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CIMcoK coKpalleHUMn

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

ACT - acnapraTaMuMHOTpaHcdepasa

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

BPB - 6e3penuanBHas BbIKMBAEMOCTD

BKJI — BO/1OCaTOK/IETOUHBIV JIETIKO3

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

UT - nHoyKUuMOHHAY Tepanus

WTK - TMpO3MHKMHA3HBII MHTUOUTOD

KU - knmHuuyeckue muccaegoBaHms

KM — KOCTHBII MO3T

KT - xoMmmbioTepHast ToMmorpadust

JIb - numdoma bepkurta

JIBJI — numdobaacTHas mmMdoma

JIIT' — nakratmerugporeHasa

MOB — MMHUMAaJIbHAS OCTATOUHAsI O0JIEe3Hb

HXJT — HeXOmKKMHCKYE JTMM(POMBI

OAK - o61mit (KIVMHUYEeCKMit) aHaan3 KPOBU

OB - 06111251 BbDKMBAeMOCTb

OJI - oCTpblii Jiejiko3

OJIJT — ocTpslit muMQpO6IaCTHBIN JTeiiK03

OMIJI - oCTpblil MUeIOUIHBIN JIEJIKO3

OPIIC — oCTpblii peciMpaToOpHbIi IUCTPeCcC-CUHAPOM

OT-IILIP - monmMepasHas mernHas peakuysi ¢ 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 - ynpTpa3ByKOBOE UCC/IEAOBaHME

VVYP - ypoBeHb y6eauTeIbHOCTY peKOMeHIalii

XT — xuMmmuoTepanus



XMJI — XpoHUYECKUII MUETOJIENKO3
LIMB — nuromeranoBupyc

ITHC - ueHTpasibHast HepBHas cucTeMa
KT - snexTpoxrapauorpadms

Ix0KT - sxokapayuorpadus

CD - knactep guddepeHIMPOBKU

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

EWALL - EBpormejickasi McCaemoBaTeabCckas TPyIia I0 M3YYeHUI0 OCTPOTo JiMMGp0oO6IacTHOTO
Jeiiko3a

FISH-uccnenoBaHue — MccieqoBaHye MeTonoM GIyopecileHTHOM ITMbpuamusanmu in situ
GMALL - Hemelikast uccjiefoBaTe/IbCKasi IPyIINa 10 U3yYeHUI0 OCTPOro JMM@o61acTHOTO JIeiiko3a

GRAALL - ®paHIiysckas MCCIeI0BaTeNbCKas TPYIa 0 M3YYEHUIO OCTPOro JMMQpo6IacTHOTO
Jleiiko3a

MD Anderson CRC - AMepuKaHCKas 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
o6HapykKMBaeTcst TpaHcToKanus t(9;22)

RALL — Poccuiickast MccienoBaTeabcKasi TPyIIa 10 JIEYeHUIO OCTPOro JuM@osieiikosa y B3pOCIbIX
TdT —-TepMuHaIbHas 1e30KCUMHYKIEOTUIMITPaHChepasa
** — KM3HEHHO HeOOXOAVIMbIE 1 BaskKHeJIINe JJeKapCTBEeHHbIe ITperapaThl

# — Iperapar, IPUMEHSIOIIMIICI He B COOTBETCTBMM C IIOKA3aHMSAMM K IIPUMEHEHUIO WU
MIPOTUBONOKA3AHMSIMY, CIIOCO0AMM MIPUMEHEHMS U H03aMM, COAepPKALMMMUCI B MHCTPYKLIMM I10
MIpUMEHEeHMIO JIeKapCTBeHHOro Iperapata (obd-eii6m)



TepMI/IHbI n orpene/JieHus

Octpbie auMbOGIaCTHBIE JEeKO3bI — 3TO TeTeporeHHas TPYIa KJIOHAIbHBIX 3ab0seBaHMit
CUCTeMbI KPOBM, BO3HUKAIOIIMX BCIECTBME MyTauyy B T- niam B-KieTkax-mpeiiecTBeHHUIIAX.

Ph-HeraTuBHbIe OCTpbIe IMM(OOGIaCTHBIE JIEHKO3bI — 3TO IPYIIA, 06beIMHSIONIAsT HECKOIbKO
MOATUIIOB  OCTPbIX  JMMGOOGIACTHBIX JIEKO30B, TIPUM  KOTOPBIX He  OGHApYKMBAaeTCs
bunapenbduiickas xpomocoma (Ph-t(9;22)). B Hee BKIIIOUeHbI Bce B-KieTouHbie 1 T-KIeTOYHbIE
octpble nMdoO6IacTHbIE JIeTTKO3bI U TMMdoO6IacTHbIE TMM(OMBI.

Ph-no3uTUBHBII OCTPHIi JMMGpOGIACTHDIN JIEIKO3 — 3TO BAPMAHT OCTPOro JUMMQO6IacTHOrO
JIeiiko3a, MpyU KOTOPOM METOOM CTaHAAPTHOTO LIMTOTeHeTuuyecKoro ucciemoBanus (G-banding)
wtn metogom FISH ompepensiercst TpaHcmokamus t (9;22). JuarHo3 Ph-TIoO3MTMBHOTO OCTPOTO
mMbO6IaCTHOTO JIeIKO3a He MOKET ObITh OCHOBAH TOJBKO HA METOIe MOJIEKY/ISIPHOM IeTeKIUA
XMMEPHOTO TpaHcKpurTa. LiutoreHetndueckoe mau FISH (metop, (ryopeciieHTHOM rMopuav3anum
in situ) MccIemoBaHMS SIBJISIIOTCSI 00sI3aTeMbHBIMM. MeTOmOM ITONMMEepPasHO IIeIHO peaKIun
orpeesisieTcsl BapMaHT XMMEPHOIO TPAHCKPUIITA, KOTOPBI B dajibHENIIeM MCIOAb3yeTCs IJIsi
MOHMTOPMHIA MMHMMAJIBHOM OCTATOUYHOI O0Ie3HNA.

