeHb JOCTOBEPHOCTU [TOKA3aTe/IbCTB —
5).

KoMMeHTapuu: ¢ aHMusMumuueckoli Ueapio NPUMEHSIOMCI — AHINAZOHUCMbL  Peyenmopos
CePOMOHUHA U KOPIUKOCMEPOUdsl. Dmu npenapamsi peKoMeHOYIomcs 01 NpuMeHeHUs 8 KOMOUHayuu
npu ucnons3oeauu pexumos XT, Xxapakmepusyoujuxcs yMepeHHol U 8bICOKOL 2Memo2eHHOCMbi0. B
0MOeNbHBIX CUMYAYUAX, 8 HACMHOCMU NPU NPO8edeHUl 8bICOK0003HOU KoMOUuHUposaHHoli XT, 8bi60p
anmuamemuxa 00JieH Onpedessimucs HAubonee dMemo2eHHbIM KOMNOHEHINOM (CM. NPUNOXCEHUE
A3.4)[114].

Tpaucdy3smoHHas Tepanus

Yenewnoe neuenue OJI, 6 uacmuocmu OJUL, HEB03MOMCHO Npu omcymcmeuu 3amecmumenbHol
mepanuu KOMNOHEHMAamu Kposu U conposooumesbHoti mepanuul.

Tpauchy3uy spUTPOLUTHOI ¥ TPOMOGOLUTAPHOI MACChI

¢ PekomMeHAyeTCs OCYHIECTBJSATh TpaHChY3UM IPUTPOIMUTHON MacChl TalMeHTaM ISt
Mo/ Iep>KaHusT KOHIIEHTPAIy TeMOIJIO0MHA Ha ypoBHe >8 1/ [1,2].

VpoBeHs yoenuTenbHOCTU pekoMeHZanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —

5).

e [Ilpy Hanuumy COIMYTCTBYIOLIEJ TMATOIOIMM Cepilia WM JIeTKUX, a TakKe eIy aHeMusl
COIIPOBOKAAETCS] KAMHUYECKO! CUMMIITOMAaTMKOl, peKOMEHAYeTCsl BBIMIOMHATh TpaHChy3un
SPUTPOLIUTHONM Macchl ¥ IpM Oosiee BBICOKMX 3HAUEHMSX KOHLIEHTpaluy reMOmIOOMHA IpyU
Ha/IMUMM COOTBETCTBYIOIINX KIMHNUECKMX IMoKasaHui [1,2].

VpoBeHb yoeauTeabHOCTH pekoMeHzaumuii — C (ypoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB —
5).

¢ PeKOMEHAYIOTCS BbITIOTHEHME TpaHCy3UM TPOMOOKOHIIEHTPATOB OCYIIECTB/SITh IPU
CHIDKEHUY KOIMYEeCTBa TPOMOOLUTOB <10 x 10° /m, rpu 6oJiee BHICOKMX SHAUEHMSIX KOJIMUECTBA
Tpom6onuToB (20 * 10° /1) B cyyae MOBBHIIEHMS TeMIIepaTypsl Tena >38 °C, Ipu pasBUTHK
KIMHUYECKM  3HAYMMBIX KPOBOTE€UEHMI 7uGO Tepen  BBHINOJHEHMEM  MHBa3MBHbIX
MHTepPBEeHI[MOHHbIX BMemaTeabcTs [115].

VpoBeHb yoenuTenbHOCTU pekoMeHzanuii — C (ypoBeHb JOCTOBEPHOCTHU [TOKA3aTEIbCTB —

5).

e PekomeHayeTcss OOMyueHMe SPUTPOLMUTHON MacChl M TPOMOOKOHIIEHTPATOB C II€JIbIO
MPOGUIAKTUKY PeaKIuu «TpaHcdys3aT MpoTUB xo3suHay» [1,2].

VpoBeHb y6equTeIbHOCTU pekoMeHgaumii — C (YypOBeHb JOCTOBEPHOCTM JOKa3aTelbCTB —
5).

IIpodmnakTrKa reMopparmuecKux M TPOMOOTUUECKUX OCTOKHEHMI

¢ PekomeHayeTcs maryeHTaM Ha OHe Tepanuu acraparnHasoi™* KOHTPOIMPOBATH ITapaMeTpPbl
CBEPTHIBAHUS KPOBMU C 1Ie/TbI0 HAaUa/la 3aMeCTUTETbHOI Teparuy npu ux gepuiute (Harpumep,
PEXMM JO3MPOBAHMSI aHTUTPOMOMHA C MpOdMIaKTUUYecKoil meapio: 50 ME/Kr macchl Tena B
TeueHue 7-10 mocyienoBaTeNbHBIX AHE CO MHS Hauvasla Tepaluy acraparmHason™* (ogKoskHO,
B f03e 6000 ME/m?, B Teuenue 7 aueir) [116].



VpoBeHB yOenuTeTbHOCTU PeKOMeHZanuii — B (ypoBeHb JOCTOBEPHOCTU [IOKA3aTEIbCTB —
3).

KomMeHTapum: Tepanus  e1HOKOKOPMUKOCMEPOUOAMU, — AHMPAYUKAUHAMU U OCOOEHHO
acnapazuHasoii** moxcem npusodums K msicesoMy npuobpemeHHomy Odepuyumy 6enKo8 Kaacca
CepnuHo8 (UH2UOUMOPO8 CepUHCOOepHaujux npomeas), NpeumMyujecmeeHHo aHmumpomOuHos u
anvpa-1-anmumpuncurd. PachpocmpaHeHHOCMb 3mux oc/ioxcHeHuti om 2,1-15 %.

AHmumpombuH npedcmasasiem co60li OCHOBHOU u3uonoeuueckuli uHeubumop mpomouHa u
akmopos csepmoiearus IXa, Xa, XIa. OH maxxce s18151emcsi aHMazoHUucCmoM pakxmopa ceéepmaosl8aHus
VII, yckopsis duccoyuauyur Komnaekcos, o6pasosarusix akmopom VIla u mxaessiM (axmopom.
AHmumpomOuH o06pasyem Heobpamumble C853U C AKMUBHbLIMU (epMeHmamu, auwas ux
npomeoaumuyeckoli akmugHocmu. Kpome mozo, npu ucnons308asuu achapazuxasst™* coodbwanocs 06
U3MeHeHUU KOH@OopMayuu Mouexyisl aHmumpombuHa, umo npueoouso K ympame cmabunsHOCmMu U 8
pesynemame K 00pa3oeamulo  dzpezamog  Oenka,  HAKANAUBAGUIUXCS 6  YUCMEPHAX
IHdonnasmamuueckozo pemukyayma. Takum o6pazom, nayueHmeol, KOMopsLM 6600sim acnapazuHasy ™,
Xapakmepusyrwmcsi  NOBbIUEHHbIM — PUCKOM — mpom00306. Xoms  CHUMEHUe  KOHYeHmpayuu
aHmumpombuHa uacmo conpogoxadaemcs: 2unoQubpuHozeHemueli, OGbL10 NOKA3AHO, UMO HU3KAS
KOHYyeHmpayust ¢ubpuHozeHa npedpacnonazaem 6 0Oonwvulell cmeneHu K mpomOo3am, Hexenu K
KpOB8OMeUeHUsIM.

e [Ipy MacCUMBHBIX 3KCTpaMeOy/UIIPHBIX Oouarax IMOpakeHusl (Jalie BCero OparHoB CPemoCTeHMUS
ripu OJUJT/JIBJT), TpOMOOTHYECKUX OCJIOKHEHMSIX Ha (DOHEe Tepanuy WinM HaIUUUKU TPOMOO30B B
aHaMHe3e peKOMEeHYeTCsI [TPOBOAUTb aHTUKOATY/ISIHTHYIO T€PANMIO COVIACHO CYIIeCTBYIOLUM
MIPOTOKOJIAM JIeYeHUS] BEHO3HBIX TPOMOOIMOOIMYECKUX OCTOXKHEHMI (CM. COOTBETCTBYIOIIME
KIMHUYECKNe peKOMEeHJAlUMuyu I[0 [AMATHOCTHKe, JIeYeHUI0 U MpPodUIaKTUKe BEeHO3HBIX
TPOMO603IMOOIMUECKUX OCTOXHEHMI [1,2,4,5,101].

YpoBeHb Yﬁe}lMTeJ’leOCTM peKOMeH}]aHMf/'I -C (YpOBeHI) JOCTOBEPHOCTM AO0Ka3aTe/IbCTB —

5).
3amMmecTuUTenbHAas Tepanusa I/IMMYHOI‘JIOGYJII/IHHMM

¢ Pekomenayercsa mamyeHtam ¢ OJIJ BBegeHMe MMMYHOITIOOYJIMHOB IIpU [JOKa3aHHOI
reHepaIM30BaHHON BUPYCHON WMHbEKIMM (BUpycaMy TPYMIbI Teprieca, IMTOMerajioBUpycoM
(manee — IIMB)), a TakKe IIPU CHIDKEHNUY TTOKa3aTeseli HOpMaTbHbIX MMMYHOITIOOY/IMHOB HIDKE
HOPMaJIbHBIX 3HaueHmti [117].

VpoBeHb yoeauTeabHOCTH pekoMeHzanuii — C (ypoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB —
5).

KommeHnTapumn: y nayuermos ¢ OJUI uacmo onpedensiemcs 2uno2ammazio0yiuHemusi, Ho 00
Hacmosujezo epemeHU He 0bl10 nosyueHo 00Ka3amenscms 3pgexkmusHocmu npoduiakmuieckux
UM@ysuti  ummyHoznobynunos. Ilayuenmam Ha ¢GoHe mepanuu  GaUHamMymymadom™*  unu
pumykcumabom** Heo6X00UMO KOHMPOIUPO8ANMb CO0epHAHUEe UMMYHO2N00ynuHo8 1 pa3 8 2-4
Hedenu, 6 3dsucuMocmu om KAUHUYECKOU cumyayuu, U, npu Heob6xo0uMOCmu, BblNOJIHAMb
3amecmumesnsHylo mepanuro UMMyHo2100yauHamu [1,2].

MHas conpoBoauTenbHas Tepanms
daxkTOpsI pocTa

e He pexkomeHayeTcs  Ha3HaueHMe  MalMeHTaM  I[IperapaTroB  TPaHYIOLMUTapPHbIX
KOJIOHMEeCTUMYIMpPYyIomuX dhakTopos (I-KCDO**) Hu Ha ogHOM Tare gedeHyus OJIJI. VickioueHne
coctaBistioT JIB 6e3 mopaskeHuss KM, Ipy KOTOPBIX BO3MOXKHO MCITO/b30BaTh [-KCO** ¢ 1enpio
COXpaHeHMsI CPOKOB BBIITOJIHEHMS IIPOTOKoa [1,2].

VpoBeHb y6eauTeIbHOCTU pekoMeHmaumii — C (YypOBeHb JOCTOBEPHOCTH JA0Ka3aTeIbCTB —
5).

KoMMeHTapum: 6 60onblUUHCMEE e8PONeliCKUX HAUUOHAIbHBIX hpomokonax I'-KC® ucnhons3yemcs ¢
npoguaakmuueckoli yenvio 8 npoyecce UHOYKYUU U KOHCONUAAYUU PeMUCCUU.

IMomaBieHVe MEeHCTPyalMy U cOXpaHeHue PepTUIbHOCTU



e V Bcex xxeHUMH ¢ OJIJl B IpemMeHoOIIay3e peKOMeHAyeTcs MofaB/ieHre MeHCTpyaluii ¢ 1e/1bl0
MUHUMM3AIU PUCKOB KPOBOTeueHMs Ha (hoHe TpomboruToneHun [118]

VpoBeHb y6equTeIbHOCTU pekoMeHgaumii — C (YypOBeHb JOCTOBEPHOCTM JOKa3aTelbCTB —
5).

0O6e300nMBalOIIAA TEPAINAI

o IIpy BO3HMKHOBEHUM OCTPOrO WIM XPOHMYECKOrO 60JIeBOr0 CUHAPOMA MAILUEHTY
peKOMeHAyeTcsa IIPOBOAUTHL 06e300MMBAIOIIYI0 Tepalui0 COIIACHO  CYLIECTBYIOIIMM
MmpoTokonaM 06e3601MBaHUsI  (CM. COOTBETCTBYIOIIME KIMHWUYECKME pPEeKOMEeHIAIu 110
XPOHMYECKOI 00N, KIMHMYECKME PeKOMEHJalyyM I10 aHeCcTe3MOJOruiu), B TOM 4NCjiIe, IO
IIOKa3aHuAM, C IIpYMeHeHEeM HapKOTUMUYECKUX M IICUXOTPOITHbIX JIEKapCTBEHHBIX ITpernapaToB
[1,2,4,5,119].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (ypoBeHb JOCTOBEPHOCTHU [TOKA3aTEIbCTB —

5).

Cnedyem yuecmw, umo y nayueHma mozym 6uimb HeCmaHOapmHvle NposieieHus 00ne3HU, a Mmakie
couematue KOHKpemHol 60ne3HU ¢ Opyzumu namosiozusiMu, Ymo Moxcem ouKmosams Jieuaujemy epauy
U3MeHeHUs. 8 anzopumme 8b160pa ONMUMANLHOLU MAKMUKU OUAzZHOCMUKU U JiedeHUsl.



4. MeaunHcKas peaouanTanms, MegUIMHCKUe
IMOKa3aHMUs U IIPOTUBOIIOKA3aHUS K IIPUMEHEHUIO
METOI0B peadoInTanumn

Cneyuanstsix memodos peaburumayuu npu OJII He cyuwjecmayem.

o PeKOMEH,HYETCH IMaljMeHTaM IIpoBedeHNne pea61/m1/[TauMM IIpM BO3HMKHOBEHUN OC/IOKHEeHU
nocyie 3asepiueHus nporpammbl Tepanuu OJIJI B paMKax COOTBETCTBYHIOIIMX HO30JIOTUI
[120,121].

VpoBeHb y6enuTenbHOCTU pekoMeHzanuii — C (ypoBeHb JOCTOBEPHOCTH [OKA3aTEIbCTB —
5).

KoMmeHTapum: nocne OKOHUAHUSL JieueHus peKoMeHdyemcs eecmu 300poeblli 06pa3 Mu3Hu,
UCKNIOUUMb UHCONAYUIO U (pu3uomepanesmuueckue npoyedypo.



5. ITpodmunakTuKa 1 AUCIIaHCEPHOE HAOII0AeHMe,
MeIMIMHCKNE IIOKa3aHUA U IPOTUBOIIOKAa3aHUA K
IMIPUMEHEHNIO METOLO0B MPOPMIAKTUKA

Ipogunakmuxu so3HukHoserus OJUI He cyujecmeyem.

e PexkomeHyeTcs 1OC/Ie OKOHYaHMs nporpaMmmbl Tepanyy OJIJI BbINOMHSTh MccaegoBanne OAK
KaKIbIVi MecsI B TeueHMe IepBbIX 2 JieT U 3aTeM 1 pas B 2-3 Mecsilia A0 5 JIeT OT Havaia
JIeUEHMS C 11eJIbI0 PAaHHETO BbISIBIEHMsI peliuanBa 3a6oneBanus [1,2,4,5].

YpoBeHb YGe,IlMTeJIbHOCTM pEKOMeH}]aHI’If/’I -C (YpOBEHI) AOCTOBEPHOCTHU AOKa3aTeJbCTB —

5).

e PekomeHayeTcs1 TIOC/ie OKOHUaHMSI TMporpammbl Tepanuu OJIJI B TeueHue IepBOro roja
BBINTONHATL yHKUMMU KM 1 pa3 B 3 mec, gajiee — 1 pa3 B 6 Mec B TedeHue 2-TO rofa, manee — 1
pa3 B rof 10 5 jieT HabJIoIeHus C 1e/Iblo IMHAMMUYeCcKoro Habmopenus [1,2,4,5].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YypoBeHb JOCTOBEPHOCTHU JIOKA3aTENIbCTB —
5).

KommeHnTapumn: eHennanHosoe ucciedosavue KM NnokasaHo npu 6viséneHuu aio0blX U3MeHeHULll
2emozpammbl. BonsuiuHcmeo peyudusos npoucxodsm e meuenue 1—5 em nocie OKOHUAHUS Mepanuil.

OpraHusanys oKasaHus MeIUIIMHCKOM ITOMOIIN

MepuiMHCcKasi TOMOILb, 3a MCKIIOUeHMEeM MeIMULMHCKON TOMOLIM B paMKax KIMHUYECKO
ampobanuy, B COOTBETCTBUM C (demepalbHbIM 3akoHOM oT 21.11.2011 N¢ 323-®3 (pen. ot
25.05.2019) «O6 ocHOBax OXpaHbI 3M0POBLS rpakmad B Poccuiickoit @emepaliium» OpraHU3yeTcs U
OKa3bIBAETCS:

— B COOTBETCTBMMU C ITOJIOKeHMEM 06 OpraHmMsaluy OKasaHMsT MeOMIMHCKOM IMOMOILIM IO BUIAM
MeOUIIMHCKOM IIOMOINY, KOTOPOe YTBEPKIAeTCS YIOTHOMOYEHHBIM (emepasbHBIM OpraHOM
JCIIOJIHUTEIbHOJ BJIaCTH;

— B COOTBETCTBMM C TMOPSIAKOM OKa3aHMUs IMOMOIIY 1O MPOGUITIO «TeMaTOoOTHsT», 00s13aTeTbHbIM
IS MCIIONMHEHMS Ha Tepputopum Poccmiickoit  ®emepauyuy BceMM  MeOULIVHCKUMMU
OpraHM3aLysIMu;

— Ha OCHOB€ HaCTOAIIMNX KIMHNYECKUX pEKOMEHHaHMﬁ;

- C YyuYeToM CTaHAAPTOB MEOMIIMHCKOM TIOMOIIM, YTBEePXKIEHHBIX YIIOTHOMOYEHHBIM
(bemepanbHBIM OPraHOM MCIIOMHUTENBHON BIACTHU.

IlepBuuHas cIelyaaM3MpoOBaHHas MeAMKO-CaHMTapHasi IIOMOIINb OKa3bIBaeTCsI BpPadyoOM-
reMaToJIOTOM M MHBIMM BpadyaMu-CIIelMalINCTaMy B LIeHTpe amMOyJaTOPHONM reMaTo0rn4ecKoii/
OHKOJIOTMYECKOJ TOMOIIM MO0 B IIEPBMYHOM reMaTOoJ0TMUeCKOM/OHKOJOTMYEeCKOM KabuHerTe,
MMepPBMYHOM TeMAaTOJIOTMUECKOM OTHEJEeHUM, TOMUKIMHNYECKOM OTHEIeHUM OHKOJOTUUYECKOTO
IVCIaHcepa.