ITonHass peMuccusi — 3TO COCTOSIHME KPOBETBOPHOW TKaHWU, IIPY KOTOPOM B ITyHKTaTe KOCTHOTO
Mo3ra OOHapyKMBaeTcss 5% ¥ MeHee GIacTHBIX KJIETOK MPY HOPMAJbHOM COOTHOIIEHUM BCEX
POCTKOB KPOBETBOPEHMS, IIPU KOJIMYECTBE HETPoIIOB B mepudepnuueckoii Kposu 6osee 1,0 x
10%/n1, mpu KomMuecTBe TPOMGOLMTOB Gonmee mmu paBHOM 100 x 10°/1, mpm orcyrcTBUM
9KCTPAMeAY/UISIPHBIX OYaroB JieiikeMuueckoro pocta. KoHcraTauuss MOpQOIOrMYecKky TMOTHOMN
pemuccum (COOTBETCTBEHHO, OLleHKA Pe3UCTEHTHOCTH) OCYILEeCTBIISIeTCS MO0 1ocie nepBoii (asel
MHIYKIMOHHONM Tepamnuu, Jnbo Tociae BTOPOii. [IpM OTCYTCTBUM IIONHOM PEMUCCHUU TIOCHE
3aBepIIeHNs] JBYX 3TAlOB MHAYKIMOHHONM Tepamuu perucrpupyercss pedpaxrepHasi ¢dopma
octporo auMGo6IaCTHOTO Jejiko3a. B 9Toif CBSI3M HEOOXOZMMO MMONYEpPKHYTb, UTO Yy psija
ManyeHTOoB I0cjIe 3aBeplieHNs BTopoit Ga3bl MHAYKIMOHHOI Tepanuu Ha (poHe BOCCTAaHOBJIEHUS
KPOBETBOpEeHMSI TocIe [IMTOCTAaTUUEeCKOTO BO3/IeVICTBMSI B PaHHME CPOKM I1OC/Ie ero 3aBeplieHust
MOYKET OTIPEeNeNsIThCS YBEIMUEHHbIN MPOIEHT 6acTHBIX KIeToK (mo 10-12 %). B satom ciyuae
(0coGeHHO ecy TIOMHAsT peMuccusl O6bla 3aduKcUpoBaHa IOCTe MMepBoit Gasbl MHIYKIVOHHOM
Tepamnun) yepes3 HeJemo Ha (OHe BOCCTAHOBJIIEHHOTO KPOBETBOPEHMSI 11€/1eCO06pa3HO BITIOTHUTD
TTIOBTOPHYIO CTEPHAIBHYIO ITyHKIAIO.

IMonunasi pemuccusi TOApa3nensieTcss Ha TPU OCHOBHBIX TuMA: 1) LUTOreHeTuuyeckas, 2)
MOJIEKYJIIPHASI, 3) C HEIIOJHBIM BOCCTaHOBJIEHMEM ITOKa3aTesei nepudepudyeckoii KpoBu, Korma
YMCI0 HeNTpohmaoB MeHee 1 x 109/11, a TpoMb6onuTOB MeHee 10 x 10%/n. Tlocnenuss KaTeropust
OroBapMUBaeTCs CIielnaabHO, TTOCKOIbKY, TI0 PSIAY JAHHBIX, ITIPOrHO3 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.

YactnuHast peMuccust (YaCTUIHBIN OTBET) — 3TOT TEPMUH PEKOMEHIYIOT MCII0/Ib30BaTh TOJBKO B
KIMHNYeCKUX uccrenoBanusx 1-II ¢dasbl, olleHMBAOIMX MTPOTUBOOIYX0MEBYI0 3(h(HeKTUBHOCTD,
TOKCMUYHOCTb, TIEPEHOCMMOCTb HOBBIX NpPeNapaToB M ONpefensiomX ONTUMAaabHble 4O03bl 3TUX
npenaparos.

PesucrenTHass popma - 3Ta dhopMa 3ab60eBaHMSI, KOTOPAsT KOHCTAaTUPYETCS MPU OTCYTCTBUMU
TIOJTHOV PEMMCCHY TTOC/Ie 3aBeplieHtsl ABYX (a3 MHIYKIIMOHHONM Teparun.

PaHHSIS CMepThb — 3TO CMepTh IMallieHTa B TIePUOJ, MHAYKIMOHHOI Tepamnit (IByX dha3 MHIYKIUN
IUIST OCTPBIX JIMM(OOIACTHBIX JIeiik030B). CaeayeT MOAUePKHYTh, UTO STOT KPUTEPUIi SIBIISTETCS
0600MIAIOIIMM [JIsI TIOHSATUS Iubey TMalyeHTa B Ipolecce MHAYKIMOHHONM Teparuu. Yaiie
MCIIONB3YIOT TEPMUH «CMEPTb B IEPUON MHOYKLUMM», UTO GOJee UeTKO OTpakaeT CUTYaIIMIo,
ITOCKOJIbKY B psifie CIyyaeB CMEPTb MallMeHTa IPOMCXOAUT Ha BTOPOI (ase MHIYKLMOHHOM
Tepamnuyu, IpyY STOM Y HuX Oblla 3aperMcTpMpoBaHa IOJHAS PEMMCCHS TIOCIe IepBOoil (asbl
MHOYKUMOHHOI Tepanuu. B 3TUX cIydasx CMepTh PacCMaTpUBAIOT KaK CMEPTh B KOHCOMMAALIAMI
WM CMePTh TI0C/Ie JOCTVKEHMs ITOJTIHOM 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 Uiy Ha Tepanun
rnowie AOCTVKeHMsT pemuccun. [TO3OHMM CUMTaeTCs TOT pelyIMB, KOTODBIV BO3HMKAeT 4yepes
nonrofga u 6Gosee OT OKOHYaHMS TMOAAEPKMBAKONIEH Tepamuu. PeluaMBOM TaKkKe SIBJISETCS U
BHEKOCTHOMO3IOBO€ TOpaskeHMe (HeliposeiikeMusi, IOPaKeHye SIMYeK, yBeludeHye cele3eHKN U
T. I.) OaXe IpPU OTCYTCTBMM M3MEHEHUI B KPOBM M KOCTHOM MO3re. BHEKOCTHOMO3TOBBIE
penuaMBbl  (OCOOEHHO TIOpakeHMe IIeHTPaJbHOM HEepPBHON CHUCTEMbI) IPU WCIIOIb30BaHUY
COBPEMEHHBIX IMPOTOKOJIOB JIEUEHUSI BCTPEUAIOTCS Tpubim3utenbHo B 4-8 % ciyuaeB. Ecim
KOHCTaTUMPOBAaH M30JMPOBAaHHBI BHEKOCTHOMO3IOBOM DeLUAMB, TO, KpOMe JIOKAJbHONM Tepanuu
(meueHue Heiiponeiikemuu, obIydeHMe/yoaneHue SIMUKa, yoajeHMe JeHKeMMYeckoro oyara B
SMYHUKE U T. [M.), 00g3aTebHO IPOBEIEeHNEe U CUCTEMHOV WHIYKIIVMOHHON Tepamnuu I0
MIPOTOKOJIaM, TPeAYCMOTPEHHBIM JJISI TAKUX PELiMINBOB.

MuHMMaJIbHAsA OCTaTOYHasi OOJIe3Hb, MM MUHMMAJIbHAs pes3uayaibHas O0/e3Hb — 3TO
HeOoJbIlIasl IIOMYJISILIMSI OITyXOJEBBIX KJIETOK, KOTOpas He MOXKeT ObITb 3adMKCUpOBaHA C
TOMOIIIbI0 CBETOBOTO MMKDPOCKOTIA, HO OOHApyXuBaeTcs 6ojiee TOHKUMM METOIAMU
yCCIeoBaHMs, BBIABISIIOIMMY 1 JefikeMuuecKyio KiaeTky Ha 1047 mccmemyembix. OCHOBHBIMMU
MeTomaMM IeTeKLMM MUHMUMATbHOM OCTATOUHON OONe3HM SBJSIOTCS IPOTOYHAS LIMTOMETPUS U
MojMMepasHasi merHasl peakius. MeTofabl CTaHZAPTHOTO IMUTOT€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.

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

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

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
JIETATBbHOCTh, CMEPTb B IEPUOJ, PEMMUCCUU OT JII0OOI MPUUMHBI, CMEDPTh B TEPUOJ, PEIUINBA).



CobbITHEe HA KPUBOI BbDKMBAEMOCTM Trpaduuecky OTOOpakaeTcss CTYMEHbKOI, MAyIIeil BHU3.
[TanyeHTOB, KMBBIX BO BpeMs MPOBEIEHMST aHAIN3a, PACIEHMBAIOT KaK CIy4yail ¥ OTMevaloT Ha
KPUBOI UePTOYKOIA, T. €. IeH3ypUPYIOT. [TalMeHTOB, CyabOa KOTOPBIX HEU3BECTHA, LIEH3YPUPYIOT B
TOT MOMEHT, KOTZa ObUIO M3BECTHO, UYTO OHM SKMBbI. BOJBHBIX, OTKAa3aBIIMXCS OT JIEUEHMS,
LIEH3YPUPYIOT B JeHb 0TKA3a OT Teparuin.

Be3penuauBHasi BbDKMBAeMOCTb. [Ipy OlleHKe 6e3pelyAVBHON BbDKMBAEMOCTM YUMUTHIBAIOT
JIaHHbIE TOJIBKO TE€X IMAIMEHTOB, Y KOTOPbIX ObLIA JOCTUTHYTA TIOMHAs pemuccusi. TOUuKoit oTcuera
CUMTAETCS 1aTa JOCTUKEHMST MOHOM peMuccui. COOBITUSIMU CUMTAIOTCS PELVAUB MU CMEPTh OT
0607 TPUYMHBI (B TEePUOJ, KOHCOIUAALUU VI TONJEPKMBAIOIIEro JIeUeHus, OT peluanBa, B
Tepuosi, PEMUCCUM OT JPYroil MPUUMHBI, HaNpumep, cyuiyzaa). LIeH3ypupylT TOJBKO Tex
MalyeHTOB, KOTOpble GbUIM KMBBI ¥ HAXOAWUIUCh B TOJHON PEMMCCUMM B MOMEHT MPOBENEHMS
aHam3a. BoMbHBIX, CyabOa KOTOPBIX HEM3BECTHA, LIEH3YPUPYIOT B TOT MOMEHT, KOrga ObuUIO
M3BECTHO, UTO OHY XKUBBI B TIONMHOI pemuccun. [1aniMeHToB, y KOTOPHIX ObljIa JOCTUTHYTA MOJIHAS
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 IIOKa3aTesb 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 pemMuccumn dyepes aBa Mecsaia OT HaydaJjlad JIeUeHUsd, CMEPTb B IIepuo
pemuccum ot OCJIOKHEHU XUMHOTepaInmm min Apyrux InpmudmH, a TakKKe peumnanB 3ab0j1eBaHMs.
HeHBprpy}OT TOJIbKO IIalIME€HTOB, Y KOTOPbIX 6bL1a OOCTUTHYTa IIO/JIHad peMUCCHUs B TeUeHMe
TePBbIX ABYX KYypCOB XMMMOTEPAII, 1 OHM OCTAIOTCA XMBBIMI, COXpaHs ITOJIHYIO peMMCCHIO, Ha
MOMEHT IMpoBeaeHMs aHa/in3a.

WHAyROUsT — 3TO Tepuof HAYaJbHOTO JIeUeHUS, I1eJIbl0 KOTOPOTO SIBJSIETCSI MaKCUMMAaIbHO
OBICTPOE U CYIIECTBEHHOE COKpAIlleHMe OITyXOJIEBOM MAacChl M AOCTVDKEHME TIONHON PEeMMCCUN,
Ha3bIBAETCSI TMEPUOJOM WMHAYKIUU (0ObIYHO 1-2 Kypca). iIMeHHO B 3TOT mepuon Ha GoHe
MPUMEHEHUsI IUTOCTATUYECKUX CPENCTB KOJIMUECTBO JIEIKEMUYECKUX KJIETOK B KOCTHOM MO3Te
yMeHblI1aeTcs: npumepHo B 100 pas, T. e. B MOMEHT KOHCTATalUy TOJTHO PEMMUCCUM B KOCTHOM
MO3re MOP(OIOrMYecKy OIIpeessieTcs 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 BepKkuTTa — 3TO BhicOKOArpeccuBHoe umbornponndepaTuBHoe 3a6oieBaHme
13 MMMYHOJIOTMYECK! 3penbiX B-K/IeTOK ¢ MpeMMyIIeCTBeHHO 3KCTPaHOLATIbHOM JIOKalu3aleii.
KnuHuuecky BBIAENSIOT 3 BapuaHTa JMMGOMBI BepKuTTa: SHAEMUYECKUIA, CIIOpPagNdecKuii u
BNY-accouumpoBaHHbIN.

dupeMmmueckuii BapuaHT JMmdombl BepkuTtTa — 3T0 BapuaHT AMM@omMbl BepkuTTa XapakrepeH
ISl TEMHOKOXKMX JIeTeli-a60pUTeHOB 9KBATOPUATbHOI AGPUKY 1 MUTpaHTOB 13 Abpuku B HoByio
I'BuHE. B KIMHMYECKOI KapTMHE YacTo HAOMIOAAeTCs ITopakeHye JIUIEBOTO CKeJleTa: BepXHeil 1



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

Cropagnueckuii BapmaHT Jumbomsr Bepkurra - 310 TMrmmuHas gumdoma 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. KpaTkas uHpopmanus

1.1. OnpepeneHue 3a60/1€BaHMSI WU COCTOSTHMS (TPYIIITbI 3a00/IeBaHUI
VIV COCTOSTHUIA)

Octpbie muMbob6IacTHbIE JIeiK03bI (manee — OJIJT)/ocTpbie muMbobracTHbie auMboMbl (JIBJT) — aTo
reTeporeHHasl TIpyIa 3/J0KAYECTBEHHbIX KJIOHAAbHBIX 3a060N€BaHUI  CUCTEMbI  KPOBH,
MIPOUCXOASIIMAX U3 KJIETOK-TPEIIeCTBEHHUI] TeMOIl033a TPEMMYIIeCTBEHHO JMMObONIHOM
HampaB/JeHHOCTU IUQPGEPeHIUPOBKY ¥ XapaKTepU3yII[Mecs 4Yalle BCero MCXOAHBIM
MOpakeHMeM KOCTHOTO Mosra (manee — KM), BbITeCHEHMEM HOPMAJIbHOTO KPOBETBOPEHMS U
BOBJIEUEHVEM B IIPOLIECC PA3JMYHBIX OPraHOB M CUCTEM OpraHu3Ma (LIeHTpajgbHas HepBHAas
cucrema (mamee - IIHC), smukm, aumdarmndeckass TKaHb 000 JIOKAIM3ALMM), & Takke
BO3MOYKHOCTBIO MCXOIHOTO MOPakeHMsI OpraHoB IMMdaTHIecKoil Tkauu 6e3 BosiedeHus KM [1-
5].