[Tpy BBISIBJIEHUM Y TIALMEHTA OCTPOro JIMMQOo6IacTHOTO Jeiiko3a (nanee - OJUI) miam ogo3peHnn
Ha HEro BpauM-TepaneBThl, Bpaul-TepareBThl YIACTKOBbIE, Bpauy 00IIell MPaKTUKU (ceMeliHbIe
Bpaun), BpauM-CIIELMaINCTbI, CPEIHNE MeOUIMHCKME PAGOTHMKY B YCTAHOBJIEHHOM TIIODPSIIKE
HAIpaB/SIIOT OOJMBHOTO HA KOHCYIbTALMIO B II€HTP aMOyJaTOPHONM TeMaTOJIOTMIecKoi/
OHKOJIOTMYECKOJ TOMOIIM JMO0 B TI€PBUYHBIN TIeMaTOJOTUUYeCKMii KaOMHeT, TepBUYHOe
reMaToJ0oTMyecKoe OTHeeHNe MeOULMHCKOV OpraHmMsaluM AJjid OKa3aHMSI eMy IepPBUYHOI
CIelaau3MpPOBaHHONM MeUKO-CAHUTAPHOI TOMOIIIN.

Bpau-remaTtosior amMO6y/JaTOPHOTO WM CTAlIOHAPHOTO 3BE€Ha TI'eMaTOJIOTMYeCKOi ITOMOIIN
OpraHu3yeT BBIIOJHEHME OMArHOCTUUYECKUX MCC/IeAOBaHMIA, HEOOXOMMMbIX ISl YCTaHOBJIEHMS
JarHo3a, BK/II0uUasl pacpoCTpaHeHHOCTh ¥ CTaAuI0 3a060/1eBaHMsI.



B C1ydyae HeBO3MOXKHOCTU MPOBEOEHUS OUATHOCTUYECKUX UCCIemoBaHMi MaleHT HaITpaBJIA€TCs
Jedyammyum BpauOM B MEIMIMHCKYIO OPraHM3alMi0, OKa3bIBAIOIIYI0O MEIMIIMHCKYK IIOMOIIb
6GOJIbHBIM C TI'eMaTOJOTMYeCKMMM 3a60JIeBaHUSIMU AJisl YCTAaHOBJIEHMA OMardHo3a M OKa3aHUs
Cl'IeLU/IaI[I/IBI/IpOBaHHOI‘/)I, B TOM umncie BLICOKOTEXHOHOFM‘IHOIZ, MeJULIVMHCKO TTOMOIIN.

[Tpn BeIsiBNeHMy OJIJI iy momo3peHny Ha HEeTrO B XO[e OKa3aHMs CKOPOJ MeAUIIMHCKOV TTOMOIIN
OGOJIbHOTO TEPEeBOASIT WM HAIpaBISIOT B MEOUIIMHCKME OpraHM3alluy, OKa3bIBalollue
MeIVIIVHCKYI0 ITOMOIIb OGOJbHBIM C IeMaTOJOTMUECKMMM 3a00jeBaHMSIMM, IJIST OMpeme/eHus
TaKTUKM BeIeHUs] U HeoOXOOMMOCTM IIpMMEHEHMs [OIMNOJTHUTEIbHO OPYIMX METOIOB
CIeaan3upPOBaHHOIO MPOTUBOOITYXO0JIEBOIO JIEUEHMSI.

Crienmanu3upoBaHHasl, B TOM UMCJIe BBICOKOTEXHOMOTUYHAS, MEOUIIMHCKAS TIOMOIIb OKa3bIBAETCSI
BpayaMM-TeMaToJI0TaMM B MeIUIIMHCKUX OPTaHM3ALMSIX, OKA3bIBAIOUINX MEIUIINHCKYIO TTOMOIb
OGOMBHBIM , WMEIIMINX JINIEH3UI0, HeoOXOOMMYI0 MaTepUabHO-TEXHUYECKyID  6asy,
CepTUGUIMUPOBAHHBIX CIEIVAINCTOB, B CTAIIMOHAPHBIX YCJIOBUSIX U YCIOBUSIX [THEBHOTO
cTalMoHapa ¥ BKIOYAaeT B ce6sl MpOQWIAKTUKY, MUArHOCTUKY, JIeUeHUEe TeMaTOJOTMYecKuX
3a6oyieBaHMit, TPEOYIONMIMX MCIIOIb30BAHMUST CIEIMATbHbIX METOMOB M CIOXKHBIX YHUKATbHBIX
MeIUIIVHCKMX TEXHOJIOTHIA, 8 TAKKe MEIUIIMHCKYI0 PeabuInTalnio.

B MemuiuMHCKOlM oOpraHmsauuy, OKa3bIBawIleil MeAUIIMHCKYI Tomollp mnauyeHtam c OJII,
TaKTUKa MeIUIMHCKOTO 00C/IeHOBaHUS U JIeYeHUs YCTAHABIMBAETCS BpauaMy-reMaToaoraMu C
TIpUBJIEUEHNEM TPU HEOOXOAMMOCTM [PYTMX Bpadeii-CIenuaanucToB, Mpu HeO06XOOUMOCTU C
MpoBeIeHMeM KOHCUIMYMa. PellleHMe KOHCUIMYMa Bpaueii 0dopMIISIeTCS] ITPOTOKOJIOM,
MOJMMChIBAETCS YUaCTHUKAMM KOHCUJIMYMa Bpaudell M BHOCUTCS B MeOUIMHCKYIO TOKYMEHTAalMIO
60JIbHOTO.

[MokazaHus K TOCMUTAAM3ALMM B KPYIIOCYTOUHBI WM AHEBHON CTAalMOHAP MEAUIMHCKON
opraHM3aluy, OKa3bIBAIOIIEH CIeNVaJIN3UPOBAHHYI0, B TOM YMC/IE€ BBICOKOTEXHOJIOTUYHYIO,
MEOVIMHCKYI0 IIOMOIIb II0 TPOGUII0 «OHKOJIOIWSI» OIPENeNSIOTCS BpayoOM-TreMaToIorom/
KOHCUJIMYMOM Bpayeii ¢ MpuBJiedeHeM Py He06XOIMMOCTY OPYTUX Bpayeli-CrenyaaucToB.

IlokasaHus /151 INIAHOBOV TOCIIUTAIM3AIMN:

1. I[Mogo3penne/ycraHoBneHne guarnosa OJI.

2. InarHoctuka peuuanusa OJIJI.

3. [IpoBemeHMe ouepenHoro Kypca XT B yUIOBUSIX KPYIVIOCYTOUHOTO JIMOO THEBHOTO CTAI[IOHAapa.
4. TIpoBeneHue 3arnanupoBaHHoi TI'CK.

5. BbINOJIHEHVE TUIAHOBBIX XUPYPrUUECKMUX BMEIIaTeTbCTB.

6. BhITTOJIHEHME TIIAHOBBIX SKCTPAKOPIIOPAJTIbHBIX METOOOB OUYMIIEHMS KPOBU U 3aMeCTUTEeIbHOM
TIOYeUHO Teparnn.

7. TIpoBeneHe 3aMeCTUTEIbHOI TeMOKOMIIOHEHTHO Teparun.
IlokasaHus o151 9KCTPEHHOM roCIUTAIN3 AN

HeotnoxHble cocTossHMS Y nateHToB ¢ OJIJI u ipu nogo3penunn Ha OJI:
— neitkounTo3 6omee 100 x10%/n

— (bebpubHas IMXOpagKa ¥ MHOPEKIMOHHbIE OCIOKHEHMST Ha (OHEe HEeNTpPOIlIeHUM Iocae Kypca
XT;

— reMopparmyecKkunii CMHAPOM;
— TPOMOOTHUUECKME OCTIOKHEHMS;
— He06XOIMMOCTb ITPOBEIeHMSI IKCTPEHHOI 3aMeCTUTeNTbHOI reMOKOMITOHEHTHOI Teparuu;

— Opyrue CucCTeMHbIe HapylleHus, 06yCIIOB]IeHHbIe TeUEeHMEM OCHOBHOIO 3a60/ieBaHMSI WU
pa3sBuBIINMECsS BC/IeACTBME ITPOBEAEHHOTIO JIeUeHW .

Iloka3zaHu K BBINVCKe MaljieHTa u3 cTanMoHapa:



1. BoccTaHOBIeHMe TMOKasaTeneil mepudepudyeckoit KpoBy (TeifkouuThl Gomee 1 x 10%/,
rpaHynonuThI 6oree 0,5 x 10%/1, TpomGoLmThI Goree 50 x 10°/1, remorno6uH Gonee 80 r/m) moce
ouepenHoro kypca XT.

2. Hopmorepmwusi B TeueHme 3-5 CyT U OTCYTCTBME HEKOHTPOIMPYEMbIX WHGEKIIMOHHBIX
OCJIOKHEHU B IIOCJIEKYPCOBOM ITepUOfe.

3. KynupoBaHue reMmopparmyeckmx OCJI0KHEHUA.
4. KynmupoBaHue TPOMOOTUUECKUX OC/TOKHEHMIA.

5. KynupoBaHue CUCTEMHBIX HapyIIeHW 1, 00yCJIOBIEHHBIX TEUEHMEM OCHOBHOTO 3a60/1eBaHMUsT WU
Pa3BUBIIMXCS BCJIEACTBYE POBEEHHOTO JIeUeHMsI.

3ak/ioueHre O I1eJ1ecoo0pasHOCTY IepeBoja OO0NMbHOTO B MPOGMIBHYID MEAMIIMHCKYIO
OpraHM3alMI0 OCYLIECTBIISIETCS TOC/Ae MPeJBapUTENbHOV KOHCYJIbTAMYU TI0 MPENOCTaBIeHHBIM
MEOUIIMHCKUM JTOKYMEHTaM W/WIM TIPedBapUTEIbHOIO OCMOTpPa OOJBHOTO BpadyamMyu -—
CrHelyantucTaMu MeJUIIMHCKOM OpraHKu3ali, B KOTOPYIO ITAHUPYETCS TTePeBoI,.

[epen HayaJioM MPOBeIEHMs Teparuy peKoOMeHAyeTcs] MHPOPMUPOBATh BCEX MALIVIEHTOB O PUCKe
GecIionys rmocie IPoBeHeHNs Teparuu U MOTeHIMaJIbHbIX MeTOIax COXpaHeHusT (GepTUIbHOCTH,
a Takke 0 HEeOOXOOMMOCTM MCII0Ab30BaHMs 3(P(EKTUBHBIX METOLOB KOHTpALENIUNY B TeUyeHue
MMHVMMYM OIHOTO Tojia IToC/Ie 3aBepIIeHNS TePaITA.



6. Opranmsanumsi OKa3aHusI MeAUIIMHCKOM ITOMOIIU

ITosTHOLIEHHOE COOJTIOIEHE IIPOTOKOJIOB JIeUeHMsI (PeXXMMa Teparn)

Cnoco6Hocmb  3agepuiums NONHLIL Kypc UHOYKYUOHHO-KOHCOMUOAUUOHHOL mepanuu 6 meueHue
YKA3aHHO020 Nepuodd 8pemeHuU, d 3amem blNOJIHAMb N000EPHUBAIWYI0O hepanuto 8 NOITHOM 00seme
s6J151emcst UemKuM NPOZHOCMUUECKUM (akmopom, HeoOHOKPAMHO NPOOeMOHCMPUPOBABUUM C80I0
3HauuUMocme 8 pocculickux uccnedosavusx. C 2moili KOHyenyueli coenacHel u 3apybexcHole
uccnedosamenu. AdekeamHoe XT 8o3delicmeue ocmaemcst (yHOaMeHmMOM ycnewHozo naeueHus. K
CoxcaneHuio, Headek8amHoCMb 8blNOJIHEHUS NPOTOKOI08 JieueHus: 0 CUX 56711emcst 00HOU U3 OCHOBHbIX
NPUYUH 3HAYUMENbHO MeHbliell ppexmusHocmu geueHus nayueHmos ¢ OJ 80 MHO2UX
2eMAMON02UUECKUX YeHMPAax.

TaprerHas Tepanus

Ipoepecc 6 usyueHuu monekyaspHozo namozenesa OJUI npueen K paspabomke HO8bIX MApP2eMHbIX
npenapamos, m. e. MoKy, MeXAHU3M OeliCmeus KOmopslX C83aH C 8AUsSHUEM Ha 6eNKuU, QyHKYus
KOMOpbIX U3MeHsiemcsl 6 pesynsmame mymayuu uau mpanciokayuu. Hanpumep, 2enemuueckue
U3MeHEeHUsl npueodsam K Mymauyusim 6 2eHax, AKmueupylwux Kackadsl mpavcoyKyuu cueHaid
(Hanpumep, IKZF1, JAK, PDGFRB, FLT3, KIT, RAS), ClusHuw 2eH08 uiu Mymayusm, npueoosjum K
NoBblUEHUN UIU YeHeMeHU MPAHCKPUnyuoHHotl akmusHocmu (Hanpumep, BCR-ABL, CEBPA), unu x
HapyuleHuio (QyHKYuu 2eH08, 808JieUeHHbIX 8 nepedauy cuzHana (Hanpumep, NUP98). Xomsa ons
HeKomopsIX npenapamos, 0elicmayoujux Ha MOoNeKyISpHOM YypoeHe, U Oblid NPOOeMOHCMPUPOBAHA
appexmusrHocmv npu OJUIL, ywe Ha cmaduu KW 06bl10 NOHAMHO, umo 6ONBUUHCIMBO U3 HUX
Heo6Xx00uMo UCNONb308aMb 8 COUEMAHUU CO CMAHIAPMHBIMU Yumocmamuueckumu npenapamamul [11,
28-33,111].



7. JononmHuTenbHasaA vHGopmauus (B TOM 4ucie
¢dakTOpBHI, BAMSIONIIME HA MCXOJ, 3a00/1eBaHUS U
COCTOSIHUS)



KpMTepMI/I OL€HKM KauyeCTBa MG,Z[I/IIJ,I/IHCKOﬁ

IIOMOIIM

Kputepun kauecrsa

YYP

yan

BoinonHeH OAK ¢ noacuyeToM neiikouutapHow OpMynbl U OnpefeneHveMm uucna
TpombounTos

BbINOMHEHO LMTONOrMYECcKoe nccneaoBaHve Maska KM (MuenorpamMma) U3 CTepHasbHOro
nyHKTaTa

BbInonHeHO UMTOXMMUYECKOE UCCnefoBaHME MUKponpenapaTa KM (6J'IaCTHbIX KNneTok
KM)

BbINONHEHO CTaHAAPTHOE LMTOreHeTUYeckoe uccnefoBaHne (kapuotun) acnupata KM (B
TOM YMC/e BbINOJIHEHO UCCNeaoBaHue ANs AeTeKuMmn TpaHcnokauun t(9;22) n t(4;11))

BbINONIHEHO UMMYHOMEHOTUNNPOBAHME FEMOMO3TUYECKMNX KIETOK-NpeawecTBeHHUL, B KM

BbinonHeHa KT ronosbl, opraHoB rpyAHo 1 6ploLHOI nonocren

BbinonHeHa CMMHHOMO3roBas MyHKUMs C UMTOJIOTMYECKMM WUCCNEA0BAHMEM  K/IETOK
CAWHHOMO3roBOW  XWAKOCTU (MVIKPOCKOI‘IMHECKOE nccnepoBaHne  CNMHHOMO3roBOW
XWNAKOCTU, NOACHET KNEeTOK B CHETHOU KaMepe)

MauneHTy BO BpeMs MNepBOM AMArHOCTUYECKOW CMMHHOMO3rOBOW MYHKUWMW BbIMOSHEHO
VMHTpaTeKasbHOe BBEJEHVE XMMMOMpenapaTos

B3pocnomy naumeHTy ¢ Ph-HeratuBHbiM OJ1J1 npoBefeHa WT, cornacHo oAHOMY M3 ABYX
NPUHLUMMOB  XMMMOTEPaNEBTUYECKOro BO3AEUCTBUSA: 1) UMMNYNbCHOE, BbICOKOAO3HOE C
nocneayoweli NoCToAHHOW noaaepxusatollein Tepanuelt (nporpamma Hyper-CVAD); 2)
6onee TpaauUMOHHOe (cTaHAapTHoe) - 8-9-HepenbHas HenpepbiBHAs WHAYKLUUS C
nocneaywowmmm HEOAHOKPATHbIMWU BbICOKOL4O3HbIMU MUenoabnsTUBHLIMK KypcamMun un B
nocneaywuweMm — nogaepXXunBarolmnM nevyeHnem

10

BbinonHeH BbIGpaHHbIA AN AaHHOMO NauuMeHTa MPOTOKON C  HEeYKOCHUTESbHbIM
cobniofieHeM BPEMEHHOr0 pernameHTa

11

MauneHTy, He3aBMCMMO OT NMPUMEHSIEMOrO NPOTOKO1a (KpOMe Tepanuu 3pesioro BapuaHTa
B-OJ1/1), BbINOMHEHO MOAAEPXUBaAlOLLEe NleYeHne, COCTOosILEee: U3 eXefHEeBHOro npuema
MepKkanTonypuHa**, meToTpekcaTta** (mo3umpoBka cornacHo npoTokony) - 1 pa3s B
Heaento, MynbCoB TNIOKOKOPTUKOCTEPOUAHBIX FOPMOHOB WM BUHKPUCTMHa** — 1 pa3 B
mecsiy,

12

NauneHTy c OJI1/N1IBJ1 13 rpynnbl BbICOKOro pucka nu6o nauveHTty c OJII/1IBA npu
peunavee 3abonesBaHusi, a Takxe WX CUOBNMHraMm BbINOMHEHO onpeaeneHne HLA-
AHTUTEHOB C LUEeNbi NOUCKa NOTEHUMANbHOro A0HOpa KM

13

rlaLlIAeHTy Ha 3Tanax UHAYKUMN n KOHCoONnuaauumn nepeg Ha4yasiom Kaxzaoro
nocneaytoulero stana amM6o 1 pa3 B 2 Mecsia BbINOJIHEHO KOHTPOJIbHOE UCCneAoBaHue
KM (nonyuyeHue uutonorunyeckoro npenapata KM nyTeM nyHKuMu (CTepHanbHas
I'IyHKLLVIR))VI uuToNorMyeckoe nuccnefosaHme Maska KM (Muenorpamma) s ctepHanbHOro
NyHKTaTa

14

MauuneHTy Ha doHe noaaepxusatollein Tepanum 1 pa3 B 3 Mecaua B TeyeHne 2 feT U B
fanbHeileM, Mocne CHATUS C JleYeHus, Kaxzable nonroga Ao 3 feT HabnoaeHus
BbINO/IHEHO KOHTpOJSIbHOe uccnefosaHve KM (nosyveHne UMUTONOrMYEcKoro npenapaTta
KM nyTeMm nyHKUMK (CTepHanbHas NyHKUMS) U LUMTONOrMYeckoe nccneaoBaHne maska KM
(MuenorpamMma) n3 cTepHasibHOro nyHkTaTa)

15

MauuneHTy ¢ no3gHuM peumausom OJIJ1/J1IBJ1 Ha3HauyeHa cTaHaapTHas Tepanusa OJIT 1-1
JIMHWK
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o6acTHas KaMHMYeckas 6onbHuiia um. H.A. Cemaiiko»
12. Kanopckas T.C., K.M.H., 3aBefyiouiasi otaejeHmeM remartonoruu, 'bY3 «Mpkyrckasi opieHa
«3Hak [ToueTa» 06/1aCTHAST KIMHMYECKAs] 6ObHUIIA»
13.Jlamma B.A., K.M.H., 3aBenyiomuii oraeneHuveMm remaronoruu I[BY3 0 «O6nacTHas
KIMHMYeCKast 00JIbHNULIa»
14. Kannanos K.[., kK.M.H., 3aBepywooimii otaeneHueMm remaronorum [BY3 «Bosarorpaackui
061aCTHOJ OHKOJIOTMYECKMIA AYCTIaHCep»

Biok o opraHmsannumn MeIUIIMHCKO MOMOIIN:

15. TeBopksiH Turpan l'armkoBud, 3amectuTtenb nupexkropa HUU KOP ®I'BY «HMULL oHKOIOTUMA
M. H.H. BiioxuHa», IJTaBHBIN CITeIMaliCT-0HKOI0T MOCKOBCKOI 06/1aCTH.

16. IBaHoB Cepreit AHaTonbeBuY, A.M.H., 1pod. PAH, nupexkrop MPHI um. A.®. Ilpiba —
bwmmana OTBY «<HMUIL] paguonorum» Munsnpasa Poccum.

17. HeBombCcKMX AJieKceil AJieKceeBUY, [.M.H., 3aMeCTUTe/b IMPEeKTOopa IO JieueGHOi paboTe
MPHII, um. A.®. Lpi6a — punana ®I'BY «HMMUII pagmonornn» Munsapasa Poccumn.

18. XaiimoBa JXanHa BiagMMupoBHA, K.M.H., 3aMeCTUTe/Ib OUPEKTOpa MO0 OpraHM3alMOHHO-
Mmeromuueckoii pa6ore MPHIL mm. A.®. Ipiba - dmwmana OIBY «HMMUIL pagmonormm»
Mwun3spgpasa Poccnn.

KOH(l)JII/IKT MHTEPECOB: aBTOPbI 3asIBJISAIOT 00 OTCYTCTBUN KOH(b]'[I/IKTa MHTEpeCOoB.



ITpunoxxenue A2. MeTomonorusi pa3padoTKu
KJIMHUYEeCKMX PEKOMeHIalun

IeneBass ayguTOPUS KIMHUYECKUX PEKOMEHIAINi1:

e BpauM-reMaToJIOTH;
® BpauylM-OHKOJIOTH;

* Bpaul-TepareBThl;

* BpauM-aKylIepbl-TMHEKOIOTH;

* BpauM-aHEeCTe3MOJIOTH-PeaHMAaTONOTH;
¢ BpauM-KIMHNYECKUe GapMaKoIOTH.

Poccuiickasi mcciieqoBaTesibcKasl TPYINA 0 M3YUYeHMI0 OCTPBIX Jieliko30B ¢ 1995 r. mpoBena 3
MHOTOIeHTPOBBIX KU 1o yneuennto nanyeHtoB ¢ OJIJI B Bo3pacte oT 15 mo 55 jeT, B KOTOPBIX
MIPUHMMAaIY yJacTye reMaToJIorMJyecKue IeHTpbl 13 6omee yeM 30 ropomoB Poccum. Pe3ymbTaThbl
9TUX WMCCIeOBaHMII HEOTHOKPATHO OITyOJIMKOBAaHBI U OOCYKAEHbI Ha EXEerogHbIX paboumx
COBeIllaHMSIX MCCIeloBaTeNbCckolt rpymmnbl. Kpome Toro, Mpu CO3OaHUM HALMOHATbHBIX
peKoOMeHIaIii UCIIONb30BaH OIBIT M OTHEIbHBIX (emepabHbIX reMaTOJIOTUUECKUX IIEHTPOB, B
KOTOPBIX KOHIIEHTPUPYIOTCSI 6OJIbHbBIE 3TUM 3a00/IeBaHMEM.

Poccuiickast ucciemoBartenbckasi rpynma no jgeueHuio OJIJT B3pocibix (ganee — RALL) siBasieTcst
YYaCTHMKOM OOIIEeeBPOITeiICKO Koomepauuy B 3TOW 00/aCTM TeMaTOJIOTUMM UM BXOAUT B
eBPOIeNicKyIo pabouyio rpymiry 1mo usydennio OJIJI u o6benuusieT 14 ucciemoBaTelbCKUX IPYIII U3
pa3IMUHBIX eBpoIleiickuxX crpaH. [IpyM pa3paboTKe PeKOMEHIALMI TaKKe YUUTHIBAJICS OIIBIT
aMepUKaHCKMX UCCIefoBaTenbCcKux rpymnn u pekomenganym NCCN.

ITockompKy OJIJI mpencTaBisieT co00i pemkoe 3aboeBaHyE UM XapaKTepPU3YeTCsT CYIeCTBEHHOI
reTepPOTeHHOCThI0, B HACTOsIIee BpeMsl 00Iei mporpammbl yiedeHuss OJIJI He CyIIeCTBYIOT.
Teparmms OJIJI yetko muddepeHipoBaHa. B ocHoBe Poccuilckux peKOMeHIamuii Jjexkar
pe3ynbTaThl COOCTBEHHBIX MCCaemnoBaHMit, EBpomeiickue pexkomenmauyu 1o JedeHuio OJIJI,
AmepukaHckue pekomeHgauyiyu NCCN.

Ta6auma 2. lllkana oteHku YT 111 METOIOB AMarHOCTUKY (IMarHOCTUYECKIX BMEIIaTe/IbCTB)

yaan PacwudpoBka

1 Cuctematyeckne 0630pbl  UCCNEAOBaHWIA C  KOHTPONneM pedepeHTHbIM  METOAOM WKW cUCTeMaTuyeckuint  063op
paHaoMusnposaHHbIX KW ¢ npuMeHeHnem MeTaaHanusa

2 OTAenbHblE UCCNEAOBAHUS C KOHTPONEM pedepeHHbIM METOLOM WU OTAE/bHbIE paHAOMU3MPOBaHHble KN 1 cuctemaTuuyeckue
0630pbl UccnefoBaHWit 060ro An3aiiHa, 3a UCKIoYEeHEeM paHAOMU3NPOBaHHbIX KW, ¢ MpuMeHeHMeM MeTaaHanunsa

3 WccnenosaHns 6e3 nocneaoBaTeNlbHOr0 KOHTPONsS pedepeHTHbIM METOAOM WU UCCNeAoBaHUst C pedepeHTHbIM MeTOAOM, He
ABMANWMMCA HE3aBUCMMbIM OT UCCieayemMoro Metoga Unm HepaHaAoMU3nMpoBaHHbIE CpaBHUTEIbHbIE NCCNEN0BaHNA, B TOM Yucne
KOropTHble uccrnenosaHus

4 HECDaBHMTEﬂbeIe uccnegoBsaHnda, onmcaHue KInMHNUYeCcKoro cny4das

5 NmeeTcs nuwb 060CHOBaHWE MexaHu3Ma AeﬁCTBMH WU MHEHWE 3KCNepToB

Taomuma 3. Ikana oueHku Y s MeTOmOB MpOGMIAKTUKM, JeUeHUs M peaduamTammn
(MpoduIaKTUUECKUX, TeUe6HbIX, PeabuUINTALIOHHBIX BMENIaTeIbCTB)

yan PacwudpoBka

1 CuctemaTtnyeckuii 0630p paHaOMMU3MPOBaHHbIX KW ¢ npuMeHeHneM MeTaaHanusa

2 OTaenbHble pPaHAOMU3POBAHHbIE KW wn cucrematnyeckune 0630pbl vccnenosaHuii  noboro ,ClMBaﬁHa, 3a WCKIKYeHUeEM
PaHAOMU3UPOBAHHbIX KV|, C NpUMEHEHNEM MEeTaaHanunsa

3 HepaHaoMM3NMpOBaHHbIE CpaBHUTENbHbIE UCCIEA0BAHMS, B TOM YUC/E KOrOPTHbIE NCCNef0BaHuUs
4 HeCpaBHVITeJ'IbeIe nccnenoBaHnAa, onucaHne KAMHUYeCKoro cnyyas uav cepumn cnydaes, nccnenoBaHus <<cnyl-|a|7| — KOHTPOJ1b>»
5 WmeeTcs nuwb 060CHOBaHWE MexaHU3Ma AeWCTBUS BMeLlaTeNbCTea (AOKI’IMHVIHECKI/IE VICC}'IE,CLOBEHI/IH) W MHEHWE 3KCNEepPTOB

Ta6muma 4. Ilkama oueHkun YVYP 11 MeTOmoB NHPOPMIAKTUKM, OMATHOCTUKM, J€UEHUS U
peabwintanyy  (MpodUIaAKTUUECKUX, OUATHOCTUUECKUX, JIeUeOHbIX, peabuIMTaIlMOHHbIX

BMeIlIaTeIbCTB)
YYyP Pacwudposka
A CunbHas pekomeHzauusi (Bce paccMaTpuBaeMmble KpUTepun 3PEHEKTUBHOCTU (MCXOAbl) ABAAITCS BaXHbIMM, BCe

nccnenoBaHUAa MMEKT BbICOKOE UK YAOBIETBOPUTEIbHOE METOA0/10rMYyecKoe KavyecTso, UX BblBOAbI MO UHTEPECYOLWUM
ncxonam sBnsaTCA COI'J'IaCOBaHHbIMl/I)




B YcnoeHas pekoMeHpaums (He Bce paccMmaTpuBaeMble KpuTepumn 3deKTUBHOCTU (MCXOAbI) ABMASIOTCA BaXHbIMU, HE BCe
nccneaoBaHMsa UMMEKT BbICOKOE WM yAOBNETBOPUTE/IbHOE METOA0/I0rMYecKoe KadecTBo VI/I/II'IVI UX BbIBOAbI MO
WHTEPECYLWMM NcxoaamM He ABATCA COI’ﬂaCOBaHHbIMVI)

C Cnabasi pekoMeHzauus (OTCyTCTBME [OKasaTeNbCTB Haj/exallero kayectsa (BCce paccMaTpuBaeMble KpuTepuu
3 PEKTUBHOCTU (MCXOAbI) ABNASIOTCA HEBAXHbIMU, BCE UCCNIEA0BaHNS UMEIOT HU3KOE METOA0/I0MrMYecKoe KavyecTBo U Ux
BbIBOAbl MO MHTEPECYHLWNM NCXOL4aM He ABAATCA COF}'IaCOBaHHbIMVI)

HOp}I,lIOK OOHOBJIEHVSI KIIMHUYECKUX peKomeHnauMﬁ

Mexaunsm o6HOBeHMsT KUY mpemycMaTpMBaeT UMX CUCTEMATUUECKYIO aKTyaaM3aluio — He pexe
yeM 1 pa3 B 3 roga win mpu MOSIBIEHNY HOBOV MHGOPMAIMK O TaKTUKE BeJeHNS MalMeHTOB C
IaHHBIM 3abomeBaHueM. PerreHne 06 o6HOBIeHUM puHUMaeT M3 PO Ha oCHOBe IpeJIOKeHMUIA,
TPEeACTaBIEHHBIX MEIUIVHCKUMY HEKOMMEepPYEeCKMMM MPOGeCCHOHATbHBIMU OPraHU3aIUSIMU.
CchopmupoBaHHbIE TPENJIOKEHUS] JTO/DKHBI YUUTHIBATH PE3YIbTaThl KOMIUIEKCHOV OLIEHKU

JIeKapCTBEHHBbIX IMperapaToB, MeIMIMHCKUX W3OeNnit, a Takke pe3yabTaThl KIMHUUECKON
anpobauum.




IIpninoxenmne A3. CripaBo4YHbIEe MaTepyuabl,
BKJ/IIOUasi COOTBETCTBYME ITIOKAa3aHMMI K
IMIPUMEHEeHUIO ¥ IMIPOTUBOIIOKAa3aHUi, CII0OCOO0B
IPUMEHEeHMS U 103 JIeKapCTBEHHBIX IIperaparTos,
VHCTPYKIUM I10 IIPUMEHEHUIO JIeKapCTBEHHOT'O
npemnapara

IMPUJIO>KEHHUE A3.1. IIpoTokoinsl tedyeHust OJI1

ITpOTOKOJ POCCUTICKOI MCC/IeF0BaTEeNbCKO rpymmbl 4Jisi Ph-HeratuBHbix OJIV] y manueHTOB
B BO3pacTe MoJjIoKe 55 et — «OJIJI-2009»

Cxema mpoTokoaa «OJLI-2009»

Ipeoghpaza: npenumzonon™™* 60 mr/m?, 1-7-i1 qan

- IIyaxnaa KM ga 8-ii nenn —_

“«— I
<25 % bnactoB =25 % bnactoB

I ghaza undyruun I gpaza undyxuun

Ipeoruzonon** 60 mr/v?, Hexcavemazon®* 10 mr/s?,

8-28-11 qun + 7 aHell OTMEeHB! 8-28-i1 aun + 7 aHell OTMeHE!

¢ Jaynopyommme** 45 mr/v?, 8, 15, 22-it man
¢  Bmaxprncrna** 2 mr, 8, 15, 22-i1 a1
* Acnaparnsaza®* 10 000 EJJ/n?, 29-i1, 36-11 1un
yaxknns KM ma 36-if 1esn
.
IT ghaza undvruun
*  Mepxanronypua** 25 mr/m?, 43-70-i1 aun
¢ [luxnodocdamun®* 1000 mr/s?, 43-i1 1eHs
e  TMurapabuu** 75 mr/m®, 45-48-i1, 59-62-ii 10
*  Acnaparnaza** 10 000 EI/m2, 50, 57, 64-it aum

Dyskoaa KM ma 70-i xenn

- ——
<5 % OnacToB =5 % O1acToB
[}
- .
Koncoanoanusn I Ipozpamma
o JlexkcametazoH™™ 10 mr/m?, 71-84-i1 qui + 7 nHell 0TMeHBI ACYEHUR
e Jlokcopyomuma** 30 mr/m?, 71-i1, 85-i1 qun pesucmenmusix gopm
*  Bumkpucrua** 2 mr, 71-if, 85-i1 aun
Koncoandanus IT _ Moangugamma 10361
MepKanTomypnHa** B
3ABNCHMOCTH ot
YPOBHA TelIKOLNTOB I
~ TpomboLNITOR




¢ Mepranromypusa** 50 mr/m?, 92-105-i1 mum

* Acnaparnsaza** 10 000 EJ{/m?, 92-11, 99-11 aun

.

Koncoaudayus ITT ™ v
Yucao Yucao Ho3a
JefARonA | TpoMbon | MepKanmT

e TMuxnodochammn®* 1000 mr/ae, 106-i1 nens TOB HTOB ONypHHA
R

o IMurapabuu®* 75 mr/v?, 108-111-11, 122-125-i1 amm >‘ Bonee 2.0 | Bonee 100 | 100 CY

*»  Meprgantomypua** 25 mr/m?, 106—133-i1 s

Yo

*  Acnaparnmaza** 10 000 EI/m?, 113-i1, 127-11 xan x 10%/n * 10/ J0351
i Or 1,0 x| Or 50 =|50 %

(w12 maunenTos ¢ T-OJLT] ocymectaserca coop I'CK), 10%n mo | 10%a  go | mosm
ayTo-TT CK BEMONMHASTCA MOCTe/ BMECTO ~ 2.0 : 100. :

10%n 10%/n
IV i V koHcoanmammi) Menee Menee 50| 0%

1,0 % | = 1090

10°n

Koncm}dauux T
¢  MetoTpekcat** 1.5 r/'m? (B Tewenne 24 1), 134-ii neHs
* Jlexcametazon** 30 mr/m?, 134—136-i1 gun

* Acnaparnraza** 10 000 EJI/m?, 136-it nens

|

Koncoaudayus V

o Ilnrapabue®* 2 r/M?, 2 pa3a B nens, 148-i1 1eHs
* Jlexcametazon** 30 mr/m?, 148—150-i1 gsm
*  Acnaparnuasa®** 10 000 EO/w?, 150-11 neus
|
Iloddepycusarouias mepanus 6 medenue 2 1em om MOMEHMA 3A6EPUIER NN NOCTEOHE20 KYpCa
KOHCOTUOQNUN
Mexcdy qurIaMu nOOOEPHCUEAIOW(EN MePAny Hem unmepsaios: 1-u dens nocaedywouezo

Kypea ciedyem cpasy 3@ nocAeORuM OHEM NPEePUIECINEYIoeZo

~
Hooodepac { P , qurast Ne 3(1-3):
Momndukamia 10361
* Jlexcametazor** 10 mr/m?, 1-3-i1 qun MepKanTomypiHa** 11
i _ ok
*  Mepkantomypis** 50 mr/s®, 4-28-11 qun MeToTpekcara™ " B
> 3ABHCHMOCTII OT
*  Buukpucrua** 2 mr, 1-it qeHs YPOBHA JMelIKOLNTOB I
A TpOMOOLIITOB
¢ Jaynopyomumu®** 45 mr/s?, 1-ii gens p ur
¢  MeTtoTpekcat** 30 mr/m?, 2, 9, 16, 23-if man .