1.2. dTMonorus u naToreHes 3a60jIeBaHMsI VI COCTOSTHUS (TPYIIIIBI
3a00J/IeBAaHUI UJIV COCTOSIHUIT)

DTHONOTMSI TOYHO He YCTaHOBJIEHA. DTUOJIOTUSI M TATOreHe3 OOGBSICHSIOTCS OOILIeNPUHSITONM
KJIOHOBOJI Teopueii: Bce jieiikeMuyeckue KJIETKU SIBJISIFOTCS MOTOMKaMM OJHOV pOJOHavabHOM
KJIeTKM, KOTOpas mpekpaTuia cBoio nuddepeHIMPOBKY Ha OTHOM U3 PAaHHMX CTaJuii CO3peBaHMsI.
V3-3a HeKOHTponupyeMoi mponudepanuy OIMyXOJMeBbIX KIETOK YTrHeTaeTCs HOpMajabHOe
KpPOBETBOpEHMe, 00pasyloTcs MeTacTasbl (JIefikeMudeckKrue WHOUIbBTPAThl) BHE OPraHOB
KpoBeTBOpeHus [1-5].

1.3. dnuaeMmonorus 3a00/1eBaHNUSI WM COCTOSIHUS (TPYIIIbI 3a00/1€BaHMI
VIV COCTOSTHUIN)

OJIJT MOXXeT BCTpeYaThCs y JIMIL JII0OOTO BO3pacTa, HauMHas C MIIAJIEHUeCKOTO BO3pacTta M
3aKaHUMBAsl TMOXWIBIM, OFHAKO MAaKCUMMasbHble 3HAaueHUs 3a00/1eBaeMOCTM TPUXOASITCS Ha
nerckuii Bospact (60 % nauyentos OJIJI monoxe 20 ner) [1,2,6].

OJIJT siByisieTCsl camMoli pacrpoCTpaHeHHOl OMyX0Jbl0 KPOBETBOPHON TKaHU Y JeTeli, cocTaBisisa 30
% BCeX 3JI0KAaUeCTBEHHBIX OITyXOJIeil MEeTCKOTO Bo3pacTa. Y MalueHTOB Mojoxke 15 et OJII
IVaTHOCTUPYETCS B 75 % CTyyaeB BCEX OCTPBIX JIeitko30B (manee — OJI). ITuk 3ab6oneBaemocty OJIJT
MIPUXOOUTCS HAa BO3PpacT 3—4 rosa, 3aTeM 4acToTa ero CHUXKAeTCs, M BTOPOI MO beM, XOTS He CTOJb
CyILLeCTBeHHbII, oTMevaeTcsl B Bo3pacte 50-60 net [1-5,7].

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

3a6oneBaemocts OJIJI y ManyeHTOB IOXMIOIO BO3pacTa HEYKJIOHHO Bo3pactaeT. ComiacHO
JIAaHHBIM permcTpos, exxerogHas yacrora OJIUT ysennunaercs ¢ 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 cocTaBsieT
y meteit MeHee 5 % Bcex ciTyuaeB, ero 4acToTa Bo3pacraer 1o 40 % y B3powIbiX B Bo3pacrte 40 jeT, a
3areM Ha 10 % B TedeHMe KaK[Oro IOUIeAYIOLero fecsaTuiIeTus xusum [9] .

Jinmdomoit Bepkutra (manee — JIB) 60/1€I0T MpeUMyIeCTBEHHO My>KunHbI. Y meteii JIb cocTasisier
okosio 30-50 % Bcex mumdom. COOTHOIIeHMe MaTbUMKH : IEBOUKY — 3—4 : 1, cpemHMit BO3pacT — 8
yeT. Y B3powibiX JIB BCTpedaeTcss 3HAUUTENIBHO peke — B 2 % cryuaeB BcexX juMdom. Bomeior
MIPEeMMYILEeCTBEHHO MOJIO[Ible MYKUYMHBI, COOTHOLLIEHME MY)XUMHBI : XEHUIMHBI — 3 : 1, cpemHuii
Bo3pact — 25-30 net [1,2,10] .



1.4. OcoGeHHOCTH KOOMPOBaHMS 3a00/I€BaHMSsI VIV COCTOSTHUS (TPYIIIbI
3a00/IeBaHUI1 MJIU COCTOSIHUIT) 110 MeXXAYHAPOJHOM CTATUCTUUECKOM
KiIaccuduranyuy 60Jie3Hei 1 mpoo/ieM, CBI3aHHBIX CO 3J0POBbeM

JIumdongHsiii ieitko3 (C91):

¢ (C91.0 Octporiit mnmMdOOIACTHBIN JIETKO3

e (C91.5 T-KJIETOYHBII JIEITKO3 B3POCIIbIX

e (C91.7 [Ipyroii yTOUHEHHBI TMMQOVIHBIN JIeITKO3

e (C91.8 3pesnblit B-kieTouHbI eliko3 Tumna bepkurra
e (C91.9 JlumdouHbIi TeiiK03 HEYTOUHEHHBII

e (83.5 JlumdpobnactHas (auddysHas) mumboma

e (C83.7 Omyxonb Bepkutra

1.5. Kimaccudukanysa 3a601eBaHUS VI COCTOSTHUS (TPYIIIbI 3a00/1€e BaHMIT
WIV COCTOSTHUIN)

B xknaccubmrauyy BcemupHOlt opraHmsanuu  3apaBooxpaHeHus (mamee — BO3)  OJII
paccMaTpuBalOTCS B paszesie onmyxoseit u3 mpeniecTseHHUKOB T- 1 B-nmumMdbonuTtos [3]:

e mumdobaacTHbIl  Jeiiko3/muMmboma w3  B-mpenmniectBeHHUKOB  (cuHOHUMM: OJIJI  wu3
MpealecTBeHHUMKOB B-KieTok);

e mumdobaacTHbIii  Jseiiko3/mumMboma u3  T-mipemirecTBeHHUKOB  (cuHOHMM: OJIJT  wu3
MpeaecTBeHHUMKOB T-K/IeTOK).

B03MOXHO paBHOIIEHHOE MCIIOb30BaHME OMMCAHHBIX OIMpeeneHnii, U aBTOPbI Kiaccupuranmm
JIUIIB TTOJIATaloT, YTo Tipu 25 % u 6osee 6rmacTHBIX KiIeToK B KM 1enecoo6pa3Ho rosoputs 06 OJ1, a
npu meHee 25 % - 06 JIBJI. Ho yamie BCero 3Tu TE€PMUHOJIOTUYECKME CIOKHOCTU HE VIMEIOT
MPaKTUYECKOTO 3HAUEHMS, TOCKOJIbKY MX Teparus OIMHAKOBA.

B-nmum@o61acTHBI JTeiiko3/mmmdoma

e B-nmumdobnacTHelil Jeiikos/mumboma, 6e3 crmeumduyeckux xapakrepuctuk (NOS - not
otherwise specified).
e B-ammb0o06IaCcTHBINM JI1eiiK03/MMM(pOMa C IIOBTOPSIIOIIMMICSI XPOMOCOMHBIMM aHOMAJIVSIMIM :

o B-nmumdbobnactHbiii neiiko3/mumdoma c t(9:22) (q34;q11.2); BCR/ABL;

o B-nmumdobnactHbliii neiiko3/mumdoma c t(v;11q23); MLL rearranged;

o B-mumdobnactHbiii neiiko3/mumdoma c t(12;21) (p13;q22); TEL/AMLI(ETV6-RUNX1);
o B-nmumdo6aacTHbI J1eiiko3/ammboMa ¢ rUIepauIIonInen;

[e]

B-numdbobnacTHbIi neiikos/mumdoMa ¢ ruroguIionaueit (runoguruionaHsiii OJIT);
B-numdbobnactHbiii neiikos/mumdoma c t(5;14)(q31;q32)(IL3-IGH);

B-nmumdobnmacTHbIil neiiko3/mmdoma c t(1;19)(q23;p13.3); E2A-PBX1;TCF3/PBX1);
B-nmuMdo6macTHbIN Teiiko3/muMdoma ¢ MHTPaXpoMOCOMHOI aMmrumnukanyeii 21(1AMP21)

o o

o

o B-mumMdo6nacTHeI seiiko3/mumdomMa ¢ TpaHCIOKAIMeli, BOBJIEKAIOIIE TUPO3MHKNHA3EI
uau TUTOKMHOBBIN penienitop (BCR-ABLI1-like ALL).

T-num@do6IaCTHBIN JIeiKo3/auMmdoma

¢ JIuMdoO6IaCTHBIN JIeIKO3 U3 paHHUX T-KJIETOYHBIX MTPEIIeCTBEHHUKOB;
¢ NK-keTouHbIi 1MMdO6IaCTHBIN JIeliKo3/MuMdoma.

CornacHo kinaccudukanyy BO3 2017 r. [3], JIBJI ¢ nopaskenuem KM u 6e3 Hero o6beJUMHSIOTCS B
eVHYIO I'PYIITY «IMMQO6IacTHbIe 1eiiKo3bl/MMM(OMBI U3 NpelIecTBeHHUKOB B- min T-KIeTok».
HecmoTpst Ha IMPOKO pacIpoOCTPaHEHHYIO TOUKY 3peHus 0 ToM, uTo OJIJI 1 JIBJI xapakTepusyoTcs
Pa3IMYHBIMM KIMHWYECKMMM TMPOSIBIEHMSIMM OLHOTO M TOTO Xe 3aboieBaHysi, B IIpoliecce
BBITIOJIHEHHOTO aHa/M3a JKCIIPecCcuyu TeHOB [5] 6bUIO MMOKa3aHO 4yeTKoe pasfeneHue Mexny T-
knetouHoi OJII u T-knerouHoii JIBJI BBUOY pasanumsi SKCIPECCUM OTHENbHBbIX TeHOB. Psn 3Tux
pasnuuMii MOXeT ObITh OOYC/IOBJIEH CrieUM(MUUHBIMY MeXaHM3MaMM, UMEKIIVMY OTHOIIEHME K
CTPOMAaJbHBIM KJIeTKaM. B TO ke BpeMsl MMEIOTCSl JOKa3aTelbCTBa B MOIb3y TOrO, YTO Ba>KHbIE
CUTHaJIbHbIE TIyTHU, Peryaupymooinyue pocT kiaeTok npu T-kimetouHbix OJIJI u T-kinetouHbix JIBJI,



MOTYT OBbITb Pa3JIMUHBI, YTO YACTUYHO OOBSICHSET pasinuye KIMHUYECKUX IMPOSIBIEHUII 000X
3aboneBaHui [5].

1.6. KnmHM4eckasi KapTHa 3a00/IeBaHMS VIJIV COCTOSTHUS (TPYIIIIBI
3a00/IeBaHUI1 MJIV COCTOSTHUIA)

IIUTebHOCTb aHAMHe3a 3a00j1eBaHMsI OT MOMEHTA ITOSIBJIEHMS TI€PBhIX KIMHMYECKUX IPU3HAKOB
Io Mopdonornyeckoit BepuduKauuy IuarHo3a COCTaBIISIeT OT HECKOIbKIUX Hellesb 0 HECKOMbKUX
MecsiieB. KnumHuyeckass KapTuHa OIpeNeNseTcs CTeleHbio HapymeHus QyHkuuit KM B Bume
aHeMMM, reMOppParnvyeckoro CMHAPOMA M pasBUTHEM MHQEKIMIA pasanMyHOi CTeIeHM TSKeCTH;
HaJIM4YMeM OITyX0JIeBOi MacChl B BU/Ie OpraHOMEerajni, GOIbIIOTO KOJIMUECTBA OITyX0JIEBBIX KIE€TOK
B mepudepnueckoii KpoBu, MMMGOoaaeHONaTU ¥ MacC B CPeOCTEHNN; B HEKOTOPDIX CIyYasix C
pa3BuTIEM 60JIEBOTO CHMH/IPOMA, CBSI3aHHOTO C ITOpaskeHMeM KOCTeN, C TIOSIBJIeHMeM KIMHUYECKUX
ripu3HakoB nopaskenms THC u ¢ mopaxkennem xoxu [1,2,4,5,11,12].

Knuunueckue nposiBiienust y nauyueHToB ¢ OJIJT oueHb HecrelMUUHbBI U CBSI3aHbI C Pa3BUTHEM
TeX MJIY UHBIX CMMITTOMOB, 00YC/IOBJIEHHBIX BbITECHEHMEM OITyXOJIEBbIMM KJIETKAMY HOPMaJIbHOTO
KpoBeTBopeHusi. OCHOBHbIE CUMIITOMBI 3a60/ieBaHMUSI — C1a0OCTh, JUMXOpPagKa, He CBSI3aHHAs C
uHbEKIMen, 0CCaNTuy U apTPaIrun, reMopparndeckmii cuHapoM. MHGEKIMOHHbIE OCTOKHEHMS
BCTPEUAIOTCS HEYACTO, M B OCHOBHOM B TeX CIy4asx, KOT[a YMCI0 HENTPOMWIOB He MPEBHIIIAeT
0,2 x 10%n. V 1 % maumeHTOB OTMeYalOTCs TOMOBHbIE 6011, TOIIHOTA, PBOTA, Yallle BCEro Ipu
Boseuenuy LIHC [13].