(cymmapHas 003a AHMPAYUKAUHOBLIX AHMUOUOMUKO8 K MOMeHmYy 3dsepuieHus 3-20 Kypca
noddepacusaroweti mepanuu cocmasnsem 360 mez/m? 6 pacueme Ha dayHopyOUYUH**)

IToddeprycusarouias mepanus, yuxast N° 21(4-24):

o JlekcameTa3zoH** 10 mr/m2, 1-3-ii IHU

o Mepkanronypua** 50 mr/m?2, 4-28-i nHu

e BuHkpucTuH** 2 Mr, 1-71 1eHb

e Metorpekcar** 30 mr/m2, 2, 9, 16, 23-i1 gHK

¢ Acmaparunasa** 10 000 EIl/m?, 3-i1, 10-it mun

Ipogunakmuxa Hetiponetikemuu

VHTpaTekanbHO (uTapabun™* 30 mr, MeToTpekcat** 15 mr, mekcameTa3oH** 4 mr): 0, 7, 14, 21, 28,
35, 70-7t mum B TeueHue UT, 105-it meHp koHcomupmauuu II, Kaskgble 3 Mecsia B TedyeHUe
OO Ae P>KUBAIOLIEN TePATIA.

Jleuenue Hetiponeiikemuu

[Mocie AMArHOCTUKM HeliposeiikeMuu Bce GObHbBIE, MOMyJalollye PeIHU30I0H**, TepeBOAsSTCS
Ha JekcaMmeTas3oH™*, JllomMOa/ibHbIe IYHKI[MM BBIITOJHSIOTCS C 4acToToii 1 pas B 2-3 OHSA 10
MOyuyeHMs] 3 HOpMaabHbIX aHAIM30B JMKBOPA, 3aTeM IMYHKIVM BBITTONHSIOTCS 1 pa3 B Helleio B
TeyeHMe3 mec, 3ateM 1 pas B 2 Hef, B TeueHue 3 mec, 3areM 1 pas B 2 MeC 10 OKOHYaHMS JIEUEHNS.

IIpoTOKOJI HEMELIKOV MCC/Ief0BaTeNbCKOM rpymnnbl 4y Ph-HeratuBubix OJ1J] y marnimeHTOB B
Bo3pacTte mosioxe 55 et GMALL (06/99 u 07/03)

®asa Tepanuu lo3a, Iy Th BBEIEHUSI BpeMs BBemeHust

Ipendasza (1-5-i1 gum)



IexcameTasoH™** 10 mr/m? BHYTpB 1-5-it gHU
Luknopochammm** 200 mr/m? B/B (1) 3-5-i1 nuu
MeToTpekcar** 15 Mr MHTpaTeKaIbHO 1-ii neHp

I dasa uagykuum (6—20-it JeHb)

JlekcaMeTa30H** 10 mr/m? BHYTpB 6,7, 13-16-i1 guK

Bunkpuctua** 2 Mr B/B (6OJIIOCHO) 6, 13, 20-it nHU

HOayHopyouima™* 45 mr/m? B/B (15 MyH) 6,7, 13, 14-ii gHA

Bospacm >55 nem 30 me/m?

e Acmaparunasa** 10 000 EII/m?2, 20-71, 17-it gun

I-KCo® 5 MKI/KT IIOLKOXXKHO HaumHas ¢ 6-1o IHS

Y nayuenmos ¢ ucxo0HsiM

Kosuuecmeom Hetimpogunos <500/mxn Haumnas ¢ 1-ro gHs

TakTuKa BefEeHUs TAalMeHTOB C MCXOOHBIM KOJIMYeCTBOM Helitpodwmwio <500/mMkn (win
pa3BUBILIMMCS B TeueHue 1-x 5 gHeik):

3

e [IP unu uacmuuHas pemuccus Ha 11-ii deHb: eeedeHue OayHOpYOUUUHA™¥,
dekcamemasoHa™* npu HeoOxooumocmu Mmoxcem Obimb nepeHeceHo 00 B0CCIMAHOBAEHUS YUCLA

BUHKPUCMUHA ™™ U

Hetimpogunos >500/MK (MakcumMym Ha HedeJiio).
o [Ipu pe3ucmeHmHoCcmMu UIU Npozpeccuu: NpooosxHeHue mepanuu.

Ouenka pemuccuu: 11-7i u 26-i nHu (¢ oueHkor MOB).
II pasa vHAYRUMM (26-46-71 THM)

Huxmodocdammm* 1000 mr/m? B/B 26-i1, 46-i1 mHU

Lutapabua™* 75 mr/m2 B/B 28-31,35-38, 42—-45-i1 mHU

Mepxkanromypus™* 60 Mr/M? BHYTpb 26—46-11 nHU

MetoTpekcaT** 15 Mr MHTpaTeKaJIbHO 28, 35, 42-i1 gHU

I-KCo® 5 MKTI/KT [IOAKOXXHO HauMHasg ¢ 26-T0 OHS

O6yuenme ITHC 24Tp

MMamentam ¢ T-OJUJI ¢ mopaskeHMeM CpeooCTeHMsT B Hauaje BTOpOi (as3bl MHIYKIIUU
BbITIONHsIeTCsT KT-KOHTpOsb. [Ipy oCcTaToOuHO# omyxonu >2 ¢M Tocie BTOpoit (asbl MHIYKIUU B
MPOTPaMMHYIO TEPATMIO BKITIOUAIOT OBIyUeHme.

OueHnka pemuccnn: 46-1 genb (¢ ouenkoit MOB).

Korcoannannsa I (71-ii nenb)

IexcameTazon** 10 mr/m? BHYTpPB 1-5-it mEn

Buukpreria** 1 mr/m? (Max 2 mr) B/B (bomocHo) -0l HeHs

Mertotpekcat** 1.5r/m2n/m (24 1) 1-ii Hens
Bospacm =55 1em 1,0 2/m° 6/e

#It1onoama** 250 mr/m? B/B (1 4) 4-ji, 5-i1 g

IMurrapadmus™** 2 r/m? 2 pasa B 1eHs B/B (3 1) 5-i1 HeHb

Bospacm =55 nem

1 r/sm? 2 pasa B neHs B/B

I'-KC® 5 MKT/KT NOAKO&KHO Ha4MHAaA ¢ 7-To JHA
Metotpexcat** 15 mr

Inrapabna** 40 mr HHTPaTeKATEHO 12-i1 nens
Hekcamerazon** 4 mr

Ouenka pemuccnu: 71-1 genb (¢ ouenkoit MOB).



Hanee mpoBomuTcst Mobuamsanyst u c6op CKK Bcem manyeHTaM CTaHIAPTHOTO PYUCKAa M BCEM

MMalyeHTaM BbICOKOI'O M OU€Hb BbICOKOTO I'PYIIIT PMICKA, Y KOTOPBIX HET JOHOPA.

Cxema fanbpHeNIIero JieYeHust 3aBUCUT OT IPYTITHI PUCKA, K KOTOPO# TPUHAAJIEKNUT MalMeHT.

Jlna rpynnsi cTanaapTHOTO pHCKA:

Koncomunanns IT (16-1 mexens)
Metotpexcar**

Bospacm >33 1em
Acnaparunasa®®

Meprantomypun**

1.5r/vie/e (24 9)
1,0 2/’ &/s

10 000 EXO/w?,

60 mr/m? BHYTPE

Ouenka pemuccnn: 16-a negens (¢ ouenkoii MOB).

Pemnayknns I (22-1 menean)
MNpeannsonon**
Bunxpuctun**
Toxkcopyoruma**
Metorpexcar**

Lutapadcuu**
Hexcamerason™*™
Pennayknus IT
Iukmodocdanma**
IaTapadons**

Mepranmromypun**

20 mr/n? B/B 3 pBR

1 mr/s? 8/e (BoarocHo)
50 mr/s? B/B (15 M)
15 Mr
40 mr HHTPATEKATEHO

4 mr

1000 mr/v? B/B
75 mr/v? B/B

60 nr/m? BHYTPE

Ouenka pemuccun: 30-1 Heaend (¢ oueHkoii MOB).

Koncoanaanns 1T (30-a mexens)
MetoTpekcar**

Bospacm >33 1em
Acnaparunaza®*
Meprantomypun®*
Koncoanaanns IV (36-a mexens)
LuTapaona**

Tennmosna

MetoTpexcar**

Iurapacus**

Texcamerazon**

Koncomuaannsa V (41-a nexens)
Iuxrodocdanma**

Hurapaous™*

Mertotpekcar**

LuTapaoua**

LSl p/e (24 4)
1,0 2/ s/e

10 000 Ed/w?,

60 mr/s? BHYTPE

150 mr/v? /B

100 mr/y® 88 (2 1)
15 mr
40 Mr HHTPATEKATEHO

4 mr

1000 mr/s? 8B
500 nar/se? BB (24 1)
15 mr

40 mr HHTPATERATEHO

1, 15-it aan

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

1-7. 15-21-if aun

1-14-i1 aan
1-7-it xum

1-7-ii xam

26-i1, 46-it aHH

28-31, 35-38, 42-45-i anm

26—46-it guE

Jum 1-ii, 15-ii aam

2-it, 9, 16, 23-if auu
1-7. 15-21-if nuu

1-5-fi anm

1-5-f aum

1-fi qems

-1 Heneas

-1 Hemenn

-7 megean



Jexcamerazon**

4 mr

Ouenka pemucenn: 46-1 Hegen (¢ onenkoii MOB).

Koncoamnanus VI (46-1 menens)

Metotpekcar™™® 1.5 /vl 8/B (24 1)
Bospacm =55 1em 1,0 2/’ e/
Acnaparnnaza** 10 000 EI/s3,
MepranTomypan** 60 mr/m? BHYTPE
HarpateranbHoe BBeleHHe npenapatos (51-a nejean)
Metotpekcar** 15 mr
lnrapadbun** 40 mr HHTPATCKATBHO
Jexcamerason®* 4 mr

Ouenka pemucenn: 52-3 Hegens (¢ ouenkoit MOB).

Jlanee npopoauTea crparHdukauna no MOB-ctatycy nauncHTa:

* Ipynna nusxozo pucxa no MOB: oxonvanue mepanuu.

1-it, 15-it aun

2-i1, 9, 16, 23-i1 aun

1-7, 15-21-ii aan

52-1 Henena

* [pynna seicoxozo pucxka ne MOB: TICK wiu unmencusnan noddeprcusarowas mepanus

Wk MEPANUA & PAMKAY UeCTed08anuil

s [pynna cpednezo pucka no MOB. unmencushan noddepicusarotyan mepantis.

;].'IH l'p‘\'lll:lli BHICOKOID H 0YEHD BHICOKOT O 'PKCKE:

Ipu natuyuu donopa:

¢ Ano-TTI'CK podcmeennan Wil HEPOOCEEHHAA.

Ilpu omcymemeuu donopa:
Koncoamnanua IT
OJLT 13 B-npeamecTBeHHHKOR
#Haapyonmmm**

Bospacm >33 aem
#Onynapaona**
Lutapadoun**

Bospacm =35 1em
T-KCq
Metotpekcar**
urapadus™*

Jexcamerazon®*

10 mr/se? B/B (15 wom)
7 me/w a/s

30 mr/s? 8/8 (1 9)
2r/mie/B(2u)

12/ ale
5 MEr/Er
15 mr

40 mr

HHTPATCEATRHO

4 mr

Ouenxa pemucenn: 16-1 nexeni (¢ ouenkoii MOB).

OJL1 a3 T-npeamecTBeHHRKOR

#Kaaapuous
#3tonosna**
Ilntapabus®*

Bospacm =55 1em
T-KC®
Metotpekear**
1urapadua**

Jexcametason™*

0.2 mr/kr B/B (24)
60 mr/s B/ (2 9)
1.5 r/ae? (90 npwmr)
12/’ ale
5 MET/ET
15 mr

40 Mr HHTPATEKATBHO

4 mr

Ouenka pemuceun: 16-1 neaens (¢ ouctroit MOB).

AyTo-TT'CK

1-it, 3-ii aun

1-5-i aam

1-5-t aun

HAYHHAA ¢ 7-To JHA

1-it acHB

1-5-if aum
1-5-if anm
1-5-i1 amm

HAYHHAA ¢ 6-ro IHA

1-ii gens

IMaiyieHThI U3 TPYII BBICOKOTO ¥ OYEHb BHICOKOTO PMCKOB, KOTOPHIM He MOSKET OBITh BBIITOJTHEHA
TpaHCIUIaHTaLus, moay4aioT XT 1o nmporpamMmme TPYIbl CTAHAAPTHOTO PUCKA C COOTBETCTBYIOUIUM
MOB-konTponem. [Tocie roga Tepanuy BHOBb OAHMMAaeETCS Bonpoc o BeintoaHeHun TI'CK.

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

IIporokoa Hyper-CVAD cocTouT 13 uepemoBanusi co6cTBeHHO KypcoB Hyper-CVAD (1, 3, 5, 7) u
Kypca R-HMA - umrapabmua** m merorpekcata** B BbICOKMX mo3ax (2, 4, 6, 8) u manbHeiiliei
MO IeP>KMBAIOIIEN Tepanum.

®asa Tepanun [o3a, myTh BBeJeHUs Bpems BBegeHus

Hyper-CVAD

Luknodochammmg* 300 mr/m> 2 pasa B IeHb B/B (2-34) 1-3-it gHK



(BCero 6 BBEIEHMIN)

Bunkpuctua** 2 MTI B/B 4-i1, 11-3 mHU
Hokcopyoumys** 50 mr/m? B/B (24 u) 4-i1 neHb
IexcameTasoH™** 40 Mr B/B WM BHYTPb 1-4-i1, 11-14-11 nHU

HD-MTX-Ara-C
MeToTpekcar** 1 r/m? B/B (24 u); 1-i1 neHb
Lutapabua™* 3 r/m% 2 pasa B ieHb B/B (2 4) 2-11, 3-11 mHU
Bospacm >60 1em 1 2/m? 6/s

(Bcero 4 BBeneHUS);
MeTunmnpenHu3onon™* 50 mr 2 pasa B IeHb 1-3-11 nHU
(BCcero 6 BBeIeHMIA)

ITpodwnaktruka mopaxkenus LITHC mpoBoguTCS Ha KaKIOM Kypce, CYMMapHO 16 MHTpaTeKaJbHbBIX
BBeeHMI:

e MeToTpekcar™* — 12 Mr MHTpaTeKaabHO, 2-i1 IeHb.
e [Iurapabur™* — 100 Mr MHTpaTeKaIbHO, 7-1i IeHb.

O6s3amenvHas noddepxcusaruyas mepanus 8 meuexue 2-x jien.

IIporokon ¢ppaniysckoit rpymmbl GRAALL-2003

da3za Tepanuu Ho3a, nyTh BBejeHUs Bpems BBeneHUsI
IIpendasza
IIpeTHU30MOH** 60 mr/m? mEu =7 mo -1
MetoTpekcat™* 15 Mr uHTpaTeKkaabHO mexny -7 u -4
Nuapykuys [
[IpegHM30M0H** 60 mr/m?2 1-14-it gaM
HOayHopyouIma™* 50 mr/m? 1-3-it gHU

30 mr/m? 15-71, 16-i1 nHU
Bunkpuctun** 2 MT' 1,8, 15, 22-it mHu
Acmaparnnasa™* 6000 EIl/m> 8,10, 12,20, 22, 24, 26, 28-it nHU
Luknobochamun™ 750 mr/m> 1-71 meHb

750 mr/m? 15-71 meHb (TIpM XOPOIIEM PaHHEM OTBETE)

500 mr/m? (12 u) 15-i1, 16-i1 meHb (IpM HEJOCTATOUHOM PaHHEM

oTBeTe)
Ounrpactum™* 5 MKI/KT ¢ 17-ro IHS 0,0 BOCCTAaHOBJIEHMS TPAHYIOLUTOB

VIHTeHCUBHBI MHAYKIVOHHBINA KypPC IIPU OTCYTCTBUU pemuccuu mocie I ¢passl
#mapyouuna** 12 mr/m? 1-3-11 pHU
vrapabuu™** 2 /Mm% (12 u) 1-4-it nHU

OunrpacTum™** 5 MKI/KT € 9-TO IHS 4,0 BOCCTAaHOBJIEHMS TPAHY/IOIUTOB



KoHconmupanys — 6J10KoBast Tepamnus

Biioku 1, 4, 7
[urapabun™*
IlekcameTasoH™**
AcrniaparuHasa**
durpacTum™*
Bnoku 2, 5, 8
MeroTpexcat**
BVIHKPI/ICT]AH**
AcrnaparuHaza**
MepKanTorypuH
OunrpacTum™**

Bioku 3, 6,

Luknodochamum**

#IToIosmag**
MetoTpekcat™*

OunrpacTum™**

ses

2 /M2 (12 u)
10 mr (12 u)
10 000 ex/m?

5 MKI/KT

3 1/m% B/B (24 u)
2 MT B/B

10,000 en/m>

60 mr/m>

5 MKI/KT

500 mr/m>
75 mr/m>

25 mr/m>

1-14, 2-11 gHU
1-14, 2-11 mHU
3-11 IeHb

7-13-11 gHU

15-7% meun
15-i1 meHb
16-71 neHb
15-21-it puu

22-27-1 pHU

29-11, 30-i1 mHU
29-i1, 30-i1 mHU

29-it neHb

5 Mrr/kr  C 31-ro gHS 1O BOCCTAaHOBJIEHMS TPAHY/IOIUTOB

IMo3gusasa uureHcubmKanmusa (MeXXAy 6/I0KaMy KOHCOMMUaANM 6 1 7)

Zlna nauuenmos 6 IIP nocne I ¢passl uHdyKyuu

[Tpemun3omoH™**
Bunkpuctua**
HOayHopyouIIme**

Acmaparunasa™*

Luknopochammm**

OunrpactTum™**

60 mr/m>
2 Mr
30 Mr/M2

6 000 E[T/m>

500 mr/m? (12 u)

1-14-11 paU

1,8, 15-i nHu

1-3-i1 pHN
8,10, 12,18, 20, 22-ii nHU

15-it meHb

5 MKT/KT  ecyu HeirTpodumisl <0,5/71, 10 BOCCTAHOBJIEHMS

Jlna nauuenmoe 6 IP nocne II unmeHcueHoii ¢pa3ol

#mapyounua™*
Lntapabua™*

OunrpacTum™**

9 mr/m>
2 /Mm% (12 u)

5 MKI/KT

IMopneps>kMBalOIIas Tepannsa

IMpegHM30M0H**
Bunkpuctua**

MertoTpekcaT**

Mepxkanromypus™*

40 mr/m>2

1-3-1t gau

1-4-it pHU

¢ 9-TO AHS 10 BOCCTAHOBJIEHMSI I'PAHY/IOLIUTOB

1-7-¥1 ;HM Ka>KIObI1 MecsIl B TeueHue 12 mec

2 Mr 1-71 meHb KasKabIii Mecsll B TeueHye 12 mec

25 mMr/m%/Hen BHYTpPb

60 Mr/m%/neun

B TeyeHMe 24 Mec

B TedyeHue 24 mec



ITHC: npodriakTaka/ledenne

Hpogpurarmura

Metotpekcar** 15 Mr 1-ii 1 B-ii THH HHIYKIHH;
Lurapadons** 30 Mr HHTPaTEKATBHO 29+ geHb KaxIoro HIoka
Memuampe gsmsomon™* 40 mr KOHCO.THIALHH;

1-fi 1enb mosaHER

HHTeHCHHKALHN.