JIBJI yalie BcTpevaeTcs y My>KunH (61-75 %). V 6obinnHcTBa (58—95 %) maleHTOB Ha MOMEHT
IIOCTAaHOBKM myarsosa 3sabonesanme mmeetr III-IV craguio. V 3HaAUMTENbHOM OOMM IIALIMEHTOB
OTpenesIIOTCS JIMX0paaKa, HOUHAsl MOTAMBOCTb M CHMDKeHMe macchl Tena (16-48 %), a Takke
TOBBIIIEHMEe aKTUMBHOCTY JaKTaTaeruaporeHassl (manee — JIII) (48-84 %). YacToTa mepBUYHOIO
nopaxxenusi ITHC ananormuHa pmanHomy mnokasarento npu OJUI (0-10 %). Ilaumentsr c¢ T-
KiIeTouHoit JIBJI uMeroT 60jiee MOJIOHOJ BO3PACT 10 CPAaBHEHMIO C Mal[MeHTaMy C B-KieTouHOit
JIBJI [14], 6oree BBICOKYIO YacTOTy ToOpaxkeHuUs auM@oy3noB cpenocrenus u KM, a takke IV
cTaauio 3a607eBaHMsl, B TO BpeMsl Kak 3KCTPaHOAAJIbHOE MMOpakeHMe BCTpevaeTcs vaiie rmpu B-
xietounbix JIBJI [15]. B mporuBononoxkuocts OJIJI ripu JIBJI mapameTpsl repudepuueckoit KpoBu,
B YaCTHOCTY KOHIIEHTpPAI[Ms reMOIJIO0MHA U KOJTMYECTBO TPOMOOLIMTOB B 1[€JI0M, TIPUOIMKAIOTCS K
HOPMAajIbHbIM 3HAUYEeHMSIM, UTO CBUIETEIbCTBYET O IIOTEHI[MaJbHO 6oJiee BBICOKOM KOCTHO-
MO3TOBOM pe3epBe U JIyullieli TepeHOCUMOCTU XumMuoTepanuu (ganee — XT).



2. lnarHoCTMUKa

Mnozue pexkomeHO08aHHble MemoOdbl OUAZHOCMUKU 3a00N€8aHUSL U CBA3AHHBIX C HUM COCMOSIHUL
umerom 0zpaHuueHHylo OokasamenvHyw 0643y (8 coomeemcmeuu ¢ WKAIAMU OYeHKU YPOBHS
IOCTOBEPHOCTY ITOKa3aTeNbCTB (danee — Y/I/I) u ypoeHs ybedumesibHOCU peKomeHOauyull (Oanee —
YVYP)) no npuuune omcymcmeus nocesujeHHolx um KW. Hes3upas Ha 3mo, OHU S6JS10MCcs
Heobx00uMbIMU 37ieMeHmamu 00cn1edosaHust nayueHma Ons yCmawosjeHus OuazHo3a u 8ul6opa
makmuku aeveHus, maxk Kax 0oJiee 3(pekmusHvie U d0KA3AHHbIE MemoOdbl 8 HACMOsAUWee 8peMsl He
paspabomaroi.

2.1. )Kanoo6sl 1 aHaMHe3

¢ PeKOMEHAYIOTCA BCeM IIAlMEeHTaM IalMeHTaM IIpM I[OCTAHOBKE IMarHo3a, eXKeJHEeBHO B
rpotliecce JieueHus THATebHbI c60p aHaMHe3a 1 kaso6 3a601eBaHNs C YTOUHEHMEM Teparni,
KOTOpasi TMpOBOAMIACh B CBSI3M C [JaHHBIM 3abo/eBaHMEM ¥ paHee I10 IOBOAY [PYIUX
3a00j1eBaHMIf, a TaKKe MOAPOOHOe OIycaHMe Kajaob IMalMeHToB AJis BepuduKauum Auardosa
[1,2,4,5].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (ypoBeHb JOCTOBEPHOCTHU OKA3aTEIbCTB —

5).

2.2. PusukajJIbHOe 00Cc/IesoBaHMe

¢ PekOMeHAYIOTCSA BCeM IallMeHTaM IIpM IIOCTAHOBKE [OMarHosa, €XeJHEBHO B IIpoIlecce
JleueHus1 pu (GU3UKATHHOM OCMOTpPe M3MepeHMe pPoCTa M MacChl Tejia, TeMIepaTypbl Tesa;
OIIeHKAa COCTOSIHMSI KOXKHBIX IOKPOBOB, KOCTHO-CYCTAaBHOJ CUCTEMbI; BbISBJIEHNE ITPU3HAKOB
reMopparu4yeckoro CMHApPOMA; Hajauule reraTociyieHoMeraanu, 1MMdoaaeHonaTun; Haaudme
MPU3HAKOB AUChYHKUMM CepAla, JIeTKUX, I[eueHU, OPTraHOB SHIOKPUHHON CUCTeMBbI s
Bepudukanyum quarsosa [1,2,4,5].

VpoBeHsb yoenuTenbHOCTU pekoMeHzanuii — C (ypoBeHb JOCTOBEPHOCTHU [OKA3aTEIbCTB —

5).

KommeHTapum: npu @QusuxansHom 00C1e008aHUU MO2ZYym OOHAPYHUBAMbCS PA3IUUHOL cmeneHu
8blpaxceHHOCmu 0671e0HOCMb KOMCHBIX NOKPOB08, NemexuaibHble 8bICbINAHUSL, CUHSKU, KPOBOMOUUBOCMb
deceH, noewluleHue memnepamyps. mend, aumpoadeHonamus, 6 MoOM Hucie yeenauueHue HeOHbIX
MUHOANUH, CNJleHOMezanusl, 2enamomezanusl, yeenuueHue pasmepos nouek, 60JIe3HEHHOCMb npu
nokonauuearuu kocmeti. Bosneuenue koxcu npu OJIUI 6bieaem pedxo, u ecau duazHocmupyemcs, mo
accoyuupyemcs ¢ npe-B-ummyHopenomunom [12].

¢ PexomeHAyeTcsi BceM IMalyeHTaM OLEHUTb COMAaTMUeCKuii CTaTyC IO LIKaje BoOCTOUHOII
KOOIepaTMBHONM OHKosiorMueckol rpynnbl (masiee — ECOG) ¢ 1uenblo onpeneneHus
Heo6X0AMMOTO0 06beMa U SKCTPEHHOCTY MeIUIIMHCKO oMoty (mpwiokeHue I'l) [16,17].

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

2.3. JlabopaTOopHbIe TUATHOCTUUYECKME UCCIeIOBAHUS

¢ PekomeHayeTcs1 BceM IMalyieHTaM IIPY ITOCTAHOBKe I1arHO3a Jj1s1 BepuduKanyuy A1arHosa, Bo
BpeMsI JleueHUs ISl OLeHKM OUHAMUKKM Ha (GoHe Tepamuu 2-3 pa3a B HeJEeNI0 BbITIOTHEHNUeE
00611€ero (KIMHUYECKOTO0) aHam3a KpoBu (maee — OAK) ¢ momcyeToM JIeKOIUTapHOM (hOPMYJIbI
U ompeeieHreM uucia TpombonuTos [1,2,4,5].

VpoBeHb y6equTeIbHOCTU pekoMeHganmii — C (YypOBeHb JOCTOBEPHOCTM AOKa3aTelbCTB —
5).



KommenTapumu: npu duazxocmuke OJUI y uacmu nayueHmos noxasamesu Kposu mozym Oblmb
HopmansHeimu. Jucno netikoyumos moxcem eapsuposams om 0,5 x 10%/n do 700 x 10°/n; yeenuueHue
yucaa setikoyumos evtuie 10,0 x 10°/n ommeuaemcs y 60 % nayuenmos, gviuie 100,0 x 10%/n - y 10 %;
mpom6oyumonenus meree 50,0 x 10°/n onpedensiemcs y 60 % nayuenmo.