Kpasuamesoe obmyucnne 18 I'p nepea HadazoM NOAISpAHBAIOMEH Tepanmuu, O-

MepranTomypua** 60 Mr/Mi/cyT B BpeMa 0OTyYeHHA,

Teqaenue nedponeiixemu, OUaZHOCMUPOSAHNON 6 Oebrome 3aboae6an A

Metotpekcar®™* 15 mr 8 pBencHB MeRIY THAME
Llutapadoun** 30 mr HHTpaTeKaIbHO  7—21 HHIYKUHH:
Metnmmpeanmsomon** 40 mr 4 BBEICHHA BO BPEMA NEPBBIX:

2 DIOKOB KOHCOTHIALMH:

1 preenne Ha 29-i1 gens 3 6

DIOKOB KOHCOTHAALIMH.
Kpannamenoe obomywenne 15 I'p mepen TICK mma 24 I'p nepen Hawamom

NoadepEkHBalomedi TepamiH, MepkanTomypun** 60 Mr/v?/cyT Bo BpeMa 00TyqeHnA,

Ipororoa «OJL1-2009», azanTaposannbi 118 Jedennd nanpeatos ¢ OJL] crapmei

Bo3pacTHol rpynmst (55 qer | crapme)

Hpedgpasa: npeannsonon 60 mr/ne, 1-7-5 xam
*_____________._-—-—- Myaxoas KM na 8-& 1ean -—-—-_._____________.

<25 % bdnactoB >15 % baacTos
I ghaza undyxnuu II gpaza undyruuu_
Tpednusonon** 60 mr/v?, Hdexcavemason** 6 mrine,

8—14-it qum + 7 aHCH OTMCHEI 8—14-if aun + 7 anel oTMEHE



o JayHopyouums®* 45 mris’, 8-i1 u 15-if qun
¢  Bunrpucrua** 2 wr, 8- m 15-if 1um
® Acnaparunasa** 6000 EJl/n?, 29-i1 1 36-ii aun

Myaxnaa KM na 36-i qens
,
1T dpaza undyryuu
s  Meprantomypus®* 25 sr/s, 43-70-it 1uR
e Iuxnodochanma*™ 1000 mrine?, 43-f acHs
e Llarapadun** 50 mr/se, 45-48-i, 59-62-if aun
*  Acnaparmnasa®* 6000 EIl/s?, 50, 57, 64-it guun

Mysxnna KM na 70-i nenn

— I
=5 % DaacToB >5 % bmacToB
Koncoauoayun 1 Hpozpamma
o Jlexcamerason** 6 mr/n®, 71-84-if um + 7 ameii oTmens Aeqenun
o Joxcopyouups** 30 yr/se, 71-it u 85-i guu pezucmenmusey fopm

* Buskpuctaa** 2 mr, 71-it u 85-if zaH

.

Konconudauun IT

Moandukamns 10381
s  Mepramronypua** 50 mr/a®, 92-105-it aun | mepranTomyprna*® B

* Acnaparuxasa®® 6000 EIl/w?, 92-i 1 99-ii ; JABHCRMOCTH OT YPOBRA

'

AcHKOUHTOR H TPOMOOLHTOB

3
Yucao Yacao Tosa 6-
Koncoaudanun I nedkonuTOB | TpombonmTo | MP
- B
Mepran ** 25 mring, 106-133-i
" ICPRATTOMPHITT 29 MIne M Boaee2,0 < | Boace 100« | 100 %
* Inxnodocdanma** 1000 mr/n?®, 106-i nens 10°/z 10%a 0380

x« 10%x| 5
o Dlarapabun** 50 wrise, 1081114, 122-125-5 | 0710 10V | Or 50 x 10%x | 50%

g0 2,0 = 10°/a | 30 100 = 03B
aHH 10%/a
) 0 x x %
*  Acnaparunasa** 6000 EJl/s?, 113-i u 127+ gan I]\"[I};‘H_[ee 10 ?;3“_:‘: 30 0%

Hoddeprcusamwiias mepaniia 6 medenue 2 1em

ot MoMeHma 3aeeputenua nociednezo I kypea kovcorudaiivit

Mexcdy uuriamu noddeprcusarwiieil mepanin  Hem  unmepeaivs: I-i dens

nociedyoniezo Kypea cledyem cpasy 3a nNoc1e0H UM OHEM POl eCMEY 20,

HModdepucusarowjan mepanun, guris: No 8(1-8): ™

o excamerazon®™ 6 mr/n?, 1-3-i gun

s  Mepranromypus** 50 mr/m®, 4-28-if aam Moz
OJHPHEALHE JO3BI

o  Busxpucrua** 2 wr, 1-it gens MepranTomypuHa*® u

> seToTpercara*® B
3ABHCHMOCTH OT YPOBHA

s Acnaparunasza®™® 6000 EJl/w?, 3-it nens JefiKOUMTOB H TPOMOOLHTOB

o  Metorpexcar®* 30 mr/n?, 2, 9, 16, 23-if 11

HMoooeprcusaronjan mepanus, qurctst No 21(9-24):

s  Mepranromypua** 50 mr/m?, 4-28-ii gam
o  Busxpuctua** 2 wr, 1-it gens

s  MetoTpercat®* 30 mr/v?, 2, 9, 16, 23-if 180

Ipogunakmuxa Hetiponetikemuu

VHTpaTekanbHO (uTapabua™* 30 mr, MeToTpekcat** 15 mr, mekcameTa3on** 4 mr): 0, 7, 14, 21, 28,
35, 70-it guu B TeueHue MWT, 105-it menp koHcommupauuu II, Kakmble 3 Mec B TeueHUe
OO e P>KUBAIOIIEN TePATIA.

Jleuenue Hetiponeiikemuu

[Tocne AyarHOCTUKM HeliponeiikeMuy Bce MallYeHThl, oayJalollye IpeJHU30I0H™ Y, TepeBoAsTCS
Ha JekcaMeTas3oH™**, JIloMOa/jbHbIe TYHKIMM BBIMOIHSIIOTCS C 4acToToi 1 pas B 2-3 mHA 1O
IOIy4YeHMs TPeX HOPMaJIbHbIX aHaIM30B JIMKBODPA, 3aTeM ITyHKIMM BBIITOMHSIOTCS 1 pa3 B HeLesto
B TeueHMe 3 mec, 3aTem 1 pa3 B 2 He[ B TeueHue 3 mec, 3aTemM 1 pa3 B 2 MeC O OKOHUAHMUS
JIeYeHusl.

IIPOTOKOJI €BPOIEiiCKOI IPYIIIIBI 10 JIEYEHUIO MALMEeHTOB cTapiie 55 et ¢ OJ1IJ1



Ipendasa: gekcameTasoH** (mepopambhHo, 10 wmr/m%, B 1-5-it [gHM), MeToTpekcaT**
(MHTpaTeKkaJbHO 12 M, B 1-11 eHb).

Unpykums, dasa I: gekcamerasoH™* (mepopanbHo, 10 Mr/m2 B 6-7-it*, 13-16-if nHN);
BUHKPUCTUH** (BHYTPUBEHHO, 1 MT B 6-11, 13-71 muM); #upgapyounna™* (BHyTpMuBeHHO, 10 Mr, B 6-7-
i, 13-14-it gHM); MeToTpekcaT** (BHyTpmobosoueuHo, 12 wmr) + [OeKcaMeTasoH™**
(BHYTpMOOOIOUEYHO, 4 Mr) + IuTapabua™* (BHyTpuobonoueuno, 40 mr) B 12, 20, 27, 34-it nau; I'-
KC® (11omKoskHO, 5 MKI/KT, B 6-i1 IeHb, 10 BOCCTAHOBJIEHMS KOJIMUYEeCTBa HeliTpodwmios >1,0 x 10%/
).

Wnpykmus, dasa Il: nuxnodochamma*  (BHyrpuBeHHO, 300 Mr/m> B 20-22-it mHm)[1];
MUTapabuH** (BHYTPUBEHHO, 60 Mr/M? B 21-24-i1, 28—31-i1 oHM).

KoHcomupauus (Kaxabie 4—6 Hex): UKL 1, 3, 5 — meToTpekcat** (1000 Mr/M> ; y mauyeHToB >70
ner — 500 mr/m2, BHYTPMBEHHO, B 1-71 IeHb); actiaparunHasa™* (1000 EN/m2; y mauyeHToB >70 jiet —
5000 EJI/M?, BHYTPMMBIIIEYHO, BO 2-ii J€Hb); UMKIbI 2, 4, 6 — nurapabun** (1000 mr/m?; y
nanyenToB >70 et — 500 Mr/m2%, BHYTpUBEHHO, B 1, 3, 5-i1 gHM).

Ioaaeps;kuBaloIas Tepanus (IJUTEIbHOCTHIO A0 2 JIeT): JeKkcaMeTasoH™™* (rmepopajibHo, 40 MT B
1-2-ii mHM); BUHKPUCTUH** (BHYTpMBEHHO, 1 MTI B 1-i1 eHb); MepKanTonypuH** (mepopaabHo, 60
mr/m% B 1-90-it 1HM); MeTOTpeKcaT** (BHYTPMBEHHO, 25 MI/M2, 1 pa3 B HeZelmo).

IIporpammsl JeueHus aumdombl Bepkurra
JIB-M-04

Cxema yeuenus: npengasza—-A-C—-A-C.
IIpendasa:

¢ [uxmodochamum** 200 /M2 B/B, 1-5-i1 iHU
e JlekcameTazou** 10 mr/m> B/B, 1-5-i1 mHU

Biok A:

o Udochamum** 800 Mr/Mm>2 B/B, 1-5-i1 iHU

o MertoTtpekcat** 1,5 r/m? B/B (B Teuenue 12 u), 1-if neHb

** 2 MT B/B, 1-71 IeHb

o Joxkcopy6unuu** 50 Mr/m2 B/B, 3-71 IeHb

e IIurapabun™* 150 Mr/M2 B/B Kaskbie 12 1, 4—5-it THU (Bcero 4 BBeeHMS)
e Jromosun** 100 mr/m? B/B, 4-5-it iHM

e Jlekcamerazou** 10 mr/m2 B/B, 1-5-it mHU

e BUHKPUCTUH

biok C:

e MetorpekcaT** 1,5 r/m? B/B (B Teuenue 12 u), 1-i1 meHb

o Bunbmactua** 5 mr/m> B/B, 1-ii meHb

e IluTapabun®* 2 r/m? B/B Kaskable 12 4, 2—3-ii HM (BCEro 4 BBeIeHMS)
e Jromo3mm** 150 mr/m2 B/B, 3-5-it [HU

e JlekcameTa3on** 10 mr/m2 B/B, 1-5-it mHU

[MpodwnakTuKy HeliposeiikeMun MPOBOAST B 1-i meHb mpendasbl u B 1-7 JeHb KaXXIoro 6i0Ka B
BUE MHTpATeKaJTbHOro BBemeHus XT: uurapabun™* 30 mr, MeToTpekcaT** 15 mMr, mpegHM30I0H**
30 mr.

Putykcuma6™* 375 Mr/M2 BBOISIT B 0-1 IeHb KaKIOTo 6I0Ka (Bcero 4 BBeIeHNS)
R-Hyper-CVAD/R-HMA
Iukns 1, 3, 5, 7 (Hyper-CVAD):

o ITuknodochamum™* 300 mr/m? B/B kaxxbie 12 u, 1-3-it gam (Bcero 6 BBeIeHMIN)

e JlekcameTa3oH** 40 MT B/B WM BHYTpPb, 1-4-ii, 11-14-i1 gHA

e JlokcopybumH** 50 Mr/M> B/B HeITpepbIBHOI 24-4acoBoif MHMY3Meil B LIeHTPaIbHbIII KaTeTep,
4-11 neHb

e BuHKpuCTUH** 2 MT B/B, 4-i1, 11-i1 1A



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

e MeTtoTrpekcat** 1000 Mr B/B HeIIpepbIBHOI 24-yacoBoit nHdy3ueit, 1-ii 1eHb

e Ilnrapabun®* 3 r/m> (y 601pHBIX cTapie 60 et — 1 r/m?) B/B Kaxable 12 u, 2-3-it qHU (Bcero 4
BBeEHNS)

e MeTunmnpenan3onon™* 50 Mr B/B Kaxkable 12 u, mum 1-3-ii mHU (BCero 6 BBeIeHMIT)

o Puryrcuma6** 375 mr/m? /B, 1-it, 11-it gau (umkisl 1, 3) u 2-i1, 8-it (mKis! 2, 4) — BCero 8
BBeIeHUI

e [Ipodunaktuka mopakeHus IIHC mnpoBomuTcs Ha KaXOOM Kypce, CyMMapHo 16
MHTPATeKaJTbHBIX BBEIEHUII: METOTpeKcaT** 12 MT MHTpaTeKaIbHO, 2-i1 neHb, nutapabur™* 100

MT MHTpAaTeKalbHO, 7-71 JeHb
R-DA-EPOCH

e Purtykcuma6™* 375 mr/m? B/B, 0-it meHb

e Jromo3ua** 50 mr/m? B/B 3a 24 u, 1-4-j1 guu!

e JTokcopyburmua™* 10 mr/m2 B/B 3a 24 u, 1-4-i mHM?
e Bunkpuctunu®* 0,5 mr B/B 3a 24 u, 1-4-iigan

e TIpenuu3omoH** 60 Mr/m2 BHYTpb 1-5-if [HU

o Iuknodochamma* 750 mr/m? B/B, 5-it IleHb[2]

NHL-BFM 90 (B-HXJ12004 ma6.)

Cxema JieueHusI:

e [pymmna HU3KOro pucka: V- A -B

e ['pyrnna mpoMeXXyTOUHOTO PUCKa MM BbICOKOTO pucka: V — AA — BB, nasiee — pectagupoBaHue

e ewm [1P, To AA — BB (- AA — BB — y manjeHTOB BBICOKOI'O PUCKA);

® ewIN HeIoJHbI 0TBeT, To CC, nanee — pecTaiupoOBaHKE;

e eumn gocturHyra Btopast [IP mamM OTCYTCTBME OITyXOJeBOJM TKaHM, MO JaHHBIM ITOBTOPHOI
6morcun, To AA - BB - CC

e eQIu OIyX0JjieBast TKaHb, 10 JaHHBIM ITOBTOPHOI Guoricuu, To ayTo-TT'CK

IIpodasa (V):

e TIpemumsonon™** 30 mr/M2 BHYTpPb WX B/B, 1-5-71 mHU
o [Muxmnodochamum** 200 Mr/M2 B/B, 1-5-i1 iHU

e MeTtoTpekcaT** 12 MI MHTpaTeKaabHO, 1-ii IeHb

e Ilurapabunu™* 30 Mr MHTpaTeKaIbHO, 1-i1 TeHb

o IIpemunsonon™* 10 Mr MHTpaTeKaabHO, 1-if JeHb

Biok A:

e JlekcameTasou™* 10 mr/m?% B/B win BHYTpb, 1-5-i1 nHU

o Udochamma** 800 mr/m? /B, 1-5-it mHM

e MetorpekcaT** 500 mr/m? B/B, 1-it feHb (24-yacoBas MHAY3MS)

e [urapabua™* 150 Mr/M2 B/B Kaskabie 12 y, 4-5-11 mHU (BCero 4 BBeHeHMSI)
e Jromosum** 100 mr/m2 /B, 4-5-1 mHM

e MeToTpekcaT** 12 MI MHTpaTeKaabHO, 1-ii TeHb

e [Iurapabua™* 30 Mr MHTpaTeKaabHO, 1-ii TeHb

¢ IIpeguusonon™* 10 Mr MHTpaTeKaIbHO, 1-ii TeHb

biok B:

e JlekcameTa3ou** 10 mr/m% B/B Win BHYTpb, 1-5-i1 mHU

e Iuknodochamua** 200 mr/m? B/B, 1-5-i1 gHU

e MetorpekcaT** 500 mr/m? B/B, 1-if feHb (24-yacoBas MHDY3MS)
o JlokcopyouumH** 25 Mr/M2 B/B, 4—5-i1 mHU

e MeToTpekcaT** 12 MI MHTpaTeKaabHO, 1-i1 IeHb

e [Iurapabur™* 30 Mr MHTpaTeKaabHO, 1-ii TeHb

o IIpemunsonon™* 10 Mr MHTpaTeKaJbHO, 1-i1 JeHb

biok AA:



e JlekcameTazou** 10 mr/m2 B/B win BHYTpb, 1-5-i1 mHU

e Vdochamma** 800 mr/m2 B/B, 1-5-it [HU

o MeTtoTpekcaT** 5 r/m? B/B, 1-it JeHb (24-uacoBast MHMY3Ms) (IIPY JT€UeHUH 110 TPOTOKoIy B-HXJI
2004 mab. - 1 r/m?)

o BusKpUCTHH** 1,4 Mr/M> (He 6onee 2 MT) B/B, 1-it JieHb

e [Iurapabua™* 150 Mr/M2 B/B Kaskabie 12 4, 4-5-11 nHU (BCcero 4 BBeHeHMSI)

e Jromnosun** 100 mr/m2 B/B, 4-5-1 qHM

e MeTtoTpekcaT** 6 MIr MHTpaTeKaIbHO, 1,5-71 THU

e [Iurapabua™* 15 Mr MHTpaTeKaabHO, 1,5-i1 JHU

o [IpemHM30/MI0H** 5 MI MHTpaTeKaIbHO, 1,5-i1 THU

Biok BB:

e JlekcameTa3ou** 10 mr/m? B/B win BHYTpb, 1-5-i mHU

o Iuknodochamua** 200 mr/m? B/B, 1-5-i1 gHU

o MeToTpekcaT** 5 r/m? B/B, 1-it JeHb (24-uacoBast MHMY3Ms) (IIPY JT€UeHUH TI0 TPOTOKOMy B-HXJI
2004 mab6. — 1 r/m?)