¢ PekomeHayeTcs BceM IaliieHTaM IIpM IIOCTAHOBKE OMarHosa [jisi ompeneleHus obbema
OITyXOJIEBOTO TIOPasKEHMSI, BEPOSITHOCTY PasBUTUS CUMHAPOMA JIM3MCA OMYXOJM, a TaKKe BCEM
MaleHTaM BO BpeMs JIeueHMs 2 pas3a B HeIesi0 C Ielbl0 OMHAMMUKM M3MEeHeHUii Ha (oHe
TepaluMyu U BbIIBJIEHUS OCJIOKHEHMI BBIIOJHUTb AaHaAM3 KPOBM  OMOXMMMUUECKUIT
oblIeTepaneBTMUECKUii  (00mMii 6GeloK, OenKoBble (pakuyuu, MOUYEBMHA, KpeaTUHMUH,
6wInpyouH, acmapraraMmmMHoTpaHdepasa (manee — ACT), amaHMHaMMHOTpaHcdepasa (manee —
AJIT), JIOT, MarHuii, HATpWMii, Kaauit, KanbLuii, roko3sa) [1,2,4,5,18,19].

VpOBEHI: YGe,[lMTEJIbHOCTM DEKOMEHJIHIJ,Mﬁ -C (ypOBeHb AOCTOBEPHOCTHU AO0Ka3aTeJbCTB —

5).

¢ PekoMeHAyeTcsI BceM IalyieHTaM IIPY IIOCTAHOBKe IMarHo3a sl OIpeleneHys] BePOSTHOCTYI
pasBUTMSI TSDKENBIX KOATyISIMOHHBIX ~HapylleHM)i, KaK TreMOpparuueckux, TakK #
TPOMOOTMYECKKX, a TaK)Ke BCeM IalMeHTaM BO BpeMsl jeueHus 2 pa3a B HeZesio, OCOOeHHO B
repyuop, BBeIeHMs] acmaparuHasbl™®, ¢ IeJbl0 BbISIBIEHMSI OCIOKHeHM) Ha (oHe Tepanuu
BBINIOJIHUTb MCC/Ie0OBaHMe CBepThIBAIOLIEel CUCTEeMbl KPOBM (aKTMBMPOBAHHOE YaCTUUHOE
TpoM6OIUTaCTMHOBOE BpeMsi (masee — AUTB), mpoTpOMOMHOBBIN WHAEKC 1O KBUKY,
TPOMOMHOBOE BpeMsi, GUOPMHOTEH) [T  ONpemeneHus] BEPOSITHOCTU Pa3BUTHUST TSKEbIX
KOATy/ISIVOHHBIX HApPYIIEeHN, KaK TeMOpPparnyeckmx, Tak M TpoMooTaeckux [20-23].

VpoBeHsb yoenuTenbHOCTU pekoMeHAanuii — C (YPOBeHb JOCTOBEPHOCTU OKA3aTeIbCTB —
4).

¢ PekoMeHAyeTCSI BCEM TMAallMeHTaM BBIIOJHUTL MCCIeJOBaHMEe OOIIero (KIMHUYECKOTO)
aHaM3a MOYM C IeJIbI0 MCKITIOUeHMSI OpaskeHusI 1movexk [1,2,4,5,24].

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

e PekomeHayeTcs1 BCeM IaljMeHTaM oIlpefeneHue aHTuten kiacco M, G (IgM, IgG) k Bupycy
uMMyHozpeduiuta yesoBeka BMY-1/2 (Human immunodeficiency virus HIV 1/2) B KpoBu;
orpenesieHne aHTUTeN K GyieqHoi TpernoHeMe (Treponema pallidum) B KpoBM J/Is1 UCKITIOUEHMST
COIYTCTBYIOLI eV naTonoruu [1,2].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YypoBeHb JOCTOBEPHOCTU [OKA3aTEIbCTB —

5).

e PekomeHayeTcsi BceM TManyeHTaM MOJIEKYJISIPHO-OMOIOTMYEeCKOe MCCIeoOBaHKe KpPOBM Ha
BupycHbiit rermatut B (Hepatitis B virus) u BupycHseiit rematut C (Hepatitis C virus) mas
MCKITIOUEHMSI COITyTCTBYIOLIE maTonoruu [25,26].

VpoBeHb y6eauTeIbHOCTY pekoMeHzanuii — C (YpOBeHb JOCTOBEPHOCTM JOKA3aTeIbCTB —
4).

e PekoMeHAyeTCsl BceM MalyieHTaM MCCIeJoBaHMe MMKPOOMOIleHO3a KMUIIeUYHMKA (Maska W3
MPSIMOJ KMIIKM) C IIeJbI0 BbISIBJIEHMS] KOJIOHM3aLUMM HECTEePWJIbHBIX JIOKYCOB IaTOTEHHOI
nopoii [27].

VpoBeHb yOenuTeTbHOCTH PeKOMeHanuii — B (ypoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —
3).

e PekomeHayeTcCs BCeM IallMeHTaM OIpeJe/ieHre OCHOBHBIX Ipym KpoBu (ABO); onpenenenne
antureHa D cucrtembl Pe3yc (pe3yc-dakrop); orpezeneHne MOATPYIIbI M JPYTUX TPYIIT KPOBU
MeHblIero sHaueHus A-1, A-2, D, Cc, E, Kell, Duffy c menbio BBIIIOJHEHMSI 3aMeCTUTEIbHOI
Tepanuy KOMIIOHeHTaM¥ KPOBU 110 ITIOKa3aHuAM [28].

VpoBeHb y6eauTeIbHOCTU pekoMeHzanuii — C (YpOBeHb JOCTOBEPHOCTU JOKA3aTelIbCTB —
5).

e PeKOMeHIYIOTCS BCeM IalMeHTaM I[oJyuyeHue LUToJormyeckoro mnpenapara KM myrem
MYHKUNUU (CTepHaJIbHas IyHKLMS) U HUTONIOTMYeCcKoe uccaensoBanue maska KM (muenorpamma)



U3 CTEePHAJIbHOTO MYHKTATa C Iebl0 BepuUKALMM OMArHosa ¥ OIpenesieHus IMPOrHosa
nanyueHTos [1,2,4,5,12].