o BusKpUCTHH** 1,4 Mr/M> (He 6onee 2 Mr) B/B, 1-if JeHb

e JlokcopyouumH** 25 Mr/M2 B/B, 4—5-i1 mHU

e MeToTpekcaT** 6 Mr MHTpaTeKaIbHO, 1,5-71 THU

e [Iurapabua™* 15 Mr MHTpaTeKaabHO, 1,5-i JHU

o [IpemHM30M0H** 5 MI MHTpaTeKaIbHO, 1,5-i1 THU

Biaok CC:

e JlekcameTa3oH** 20 Mr/m? B/B win BHYTpb, 1-5-ii mHU

o Buskpuctur** 1 mr/m? (de 6onee 2 Mr) B/B, 1-it eHb

o IIuTapabua™* 2 /Mm% B/B Kaxxble 12 4, 1-2-71 nHU (Bcero 4 BBeJeHUS)

e Jromnosun** 150 mr/m2 B/B, 3—5-1 mHM

e MeToTpekcaT** 12 MI MHTpaTeKaabHO, 5-i1 IeHb

e [Iurapabun™* 30 Mr MHTpaTEeKaabHO, 5-1i IeHb

e TIpemansonon** 10 Mr MHTpaTeKaJbHO, 5-i1 AeHb

o Putykcuma6** 375 mr/m? B/B 6-8 yacos, 0-i1 IeHb KaXKI0T0O 6JI0KA (B paMKax IpoTokona B-HXJT
2004 mab. B 0-71 meHb 1-X 4 GIOKOB)

IIporpaMMbI ieueHUsI penuanBoB u pedpakrepusnix dopm OJII
Flag-Ida:

o #Onymapabur** 25 mr/m> B/B 3a 30 MuH, 1-5-if U

o Ilurapabun** 2 r/mM% B/B 3a 4 u uepes 4 4 mocse #duymapabuna**, 1-5-it gHU
o #papy6unun®* 10 mr/m? B/B 3a 15 MuH, 1-i1 u 3-it gHK

I'-KC® 5 MKI/KT IOAKOKHO C 7-TO JHS 4O BbIXOIA M3 LIMTOIEHUN

Bopresomuod + mekcaMeTasoH** + MUTOKCAHTPOH + BUHKPUCTUH®* + acriaparmHasa™*

e Bopresommub 1,3 MI/M? B/B KanesbHo, 1, 4, 8, 11-i1 gHu

e JlekcameTa3on** 10 mr/m2, pa3penuB Ha 2 BBeleHUS BHYTPb, 1-14-i1 1HU
e MutokcaHTpoH** 10 Mr/M2 B/B KamesbHo 3a 15-30 MWuH, 1-71, 2-i1 1eHb

e BuHKpuCTMH** 2 MT B/B CTpYyIiHO, 1, 8, 15-71 mHU

e AcmaparmsHasa** 5 TbIC. En/m?2 B/B KamnenbHo, 15-21-i1 muu

Bcem marmeHTaM MPOBOAUTCS MHTpATeKalbHasl Tepanus: B 1-it meHb umutapabun** 30 mr. Eciau
ectb BoBieuenue IIHC: wuHTpaTekaJbHO MeToTpekcat** 15 mr, umurTapadbuua™* 30 Mr,
IekcameTasoH™™* 4 wr, 8, 15, 22-i1 guu. Y MalMeHTOB C pa3BUBIIENCS MOMMHEponaTueil mosa
BUHKPUCTUHA™* penyuypyeTcst 1o 1 MT U BBOOUTCS B gHM 1-71 U 8-i1 gHNA.

Henapa6un + nuknodochamung** + #3romosmm ™

Cxema: 6mok N u 6mok CE mpoBomsST ¢ WMHTepBaJioM 2 [HS MeXay co6oii B JI000¥
OC/IeIOBATEIbHOCTIA.

biok N:

o Henapabuu** 650 mr/m> B/B KarembHo 3a 1 4, 1-5-7 gum (mam 8—12-i1)



baoxk CE:

o [uxnodochamum** 440 Mr/m?% B/B KamnenbHo, 8—12-i mHu (v 1-5-7%)

e #Jromosmm** 100 mr/m2 B/B KaresbHO 3a 1 u, 8—12-i1 gum (vm 1-5-7f)
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Cxema:

I'pynma S1 (1mo3gHUIT M301MPOBAHHbBI BHEKOCTHO-MO3TOBO pelMIUB).

I'pynmna S2 (oyeHb paHHMI M paHHUI M30IMPOBAHHBIII BHEKOCTHOMO3TOBOW pelUAuB, TO3LHUN
KOCTHOMO3r0Bo#i He T-OJIJT 1 ¢ KOMOMHMPOBAHHBIM PAHHUM MU 1TO3AHUM He T-OJIT).

I'pynma S3 (c paHHUM M30IMPOBAHHBIM KOCTHOMO3IOBBIM pennansom He T-OJUT).

[pynma S4 (C OYeHb pPaHHUM KOMOMHMPOBAHHBIM WM WM3O0JIMPOBAHHBIM KOCTHOMO3IOBBIM
peluanuBOM, pelianB KOCTHOMO3roBoi T-OJIT).

Biok F1(uHaykuyst):

e JlekcameTa3oH** 20 Mr/mM2 BHYTpb, 1-5-if [HU

o BuHKpMCTHH** 1,5 MI/M? (MaKCMMANbHas 103a — 2 MT) B/B CTPYItHO, 1-71, 6-if mHM

e MeTtoTpekcaT** 1 r/m? B/B uHbY3Us B TeueHue 36 u, 1-ii meHb

e Acmaparmnasa** 10 Teic. En/m2 B/B KaIenbHO 3a 6 4, 4-71 1eHb

VHTpaTeKaabHOE BBEIeHME MeTOTpeKcara™™* 15 mr, uutapadbuna** 30 mr, mekcameTtasoHa** 4 Mr B
1-i1 meHb.

Biok F2:

e JlekcameTa3oH** 20 Mr/m2 BHYTpb, 1-5-it [HU

o BuHKpUCTHH** 1,5 Mr/M? (MaKCUMaIbHas 032 — 2 MT) B/B CTPYItHO, 1-i1, 6-i1 HHM
e Iurapabun™* 3 /Mm% B/B3a 34?2 pasa B ieHb, 1-2-11 gHU

e AcnaparmuHasa™* 10 TbIC. En/m2 B/B KalenbHO 3a 6 4, 4-if meHb

VHTpaTekaabHOE BBeleHMe MeToTpekcara™ 15 mr, murapabuna™* 30 mr, mekcameTta3zoHa™* 4 wr,
5-i meHb.

Biok R2:

e JlekcameTa3oH** 20 Mr/m2 BHYTpb, 1-5-if [HK

o MepxkarnTonyput** 100 mr/m% BHyTpb, 1-5-71 mHM

e BunKpucTUH** 1 Mr/M?% B/B KamenpHo, 1-it 1eHb

e MeTtoTpekcaT** 1 /M2 B/B nHbY3MS B TeueHue 36 4, 1-it 1eHb
o #Vdochamun** 400 mr/m? B/B MHOY3Ms 3a 1 4, 1-5-i1 oM

e JlayHOpY6MIMH** 35 Mr/M? B/B MHMY3Ms 3a 24 4, 5-if IeHb

e Acmaparmuasa** 10 TbIC. E,ZL/MZ B/B KalleJIbHO 3a 6 4, 6-i1 1eHb

VHTpaTekaabHOE BBeJeHMe MeToTpekcara™® 15 mr, uutapadbuna** 30 mr, mekcameTrasoHa** 4 Mr B
1-71 meHs.

biok R1:



e JlekcameTa3oH** 20 Mr/mM2 BHYTpb, 1-5-if [HU

o MepxkanTomyput** 100 mr/m? BHYTpb, 1-5-71 mHM

o BusKpUCTHH** 1,5 Mr/M? (MaKCUMaIbHas 032 — 2 MT) B/B CTPYItHO, 1-i1, 6-i1 HHM
e MeToTpekcatr™* 1 /M2 B/B MHQY3Us B TeueHue 36 4, 1-it JeHb

o IIurapabua™* 2 /Mm% B/B3a 342 pasa B JieHb, 5-71 TeHb
e AcnaparmuHasa™* 10 TbiC. En/m2 B/B KalenbHO 3a 6 4, 6-if [eHb

VHTpaTekaqbHOE BBeleHUe MeToTpekcar** 15 mr, nurapabua™* 30 mr, qekcameTa3oH** 4 MT B
neHb 1-7i.

Biok II-Ida:

e JlekcamMeTa30H** 6 Mr/M> BHYTPb, 1—14-it [HU

o BUHKpUCTHH** 1,5 Mr/M? (MaKCMMaJIbHasl 103a — 2 MT) B/B CTPYItHO, 1, 8, 15, 22-if fHU
o #VMpapy6uuuH** 6 Mr/m> B/B KamnenbHo 3a 15 MuH, 1, 8, 15, 22-if N

e Acmaparunasa** 10Teic. En/m? B/B KanenbHo 3a 6 4, 1, 6, 11, 16-it gam

e [uxmodochammm** 1 r/m2B/B3alul pas B IeHb, 29-i1 1eHb

e Ilurapabun®* 75 mr/m% B/B 1 pas B neHb, 31-34 u 38—41-it oK

e #6-TyoryaHuu** 60 Mr/Mm% BHYTpb, 29-43-i1 gHK

VHTpaTekaabHOE BBeJeHMe MeToTpekcara™® 15 mr, uutapadbuna** 30 mr, mekcamerasoHa** 4 Mr B
1,15, 31, 38-i1 mHN.

CxeMa npoTokojia «Ph+ OJIJI-2012»
Ipedgasza:

o JlekcameTas3oH** 10 mr/m2, 1-7-71 gHU
e Mmatuunu6** 600 Mr (rmocsie moaTBepkaeHust Ph+)

IIynkuyus KM Ha 8-1i ieHb
I ¢pa3za undykuyuu (8-43-ii OHu):

o JlekcameTa3oH** 6 Mmr/m?2, 8—22-i1 IHU + 5 IHel OTMEeHBbI
e Bunkpuctua** 2 mr, 8, 15, 22, 29, 36, 43-ii gHU
o Vmatuuu6** 600 Mr BHyTpb, 8—43-ii THU

JlrombanvHas nyHkyus ¢ 8sederuem 3 npenapamos 6 0, 7, 14, 21, 28, 35-1i OHu.



I ¢pasa undyruuu (44— 70-it onu
Huarunud** 600 mr exyTps. 44-70-i qHu

Acnaparanasa** 10 000 EII/x, 49, 56, 63. 70-ii 1un

JTombarbrnan nynxyua ¢ esedenuem 3 npenapamoes 6 37-i denb.

yaxknas KM sa 70-a qean

-——
<5 % GnactoB =5 % GnactoB
v v
oneaka MOB B KM HMpozpaswa
AEUEHUA

PeTiCHenmAbLX dopy

Koncoandauun I (TI-105-i onu)

o  Iuvarueao®* 600 ur sEyTps. T1-105-i aun (ecrm Her MonIIP, nepexon Ha Aa3aTHHHO

140 mr)
o  Mepramromypus®** 25 mr/a®, T1-105-i1 gun
* Metotpekear®* 500 mr/s® B/B kam 3a 2 4, 77-ii, 91- anm
* Acnaparunaza** 10000 EJT/a?, 78-it, 92-it qum

Jrombarenan nyHKyuA ¢ seedenuem 3 npenapamoe g 71-ii denb.

Mynknns KM ma 105-ii nens| ouenka MOB B KM (zenn +105)

Koncoaudauun IT (106-133-di onu)
*  Huaraano** 600 mr saytps, 106—133-i ann (nm gasatanmd 140 wr)
o Jlexcamerason** 6 mr/n®, 106-120-it auu + 4 188 OTMEHE
o  #Haapyonmaa®* 6 mr/se?, 106-i, 120-i gam
o  Bunxpuerus** 2 mr, 106-i1, 120-ii uu

Jhombarenar nyHKyuR ¢ eeedenuem 3 npenapamos 6 106-1i denw.

Myasuus KM sa 133-i gens joucska MOE 8 KM (zeas +133)

Moandukamia 10381
MepKanTomypuHa®*
B 3aBHCHMOCTH OT
YPOBHA NeiiKOLHTOB
H TPOMOOIHTOB

Koncoaudanyus I*I (133-161-it onu) ™ Taeno Yacto Tosa
o  Mvarnano®® 600 s, 133-161-it qum (11 gazarasasd 140 Aefikonn | TpomGonm | Mepran
TOB TOB TONYpH
M) Ha**
»  Mepranromypur®** 25 mr/s, 133-161-i aam >_ Boaee 2,0 | Boaee 100 | 100 %
*x 10%/n % 10%n 10381
o Ilurapadus™* 50 ar/a?®, 135-138-i1, 149-152-if quu Or 1.0 = Or 50 = 50 %
o Acnaparmmasa®* 10 000 EJUar’, 1413, 155+ xem 10% 30 | 10%330 | zo3m1
2,0 x 100
JTombatbnas nyuxyus c ssedenuem npenapamos & [34-ii dens,/ 10%/7 %1097
Mynxnms KM #a 161-ii xens] onernxa MOB 8 KM (aens +161) 11\'1;““ M;g:‘ 50 10%
U X X b §
10%/a

Iododepxcusarouias mepanusi 8 meueHue 3 Jiein 0 MOMeHInNA 3aeéepuieHus nociedHezo Kypca
koHconudauuu (nocie TI'CK noddepiycusarouian mepanus nposodumcsa movko UTK 6 meuerue

2 nem).

Mesxcdy yuknamu noddepxcusarouieii mepanuu Hem uHmepeanos: 1-ii deHs nocaedyouiezo Kypca

cnedyem cpasy 3a nocied0HumM OHem npeouiecmayiouiezo.

IModdepacusaroman mepanun, yura Ne 3(1-3)(naaano 28-i nedenu + 191-ii dens)

o HMmartuano** 600 s, 1-42-f gau (nan gasatanao 130ur)

¢ Bunkpuctaa** 2 mr, 28-it gens

o  Mepkanronypus** 25 mr/af, 33—42-it aun AHKOLUHTOR H TPOMOOLHTOB

Mozadpuramna 10381

o Jexcamerason** 10 mr/m?, 28=32-if aan .\ieps:amonypT:a“ H
MeToTpercaTa™® B
JABHCHMOCTH OT YPDB'H.!

o  Metorpexcar** 30 mr/a?, 351, 42-fi qun

Ipodunakmuka Heliponelikemuu

¢ HuTpaTeKaabHO (uTapabun™* 30 mMr, MeToTpekcat™* 15 Mr, ;excaMeTasoH** 4 Mr):

e BO Bpems uHAykuuu: 0, 7, 14, 21, 28, 35, 57-i1 nHu;

* BO BpeMsi KypcoB KoHconmupauun: 71-i nenb (I konconmpanus), 106-i gens (I koHconmupmauus),

134-11 nenp (111 koHCONMMUAALINS);

e Kaxkable 3 MeC B XOfe 3 JIeT MoJAAepKMUBalolleli Tepanuu B 1-1i IeHb Kypca [0 3aBepileHns Bcen

MPOrpaMMBbl JIeUeHUS 110 TPOTOKOIY (9 ITyHKLIMIA).




JleueHue Hetiponeiikemuu

[Tocsie MMArHOCTUKM HEMPOIeIKeMUM BCe MaIlMeHThI, MTOTyJarolIye MpegHN30/I0H**, IepeBoasITCs
Ha JekcaMeTa3oH™*, JlloMOasbHbIE ITYHKIMM BBITIOJHSIOTCS C YacToTOi 1 pas B 2-3 mHS OO
MOyueHus] 3 HOpMaabHbIX aHAIM30B JMKBOpPA, 3aTeM IMYHKIMM BBITIONHSIOTCS 1 pa3 B HeJesio B
TedyeHMe 3 Mec, 3aTeM 1 pa3 B 2 HeJl B TeUeHMe 3 MecC, 3aTeM 1 pa3 B 2 MeC 10 OKOHYaHNS JIeYeHUSI.

Cxema Tepanuu 61MHATyMOMaGom™*

IIpendasa: 6mHaTymMomMad™* 9 MKr/cyT, 1-4-ii IHU, KPYIJIOCYTOUHAST HelpepbIBHAS MHPY3MSL.
Kypc: 6maatymoma6™* 28 MKr/cyT, 1-28-71 mHM, KPYIJIOCYTOUHAST HelTpepbIBHAS MHDY3MS.
WHuTepBan mexny Kkypcamu — 14 nHeii.

PexomeHnnmoBaHo 2—-4 Kypca.

Cxema Tepanuu MHOTY3yMa6GoM 030raMMIIMH**

1 nuki (21-28 mHeit): MHOTY3ymMaboM o3oraMuIvH** neHb 1-it — 0,8 MI‘/MZ, neHb 8-it u 15-i1 - 0,5
Mr/M2.

PexomeHpmoBaHo 2—-4 Kypca.
CxeMa Tepanuy #BeHETOK/IAKC + #IenuTaouH
1-11 umko (28 gHeit): #menutabun 20 MI‘/MZ, 1-5-71 puu + #BeHetoknakc 400 mr, 2 p/cyT, 28 mHeii.

CnenmyeT 06paTUTh BHMMaHMe Ha HEOOXOIMMOCTb KOPPEKIMY O3bl #BEHETOK/IAaKca B CIyJyae ero
JCIIOMb30BaHMsT BMecTe ¢ mHruburopamu CYP3A. Jlosa #BeHETOK/IAKca CHIDKaeTcst Ha 50 % mpu
COBMECTHOM MCIIOIb30BaHUY C yMepeHHbIMU MHrubutopamu CYP3A (Hampumep, diaykoHA30m**,
BOPMKOHA30/1**) 1M CHWKaeTcse Ha 75 % IIpM COBMECTHOM MCIIONIb30BAHUM C MOIIHBIMMU
unrnburopamu CYP3A (Haripumep, KapbaMaseny™*, GeHUTOuH**).

IIpunoskeHue A3.2. [loarocpouHsbie pe3yabTaTsl Tepanuu Ph-HeraTuBHBIX
OJIJI B3pOCABIX B 3aBUCMMOCTU OT IPUHIMIIA XMMHUOTEPANIeBTUYECKOTO
BO3/1eJiCTBUS

Ta6aua 5. [JonrocpouHbie pe3yibTaThl Tepanuy Ph-HeratuBHbix OJIJT B3pOCIbIX B 3aBUCYMOCTHU
OT IIPUHIUIIA XMMMUOTEepaneBTUYeCKOro BO3AeiCTBUS

MpuHuMn WUccnepoBaTtenbckas MaumeHTbl AnnoreHHas 5-netHsasa OB
XUMUoTEepaneBTUYECKOro rpynna TrcKke 1 NP

BO3AEeNCTBUA

MmnynbcHoe (Hyper-CVAD) OHKONOrnyeckunit Hay4HbIl n=178 Her 38 %

LUeHTp umMeHn M.A. AHaepcoHa

[56

TpaanumoHHoe MRC UKALL XII/ECOG E2993 n = 1031, 15-55 PeanusosaHa y 76 Ectb poHOp =
[62] net % 53 %

HeT poHopa =

45 % (p =
,01)
GMALL [55] n = 504, 15-55 net PeanusosaHa y 70 54 %

% 13  rpynnsbl
BbICOKOIO pUcka

MeanaTtpuyecknii noaxon PETHEMA [64] n = 81, 15-30 ner, Het Ao 21 ropa =
rpynna 77 %
CTaHAapTHOrO pucka B Bo3pacTte oT
21 po 30 = 63
%
HeunHTeHCMBHOE, HO HenpepbiBHOE OJ11-2009 [65] n = 298,15-55 net (F,’/eanmaosaHa y 7 60 %
]

IMIpunoxenne A3.3. TakTuKa npoBeaeHNs aJUIOT€HHOM TPaHCIIAHTAIUU
KM/reMonoaTmyeckux CTBOJIOBBIX K1eTOK mpu OJ1J1

Tabmuia 6. TakTuKa IIPOBEOEHMST aAUIOTE€HHOI TpaHCIUIaHTaluy KM/TeMOomosTu4ecKmux
CTBOJIOBBIX Ki1eTOK rpu OJIJI

Puck B ne6iote MokasaHusa k anno-TrCK AoHop N'CK TrCK ot anbTepHaTUBHOro
3a6oneBaHus AOHOpa




Bbicokuit puck OJ1J1 Bce nauveHTbl B 1 MP, B nepsble HLA-nAeHTUYHbIV SKcnepuMeHTanbHoe eveHne
3-4 mec nocne anarHoctuku OJ1 POACTBEHHbIN,
HEepO/ACTBEHHbIN*

CTaHnzapTHbIi puck OJ11 Mpwn nepcucreHumn MOb HLA-MAEHTUYHbIV He pekomeHnayeTtcs
POACTBEHHbIN,
HEepPOACTBEHHbIN*

Peunaus 3abonesaHus, B | Bcem nauueHTam nocne | HLA-MAEHTUYHBINA SKCnepuMeHTanbHoe feyeHune
TOM YnCne MoNeKyNsPHbIN LOCTUXKEHUS PeMMCCUM | POACTBEHHBINA,
3aboneBaHus HEepOACTBEHHbIN*

[Tpumeuanmne. *CoBMecTUMOCTS 110 aHTUreHam HLA 10/10 mmm 9/10.

IIpunoxxenue A3.4. PekomeHaanumu 1mo npopmiakTuaecKkon
IIPOTUBOPBOTHON Tepanumn

Ta6auua 7. PekoMeHaauu mo npoguiakTMIeckoii MpOTUBOPBOTHO Tepanuu

Puck

SMETOreHHOCTn

Bbicokuii KombuHaums aHTaroHucta 5-HT3-peuenTtopoB, AekcameTazoHa** n anpenuTtaHTa
AHTaroHucT 5-HT3-peuentopoB (BbibupaeTcsi 1 U3 NpUBEAEHHOIO NepeyHs):
e OHAaHceTpoH** (nepopanbHo, 16-24 Mr unu B/B, 8-12 Mr)
e rpaHUCEeTPOH (nepopanbHo, 2 Mr, UK nepopanbHo, 1 Mr, 2 pasa B cyTku, unu B/B, 0,01 Mr/kr, Makcumym - 1
Mr)
® TPOMUCETPOH (B/B, 2 Mr);
* nanoHoceTpoH (nepopanbHo, 0,5 Mr, unu B/B, 0,25 Mr)
* [eKcameTasoH** (nepopanbHo, 12 Mr, unu B/B, B 1-if fieHb + nepopasnbHO Wau B/B, 8 Mr, BO 2-3-1 AHK);
e anpenuTtaHT (nepopasnbHo, 125 Mr, B 1-i1 AeHb, Wnu nepopanbHo, 80 Mr, Bo 2-3-11 AHM)

YMepeHHbIn KombuHaums aHTaroHucta 5-HT3-peuentopoB M AekcameTasoHa** (anpenuTaHT MOXeT WCMoib30BaTbCs Y
OTAENbHbIX MNAaLMEeHTOB, B 3aBUCMMOCTM OT MOJly4aeMOro UMU pexuMa XuMmoTepanun).
1-ih neHb 2-3-i1 AHn
AHTaroHuct 5-HT3-peuenTtopoB (Bbibupaercsa 1 w3 AHTaronuct 5-HT3-peuentopoB (Bbibupaetcs 1 w3
NPUBEAEHHOr0 NepeyHs): NpUBEAEHHOr0 NepeyHs):
* OHAAHCeTpOH** (nepopanbHo, 16-24 Mr, unu B/B, . OHAaHceTpoH** (nepopanbHo, 16-24 Mr, unu B/
8-12 mr) B, 8-12 mr)
. rpaHUceTpoH  (nepopanbHo, 2 Mr, Wan ® rpaHUCETPOH (NepopasibHO, 2 Mr, UAN nepopanbHo, 1
nepopanbHo, 1 Mr, 2 pa3a B cyTku, unu B/, 0,01 Mr, 2 pasa B cyTku, wau B/B, 0,01 mMr/kr, makcumym — 1
Mr/KF, MakcuMyMm — 1 mr) Mr)
* TpoOnuceTpoH (B/B, 2 Mr); e TponuceTpoH (B/B, 2 Mr);
e nanoHoceTpoH (nepopanbHo, 0,5 mMr, wau B/B, e nanoHoceTpoH (mepopansHo, 0,5 mr, wnu B/B, 0,25
0,25 wr); Mr);
. AeKcameTasoH** (nepopanbHo  unn e fekcameTasoH** (nepopanbHo wunu B/B, 8 unn 4 mr,
BHYTPUBEHHO, 12 Mmr); 2 pasa B CyTKku);
e anpenuTaHT (nepopanbHo, 125 Mr) . anpenuTtaHT (nepopanbHo, 80 Mr, ecnu

ncnonb3osancs B 1-i AeHb)

Huskuit e fekcaMmeTa3oH** (nepopanbHo wnu B/B, 12 Mr)
e npoxnopnepasuH (nepopanbHo unu B/B, 10 Mr, kaxable 4-6 4);
e MeToknonpamMua** (nepopanbHo unu B/B, 10-40 mr, kaxable 4-6 4)

MuUHUManbHbIR PyTuHHas npodwunaktuyeckas Tepanus He Tpebyetca (cnesyeT paccMOTpeTb BOnpoc 06 MCnonb3oBaHUMKU
AHTU3METUKOB, MepeUNCIEHHbIX AN NEPBUYHOW NPOMUNAKTUKMN TOLHOTbI/PBOThI Y MaLMEHTOB HU3KOro pucka)

[1]THM yKa3aHbI OTHOCUTENBHO Hauasa npedaspl Tepanimu.

[2] B 3aBMCHMMOCTYM OT IIePEeHOCMMOCTM IIPeAbIAyIero Kypca JO03bl IIperapaToB yBeIuuMBaOTCs
wiu ymeHbinawTcs Ha 20 %.



IIpunoxenue b. AiropuTmsl JeCTBUIL Bpaya

Puc. 2. Anzopumm npuHsmus peweHust Ha momeHm duazrocmuxu OJUT



IIpunoxenue B. UHdopmanus ajis maumyeHTa

OJIJT wv oCTpBIii TMMGOJIEiKo3 — 3TO 3JI0KAYeCTBEHHOe 3ab0JieBaHMe KPOBEHOCHON CUCTEMBI.
KM, B KOTOpOM BbIPabaTHIBAIOTCSI KJIETKM KPOBU, TTPOM3BOLUT CJIUIIKOM OOJBIIOE KOIMUYECTBO
He3peJibIX 6esTbIX KPOBSIHBIX Tesell. B HopMe y uesioBeKka Bce KIeTKM KPOBU PACTyT U OOHOBJISIOTCS
JOCTaTOYHO pPAaBHOMEPHO, IPOUCXOOUT CJIOXKHBIM Ipouecc ux co3peBanus. OpHaKo Impu
Bo3HMKHOBeHMM OJIJI 3TOT mpouecc BBIXOOUT M3-TI0Z, KOHTPOJS. bernbple KpOBSIHbIE Tesblia He
pacTyT M BbI3PEBAIOT, MPEBPANIAsiCh B IOJHOILEHHbIE (YHKI[MOHATbHbIE KIETKM, a HAUMHAIOT
OBICTPO U GECKOHTPOJIBHO IeMUThCS. [IOCTOSIHHO YBEJIMYMBAsICh, OHY BBITECHSIIOT 30POBbIe Geibie
KJIETKM KPOBU (JIEMIKOLMTBI), KpAaCHbIEe KJIETKM KDPOBU (3PUTPOLMUTHI) U KPOBSIHbIE IJIACTUHKU
(TpombGoLMTBI). B pesynbraTe pa3sBUBAeTCs HeXBaTKa HEOOXOAMMOTO YMCIa 3[0POBBIX KJIETOK.
MasnoxpoBue (aHemMus), MHOEKIM U KPOBOTOUMBOCTD SIBJISIIOTCST He TOMbKO ciaeacTBuem OJII, HO u
€ro nmepBbIMM CUMITTOMaMu. VI3Ha4aabHO JIe/iKO3bl HE OrPaHMYMBAIOTCS KaKOM-TO OIpeneleHHON
YacThbi0 orpaHmsMa. Pacrpoctpanssich 13 KM B KpOBb, OHM MOPAKAIOT U IMMGaTUIECKYI0 TKaHb
(mumaTuyeckast cucTemMa), U JpyTMe OpTaHbl, U, Kak CJeCTBYE, BCIO CUCTeMY OpraHoB. [loaTomy,
KaK ¥ ocTanbHble Jeiiko3bl, OJIJI OTHOCUTCS K CUCTEMHBIM 3/I0KaYeCTBEHHBIM 3a00JIeBAHUSIM.
Teuenme OJIJI ocTpoe. Bes neuenus efikeMuueckue KIeTKY YBeIUUMBAIOTCS U ITOPasKal0T OPraHbl
yesioBeka. 3abosieBaHMe TPUHUMAET TsKeJbie (OpPMbI, CMEpPTh HACTYIMaeT 4Yepe3 HeCKOJIbKO
MecsILeB.

OJIJI — camas pacmpocTpaHeHHast (opma Jieifko3a y IeTeil ¥ IOZPOCTKOB, OH COCTaBJISIET
MPUOMU3UTENBHO OJHY TpPeThb OT 4YMCAa 370KAYeCTBEeHHBIX 3a0oleBaHMii B HETCKOM U
ronpoctkoBoM Bo3pacte. OJIJI MOTYT pa3BUBAThHCS B TI060M BO3pacTe, B TOM YMCJIE U BO B3POCIOM.
OmHako uyalle BCero OHM IOpaskaloT AeTeil oT 1 mo 5 yieT, a MaJbuMKOB — HaMHOIO vallle, ueM
JleBOYeK.

I[Ipu OJUI m[OpoucXOOUT 3JIOKAYECTBEHHOE M3MeHeHue (MyTalus) He3pesblX KIeTOK-
MPeIIIeCTBEHHUKOB JUMMQOIMUTOB. MyTalusl MOMKET IPOMCXOOAUTb Ha PasIMUYHbIX CTaIMUSIX
pa3BUTUS KJIETKM. A 3TO 3HAUYUT, UYTO IIOPAKAKTCS HE TOJbKO pasjJiMYHble TMOATPYIIIbI
JTUMGOLIUTOB, HO M MX pomOHauaJbHUKMU. [IosTomy B OJIJI CylIecTByeT MHOXECTBO (Gopm
3aboneBanus. Hampumep, B-kimerounas c¢opma OJIJI HaspiBaeTcs TaK IO MMEHM KJIETOK-
MpeuIeCTBeHHUKOB B-nuMdo1nToB, T-KaeTouHble JeiiKO3bl YKa3bIBAIOT HAa IIPOUCXOXKIEHUE OT
KJIETOK-TIpeIIeCTBeHHMKOB T-mMMdOo1MTOB. BaXkHO 3HATDH, UTO CYIECTBYIOT pasHbie GOPMbI WK
nogapuanTbl OJIJI. OHM MOTYT OOCTaTOUYHO CWIBHO OTJIMYATHCS OPYT OT Apyra M IO TeYeHUIO
60/Ie3HM, ¥ 0 BO3MOXKHOCTYM M3JIEUUTHCS (MPOTHO3). DTU pas3jinuiMs YUMTHIBAIOTCS B BbIGOpE
TepaneBTUYECKON CTpaTerun.

CuMIITOMBI, ¢ KOoTOpbix HaumHaetcss OJIJI, Kak TpaBWIO, pa3BUBAIOTCS 3a HECKOJIbKO Hemesb.
3/I0KaueCcTBeHHbIe KJIETKM pacrpocTpasHsoTcess no KM u gpyrum opraHam. becrnipensiTCTBEHHO
pasmHoskasich B KM, neitko3Hble KIeTKM He JAl0T pacTy HOPMaJIbHBIM KJIeTKaM KpoBu. [TosTomy y
3aboneBuinx OJIJI cHauama MOSBILIOTCS O6IMMEe CYMMIITOMbBI GOIE3HEHHOIO COCTOSHMS: BSJIOCTD,
1abocThb, 61€IHOCTh (aHeMMsI). DTU CUMIITOMbBI OOBSICHSIOTCS HEXBATKO! KpPaCHBIX KPOBSIHBIX
Tejiell, KOTOPble OO/DKHBI [TOCTABJSTh KUCIOPOH IJjIsl OPYIMX KIETOK opraHusma. Heduimt
TTOTHOIIEHHBIX O€JIbIX KPOBSIHBIX TeJlell (Harpumep, TMMOOLUTOB ¥ TPAHYIOIUTOB) MPUBOAUT K
0C/Iab/IeHNI0 MMMYHUTETA, Pa3sBUBAIOTCS yacTble MHQEKIMM C BBICOKOW TemIiepaTypoii. M3-3a
OTCYTCTBMSI TPOMOOILIMTOB, OTBETCTBEHHBIX 3@ OBICTPOE CBEPTHIBAHME KPOBM, MOTYT BO3HMKATh
TOYEUHbIe KPOBOM3IMSIHMS Ha KOKE ¥ KPOBOTEUEHMS CJIM3UCThIX 000/10U€eK. PacpocTpaHsIsSIch 1Mo
OpraHu3My, JielikeMuuecKkyue KJIeTKM IPUBOAST He TONbKO K M3MeHeHMSIM B COCTaBe KpOoBU. Y
JIeTelt MOSIB/ISIIOTCST 60/ B pasjMUHbIX opraHax. Tak Kak JieiiKo3Hble KJIeTKM 3aIlOIHSIOT KOCTHbIE
rosiocti ¥ KM, TO KOCTM HAauMHAIOT GOJIETh, IIPEKAE BCET0 KOCTM PYK M HOT. 3JI0KaYeCTBEHHbIe
KJIETKM 3aIOJIHSIOT IeYeHb, CeJIe3eHKY U JuMdaTnyeckue ysjbl. VX oTeK MPUBOIUT K OOJISIM B
KMBOTEe. B mpuHIMIIE HM Yy OOHOTO M3 OPraHOB HeT 3alUThl OT JieliKeMU4YeCKUX KIeTOK. Y
maryeHToB ¢ OJIJI 3710Ka4ecTBEHHbIE KIIETKY MOTYT IIPOHUKHYTH ¥ B MSTKYIO MO3TOBYIO 000JIOUKY,
IIOSTOMY TOSIBJISTIOTCSI TOJIOBHBIE OOMM, TMapalind JIMIIEBOTO HEpBa, HapyIIeHMe 3peHUs] U/Uau
pBota. Cumnrombl OJIJI MOTYT CMIIBHO OT/IMYATBLCS Y PasHbIX JAwoneri. OnvH uan Jaxke HeCKOJIbKO
CUMIITOMOB He 00s13aTeIbHO YKa3bIBAIOT Ha TO, UTO UeJIOBEK 3ab0sieN eiikemMueit. MHOTMeE 13 HUX
TIOSIBJISIIOTCSI TIPY CPAaBHUTEIBHO 6€300MIHBIX 3a60/IeBaHMIX, HE MMEIOIIVX OTHOLIEHMS K JIEIKO3Y.
OmHako ecu TOSIBJISTIOTCST 60K, Mbl PEKOMEHJIyeM HeMeJIEHHO OOpamiaThCsl K Bpady, UuTOObI
BBISICHUTD UX NIpupony. V1 ecnu neiicTBUTENbHO ITOcTaBeH auardo3 OJI, ero Hy>kHO CPOUHO JIEUUTb.



Eciu B victropuu 60se3HM (aHaMHe3) MM JaHHBIX OCMOTpPA Bpad HaxoauT npusHaku OJI, mamyeHT
I0JIyyaeT HallpaBleHMe Ha pa3BepHYThI aHaauM3 KpoBuU. Eciu ompeleneHHble M3MEHEHUSI B
remMorpamMmme (3almucu COCTaBa KpOBM) IMIOATBEPXKAAKOT IIO4O3PEHMSI Ha JIeKOo3, TO mJis
OKOHYATEJbHOTO AMAarHo3a HeoOXOAMMO MONyunuTh KiaeTkMu KM (KOCTHO-MO3roBasi IYHKI[NS).
[losTOMy Bpau pJaeT TaAlMEHTy HalpaBjeHMe Ha AajbHeliliee 006ciIeOBaHME B CTalMOHAp,
CrIeMaNM3UPYIOIINiiCS Ha OONe3HSIX KPOBM M 3JI0KAUECTBEHHBbIX 3aboseBaHusx. [1o aHamusy
kpoBu U KM MOXHO TOUYHO OIpeneJuTb HaiuuyuMe M BUJ, Jieliko3a y manueHTa. Kpome Toro,
COBpPEMEHHBI I MUMMYHOJIOTMYECKIMIA ¥ TeHeTUUYeCKIi JTab0paTOPHBIN aHaIMU3 ITO3BOJISIET HE TOJIBKO
BoiAesnTh OJIJI 3 Opyrux BUAOB JieiiKo3a, HO U ONpeaeauTb KOHKpeTHbI Tuml OJIJI. OTo BaxkHOe
yCI0BMe [Jid IJIAaHMPOBAHMSI TOUHON Tepanuy, MOTOMY 4TO pasimuHble TuIbl OJIJI omindaroTcs
IIPYT OT ApyTa Ha KJIETOUHOM U MOJIEKY/ISIDHOM YPOBHE, IT0-pa3HOMY ITpoTeKaeT Xof, 60/1e3Hu, To-
pPasHOMY OLIEHMBAIOTCSI LIAHCHI HAa BBI3JOPOBJEHME (MIPOTHO3) U UYBCTBUTEIBHOCTb K Teparum.
Kak Tonbko moctaBieH nauarHo3 OJUI, nss 1uiaHa JiedeHUs BBISICHSIIOT, TMOpPaskeHbl JiNn
JlelikeM4eCcKMMHM KJIeTKaMu Apyrue opraHbl, kpome KM, Hampumep TOJIOBHOI MO3I, I€Y€Hb,
ceye3eHKa, JuM@aTuyeckue y3jabl WM KOCTU. [IMarHO3 ONpemessieTcsl MO M300paskeHUIo U3
PasIMYHBIX UCCAeA0BaHMI, TAKMX KaK YIbTPa3ByKOBOE, PEHTT€HOBCKOE, MarHMTHO-Pe30HaHCHAs
¥ KOMITbIOTepHas ToMorpadusi, CHMHTUTPadMs KOCTel ckeeta. YToObI OTIpeeNnnTh, TopaskeHa Jin
IIHC, 6epyT mpo6y CNMHHOMO3TOBOI JKMIKOCTM (TFOMOajbHash MyHKUMS) M MUCCIEOYIOT ee Ha
Ha/IM4Me JIeliIkeMUueCKuX KIeTOK. JlampHelias MoAroTOBKa K JIEYeHUIO 3aK/II04aeTcsl B IPOBEPKe
CepIevHoii mesiTeIbHOCTU (dmekTpokapauorpadus, OKI' m sxorapamorpadwms, IOxoKI) u
(DYHKIIMOHAIBHOTO COCTOSTHMSI Mo3ra (9nekTtposHiedanorpadus, D3T). M3MeHeHMs, KOTOpPbIe
MOTYT IIPOM30MTU BO BpeMsl Tepanuy, NOJKHBI OLIEHMBATHCS HAa OCHOBAHMUM ITUX MCXOIHBIX
IaHHbIX. KOMILIeKCHbIe J1abopaTOpHbIE MCCIEAOBAHUS TIOMOTAIOT OLIEHUThH O0OIlee COCTOSHUE
ManyeHTa U YCTAaHOBUTH, MMEIOTCS JIM Y HErO HapylleHuss 0OMeHa BelecTB Wiy GYHKIUI KaKuX-
60 OpraHoOB (HANpuUMep, MOYEeK WM IeYeHU), BO3HUKIIUX M3-3a JIeiK03a, YTO MOXET ObITh
0COGEHHO BakKHO IO WM BO BpeMs jieueHus. [Ijis BO3MOKHO HEOOXOIMMBIX IepeMBaHNil KPOBU
clenyeT YCTAaHOBUTD IPYIITY KPOBY MalMEeHTa.

He Bce mcciemoBaHus 00513aTeIbHbI Iy Kakgoro manyenTta. OT MegUIIMHCKUX pa60THI/IKOB BbI
IIOJIy4nTe I/IH(l)OpMa]_U/II'O O TOM, KaKMe MMEHHO AMarHoCTu4YeCKue Immpouenypbl HEO6XO,£[I/IMBI JJIs1
IVIaHMPOBAHMA Tepalinn.

B aiyuae noareepkaenus auardosa OJIJI mauyeHTa CpOYHO HAIPABJSIOT B OHKOAMCIIAHCED MU
LIEHTD, IJle UMEIOTCSI M BO3MOXKHOCTh Haubosee cOBpeMeHHOTO U 3G (EeKTUBHOTO JIeUeHus, U Y3KIe
CIIeLMANIUCTBI TI0 PAKOBBIM 3a00JIeBaHMUSIM (Bpauu, MeACECTPhl). Bpauu crernmaan3upoBaHHBIX
OTIeJIeHUH TIOCTOSTHHO HAXOZSITCSI B TECHOM pabouyeM KOHTAKTe, JieueHMe MalyeHTa TPOBOAUTCS
MMM 10 COBMECTHO Pa3paboTaHHBIM U CUCTEMATUYHO YCOBEPIIEHCTBYEMbIM TJIAHAM TePaTIN.

HentpanbHoe mecto B seueHnn OJUI 3anumaeTt XT. XT — 3T0 n1edyeHne MeauKaMeHTaMu, KOTOpbIE
MeIIaIoT POCTY KJIETOK (IIMTOCTATHKM). Y HEKOTOPBIX MAIIMEHTOB NOMOTHUTEIbHO 06myuaeTcs ITHC
(obmyueHue TOMOBBI). B HEKOTOPBIX Ciiyyasx mpumeHsieTcst XT BbICOKMMM [T03aMU TPENapaToB C
nocienymwoieiln TT'CK. Lienb edeHus — MO BO3MOXXHOCTHU TTOJTHOCTBIO YHUYTOXUTD JIefiIKeMudecKue
KJIeTKM BO BceM opraHu3me, utob6bl KM BHOBb CMOr paboTaTh Kak KPOBETBOPHBIN Opra.
VHTEHCUBHOCTb U MPOAOKUTENbHOCTh XT, Heo6xogumocTb obmyuenust ITHC mau TT'CK, a Takke
MPOTHO3 60JIe3HM 3aBUCIT IPEXAE BCErO OT TOTO, KakuM uMeHHO Turom OJIJI GoseH MalMeHT,
HAaCKOJIbKO JIelikeMUIecKye KJIeTKM pacpoCTPaHWINCh TTI0 OPTaHM3MY U KaK JIeiiK03 pearmpyeT Ha
Tepanuio. JleueHue 3peokaeTouHoil B-gopmbl OJIJI oTamMuaeTcss OT JedeHMUsI BCeX OCTaTbHBIX
noaTunos OJIJI. ITanyeHThl ¢ TaKMM AMArHO30M IONIYy4YalOT Ty K€ Tepanuio, YTO M MalMeHTHI C
HeXOKKMHCKOM mMboMoii u3 3penblx B-kieTok. ITosromy ciemyiomas MHGOPMAIMS O XOIe
JIeueHMsI K HUM He OTHOCUTCSI.

JleueHne manueHToB ¢ guarHo3om OJIJI (kpome 3pesiokieTouHolt B-dbopmbr OJIJT) ogpasmenseTcst
Ha 4 6onbuyx stana. YeTsipe Gasbl Tepanuu OTIMYAIOTCS APYT OT APYTa MO MPOIOIKUTETBHOCTH,
10 UCIOIb30BaHNIO HEKOTOPBIX MEIVKAMEHTOB, a TAKKe IT0 MHTEHCMBHOCTU U LIeJISIM JieueHus. 1.
Nupykuys: stan MHTeHCUBHOM XT, ero menb — YHMUYTOXUTD 3a KOPOTKOEe BpeMsI MaKCUMMaJIbHOe
YUCIO JIEIKO3HBIX KJIETOK U JTOCTUYb pemuccun. JleueHne MJIUTCS TPUOIU3UTETBHO OT TISITU 0
BOCbMU Hefenb. 2. KoHconupauusi M MHTEHCUBHAS Tepanusi: JieueHue MPOBOIAUTCS HECKOIbKO
Mecsi1eB (IIpUMEpPHO OT 2 N0 5), ero menb — C MOMOIIbI0O HOBbIX KOMOWHALIMII TperapaToB
MPOAODKUTH YHUUTOKEHME JIefiKeMUYeCKMUX KIeTOK U 3aKPeNUTh peMUCCUI0. BaskHbIM 371eMeHTOM
sapisieTcs  mipodwiaktuka nopaxkenust I[IHC (mpeBeHTMBHOe JieueHue). [Ijig  3TOrTO B
CIIMHHOMO3TOBO/M KaHa/l BBOOATCS MEOMKAMEHTbI U TP HEOOXOAMMOCTY JIOMOJHUTETbHO
HasHavaercsl oOMyyeHMe TOJIOBHOIO MO3ra (Hampumep, e MMeIOTCSl JaHHble O TOpaskeHUu



LIHC). 9ToT sranm OO/DKEH HEe OOMYCTUTh MOMaAaHus JIeiIKeMUYeCKUX KJIETOK B TOJOBHON U
CIIMHHOJM MOS3T WM, UTO ObIBAEeT yYallle, UX PasMHOKEHMS. 3. PeMHOYKIMS: JedeHe TPOBOIUTCS
Kak B [1epMof, MHAYKI MY, eT0 LeJib — OKOHYATeIbHO Pa3pyILIUThb BCe JielikeMuJyecKye KIeTKU U TeM
caMbIM MMHMMM3MPOBATh PUCK BoO3Bpara OosiesHu. OOIIas MPOJO/DKUTENbHOCTb PEUHIYKLIVN
MOKET COCTaBJISITb OT HECKOJbKMUX HeleNlb OO0 MecsIeB, Ha 3TOM JTare (asbl MHTEHCUBHOIO
JleueHus depenytorcs ¢ naysamu B XT. 4. [logaepskuBaloliiee jieueHre WIN IJIATeIbHAsT Tepamnmusi:
Ha 9TOM 3Talle Ha3HAYaloTCs HeBbICOKME N03bl XT. OCO6GEHHOCTD JIeUeHMSsT 3aK/II0YaeTCs B TOM, UTO
OHO TIPOBOAUTCS IJINTETbHOE BpeMs, KaK MpaBuIo, TIOKa ero obIIuii CPOK He COCTABUT 2 roja.
JleueHVE TTPOVICXOAUT B OCHOBHOM aMOyJIaTOPHO, €r0 1ieJIb — YHUUTOXUTH BCE Te JIefIKeMUuecKye
KJIE€TKM, KOTOPbIe CMOIJIM BBIKUTD Jaske TOc/ie MHTEeHCUBHOI Teparnn.

Bomnpiioit mporpecc B Tepanuu 3a NMOCIeSHUE TPU AECITUIETUS 3HAYUTENbHO YBEIUUMII HMIaHChI
usneuntbes ot OJIJI. Brnaromapsi BHeAPEHMIO COBPEMEHHBIX METOJOB MCCIeNOBaHMS U Oojee
3¢ eKTUBHBIX CTaHAAPTU3UPOBAHHBIX IMPOTOKOJIOB KOMOMHMpOBaHHOV XT BbI3IOPaBIMBAIOT
okoy1o 70 % 3a6onesimx OJIJI. Eciy mauyeHT MPOKMI MOC/Ie jiedeHus 5 jgeT 6e3 peluanBoB, OH
CUMTAETCS 3I0POBBIM (5-JI€THSIT BBDKMBAEMOCTb). Y UACTM MAI[MeHTOB MOKET HaOII0maThCs
BO3BpaT 3abosieBaHus (penuans). Kak mpasBuiio, pelanB HACTyIIaeT B IepBble 2-3 roma Iocie
YCTaHOBJIEHMS IMArHO3a U B KpajiHe peKuX CJIydasix — Iocie 5 jieT. B 11eJ10M IaHChl BhI3A0POBETH
MpY peuyuauBe 3HAUUTENbHO HICKE, UeM IIpM IepBMUYHOM 3a00eBaHMUM, XOTS Y HEKOTOPBIX
3a00/IeBIIMX ITOBTOPHOE JieueHMe JOCTUTaeT XOpOLIero pesynabrara. Heobxomumoe 3aMeuaHue:
Ha3BaHHbIE MTPOIIEHTHI BbI3TIOPOBEBIINX SIBISIIOTCSI CTATUCTUUECKMMM TOKaszaTeasaMu. OHY TOUYHO
M JOCTOBEPHO OIMCHIBAIOT JIMIIb COBOKYITHOCTh 3a6oseBmimx OJI. CTaTuUCTMKAa He MOXKeT
MpejicKa3aTh, BbI3AOPOBEET IMalMeHT, UM HeT. JIeiKo3bl Jaske Mpy caMbIX OIaroNpUSITHBIX WIN
HeO6IaronpUsTHBIX YCIOBUSIX MOTYT IIPOTEKATh aOCOMIOTHO HeIlpeIcKasyemo.



ITpunoskenue I'l1 -I'N. llIkanbl oLieHKM, BOIPOCHUKU
U Jpyryie OeHOYHbIe MHCTPYMEHTbI COCTOSIHUS
IMAlVeHTa, IIpUBeeHHbIe B KIIMHUYEeCKUX
peKOMeHOaIusIX

IMpunoskenue I'l. llIkana omeHKM OOIIEro COCTOSTHMUA MAIMEeHTAa [0 BepCun
ECOG

[lIka/sa oleHKM 00IIero COCTOSTHMSA ManueHTa mo Bepcun ECOG
OpunnHanbHOe HazBaHMe: The ECOG Scale of Performance Status.

Hcrounnk: 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 OLeHKN.
HasHaueHye: KIMHMYECKasl OLleHKa 00Iero COCTOSIHMS IallieHTa.
CopmepskaHye ¥ MHTepIIpeTaius:

Tao6nuia 8. [1Ikaa oIleHKM 00IIEero COCTOSIHMS namueHTa 1o Bepcuu ECOG

Cratyc (6annbi) OnucaHue obLlero coCcTosiHMA NauneHTa
0 MaumeHT NONTHOCTbIO aKTUBEH, CNOco6eH BbINOJIHATL BCe, Kak U A0 3aboneBaHus
1 MaumneHT Hecnoco6eH BbINOJIHATL TSAXENYI0, HO MOXXET BbIMOJIHATbL JIEFKYI0O WM cuaayvyro paborty

(HanpuMep, Nerkylo 0MaLLHIO WIN KaHLUEeNspCKylo pa6oTy)

2 MaumeHT neuyntca aM6ynaTopHo, Cnoco6eH K CaMOO6CNY)KMBAHWUIO, HO HE MOXKET BbIMNOJHATL
pa6oty. Bonee 50 % BpeMeHM NPOBOAUT aKTUBHO — B BEPTUKAJIbHOM MOJIOXKEHUN

3 MaumneHT cnoco6eH NUwb K OrpaHUYEHHOMY CaM006C/y)>KMBaHUIO, MPOBOAUT B KPEC/IE WU NOCTENn
6onee 50 % Bp 6oapcTBO
4 WHBanua, coBeplieHHO He cnocobeH k caMoo6cny>KuBaHUIO, MPUKOBAaH K Kpecny Wiam nocrenm

IIpunoskenue I'2. UmmyHosornyeckas kiaccuduramyss OJIJI

Ta6auia 9. IMmmyHonornueckast knaccubukaiys OJIT

Kntouesble Mapkepbl Ana avarHoctvku OJ1J1 n3 npeawecTseHHkoB B-numdbountos: CD19+ n CD79a+ wn/vnmn cyCD22+

CD 10- OJ1N n3 npo-B-numdobnacros (B-I)
CD10+ cylg- Common- OJ1JT (B-II)

cylg+ slg- OJ1N n3 npe-B-numdobnacros (B-III)
slg+ OJ1N n3 3penbix B-numdoumntos (B-IV)

KntoueBble mapkepbl anst OJ1/1 U3 npeawectseHHnKoB T-numdountos: cyCD3+ n CD7+

cyCD3+ CD7 Tonbko OJ111 u3 npo-T-numdobnacTos (T-I)

CD2+ n/unn CD5+ OJ1N u3 npe-T-numdobnacros (T-1I)

CDla+ OJ1N1 n3 kopTuKanbHbix T-nuMdbobnactos (T-III)
sCD3+ CD1la- OJ11 3 3penbix T-numdbounTtos (T-1V)

sCD3+ aHTu-TCR a/B+ a/B+ T-knetouHblit ONJT (rpynna a)
sCD3+anti-TCR y/d+ y/d+ T-knetounblin O/ (rpynna b)

IIpunosxenne I'3. OcHOBHbIe reHeTHUeckue aHomaauu npu OJ1J1

Tao6muia 10. OcHOBHbIE TeHeTHUecKye anoMastuu rmpu OJIJI




omn AHomanus BoBnieyeHHbIe reHbl Yacrora MeTtoa petekunn
B-KkneTouHbI t(9;22)(q34;q11) BCR ABL B3pocnble: 30 % oT-nupP
fAetn: 3 %
t(12;21)(p33;922) TEL AML1 B3pocnble: <1 % oT-nup
Hetn: 20 %
t(4;11)(g21;923) MLL AF4 B3pocnblie: 5 % oT-nup
Aetn mnajlwero
Bo3pacTta: 60 %
t(1;19)(q23;p33) E2A PBX1 5% OoT-nupP
t(8;14)(q24;932) c-MYC IgH 1% FISH
t(17;19)(q22;p33) E2A HLF <1% oT-nup
t(11;19)(q23;p33) MLL ENL <1 % oT-nupP
MyTauuu JAK1/2/3 10 % CekBeHUpoBaHue
T-KNeTOUHbIN t(10;14)(g24;911) t(7;10) HOX11 TCRa/B B3pocnble: 31 % OoT-nupP

(934;924)

HOX11 TCRP

fAetn: 7 %

t(5;14)(935;932) HOX11L2 TCRa/B B3pocnble: 13 % OT-MNupP, FISH
Aetn: 20 %

t(1;14)(p32;q11) TALI TCRa/B 1-3% oT-nupP

HopmanbHbiii [p32 SIL TALI 9-30 % oT-nup

inv(7)(pl5q34), t(7;7) FeHbl HOXA TCRP 5% FISH, OT-MUP

t(10;11)(p33;q14-21) CALM AF10 10 % FISH

t(9;9)(q34;q34) NUP214 ABL1 6 % FISH

t(9;14)(q34;q34) EML1 ABL1 <1% FISH

MyTaumm NOTCH 1 NOTCH1 50 % CekBeHupoBaHue

MyTtaumnmn JAK1 JAK1 18 % CekBeHMpoBaHue