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

KommenTapum: duazHo3 OJI ycmanasnusarwm npu obHapyxenuu 6 KM 20 % u 6onee G1acmHbix
kaemox. Odnaxo dns OJUT u3 knemox-npeoulecmeeHHUK08 aumopnoasa u 0as JIBJI uz mex e Kaemox-
npeduiecmeeHHUK08 cywecmayem uxoe ooujenpunsamroe onpedenenue: duazto3 OJUI (B-knemouHozo
unu T-KnemouHo20) ycmaHasnusarm npu ooHapyxceHuu 25 % u 6onee 6aacmuoix kiemok 8 KM. Eciu
npoueHm 6aacmuoix Kaemox 8 KM meHee 25 % unu 6Gnacmmsie kaemku omcymcmeywom 6 KM, HoO
npucymcmeyom 8 UMblX 04dzax NopayceHus (Mum@pamuueckue y3Jvl 000U JOKAAU3AYUU, MUMYC,
Koxca, u m. d.), mo ycmanasauearom duazvo3 T- unu B-JIBJI [1,2,4,5].

e PekomeHayeTcsI BCeM MaljieHTaM BBIIIOJIHUTH IUTOXMMMUYECKOe MccaenoBaHme mpenapata KM
(6nactHbIX KIeToK KM) ¢ 1enbio Bepubukanum auartdosa [29,30].

VpOBeHl) Y6e,l'H/ITeJII:HOCTM peKOMeHI[aI.H/Iﬁ -C (YpOBeHb AOCTOBEPHOCTHU AOKa3aTeJbCTB —
4).

KommeHTapum: npu yumoxumMuieckom ucciedogaruu aumgoudHrsie 6aacmel uacmo codepycam PAS-
NOJI0HUMENbHbLE 2DAHYbL, OHU He2aMUBHbL 8 PeaKyuu Ha MUueionepokcudasy u Ha opyaue mMueiouoHsle
yumoxumuueckue peakyuu. Hepedko npu 6sln0JIHEHUU YUMOXUMUUECK020 UCCed08aHusl O1dcmHble
Kaemku onpedensiom Kax HedupdepeHyupyemole, N0IMOMy Kouedsim memodom duazHocmuxu OJUT
ses.emcst uMMyHoeHomunuposarue. Hanpumep, T-knemouHtsle 61acmHsle /1eMeHmsl uauje 0v8arom
PAS-HezamueHbl, 6 Hux @visensiiomcs Kucaas ¢ocpamasa, Hecneyuguueckas scmepasa 6 gopme
KPYNHbIX 00UHOUHBIX 2paHysl 8 Yumonaazme, 8 omauuue om aumgobracmos B-nunuu, zde npodykm
peakyuu pacnonazaemcs 6 gude meaxux zpany [1,2].

¢ PekoMeHAyeTCS  BBINIOJHUTb  IaTOJIOTOAHATOMMUYECKOE  MCCIeOBaHMe  OMOICUITHOTO
(omepalnMOHHOr0) MaTepuaja ouara ropaxkeHus (OMyxXoJeBOro o6pa3oBaHMsl), B TOM YUCIe C
MpUYMeHEeHeM UMMYHOTUCTOXMMUUECKUX METO/IOB, Y MalyeHToB 6e3 rmopaxkenus: KM c 1e/bio
TOUHOI Bepudmkaimu nuartosa [31].

VpoBeHsb y6enuTenbHOCTU pekoMeHAanuii — C (YpoBeHb JOCTOBEPHOCTU [IOKA3aTENIbCTB —

5).

e PekomeHayeTCsI y BCex MalMEHTOB ¢ mojmo3peHueM Ha JIBJI BbIMOJHSITH IATOJIOTO-
aHATOMMYECKOe MCC/IeqoBaHMe OMOIICUITHOTO (OIEepalyOHHOr0) MaTepuaia JuMdoysia Uin
IPYroro ouara IOaKeHUs C TPUMEHEHMEM MWMMYHOTMCTOXMMUWYECKUMX MEeTOIOB C IIebl0
oneHKu cyo6TumnoB JIBJI, a TakXke COXpaHATb OMOICUITHBI MaTepuas Jis TMOCIeIYINIero
BBITTOJIHEHNST MOJIEKY/ISIPHO-TEHETUUECKUX MCCIeIOBaHMI, UTO MO3BOJNIUT pa3paboTaTh HOBbIE
TapreTHble cTpaTeruu Tepanuu [15].

VpoBeHs yoenuTenbHOCTU pekoMeHZanuii — C (YpoBeHb JOCTOBEPHOCTU HOKAa3aTeIbCTB —

5).

KomMmeHTapum: ummyHopeHomunuueckue xapakmepucmuxku npubnausumenvio 80 % JIBJI
xapakmepus3syiomcs sxkcnpeccueti T-knemouHoix mapkepos, 8 omauuue om OJII, npu komopom >70 %
omHocsimcss K B-knemounsim. Cpedu 8cex JIBJI  domuHupyem — T-knemoumslii — cyomun.
HmmyHoeHomunuueckue Xapakmepucmuku o0nyxonessix kiaemox npu T-JIB/I no3umusHsl no
cnedyrowum mapxkepam: TdT, CD7 u yumonnasmamuueckas CD3; sapuabenvHsl CD1a, CD2, CD4, CD5,
CD8; moxem Obimb Koakcnpeccus CD4 u CD8, CDI10 +/—; pedxko onpedensiemcs KOIKChpeccus
muenomapxepos CD13; 33; 117. B mpemu T-JIBJI evisi6neHbl mpaHciaokayuu ¢ yuacmuem 2eHos T-
KJIeMOoYHbIX peyenmopos (o, S, y, 6) U pasniuuHslx napmHepckux 2eHos, exaouas MYC, TAL1, HOX11 u

op.

HmmyHoeHomunuueckue xapakmepucmuku onyxonegolx kiaemok npu B-JIBJI no3umueHs: no TdT
(adepHas oxkpacka), HLA-DR, CD19 u uumonnasmamuueckoti (cyt)CD79a; CD20 u CD22 sapuabe/ibHbl.
HHozda e yumonnazme onpedensiomcs Jiezkue uyenu UMMYHO2l06ynuHa (cyt-p). ITosepxHocmHble
UMMYHO02NI00YIUHDL Yawe omcymcmeyrm, 00HaKo ux oOHapyxieHue He uckawuaem ouazHoza B-JIBJI;
CD45 moxcem Ovimb HezamugeH. MonekynspHO-2eHemuueckue 0C0OeHHOCMU 0XapaKmepu3o8aHol
Mano, He UMelm NpoZHOCMUUECK020 3HAUEHUSL.



e PekomeHAayeTcsI BCeM MalMieHTAM BBIMOIHUTh UMMYHOGEHOTUTMPOBAHME TEMOIMOITUYECKIX
KJIeToK-npexamecTseHHuI] B KM c 1iebio Bepudukanum quarHosa [32,33].

VpoBeHb y6enuTenbHOCTU peKoMeHganmii — C (YypoOBeHb JOCTOBEPHOCTM JOKa3aTeIbCTB —
4).

KoMMeHTapum: uMMYyHO(pEeHOMUNUPOBAHUE BbINOJIHAIOM C NOMOWBI0 MYJIbINUNAPAMEMPUUECKOL
npomouHoll yumodgnyopumempuu (00614HO KAk MUuHumym 3- unu 4-yeemtoti). Ezo ucnons3yrom ons
Oonee uemkozo onpedeieHuss NPUHAONEHHOCMU OAACMHbBIX KAEMOK K MOt U UHOU JUHUU KJIeMOYHOL
Jdugpeperyuposku nocne ycmauoeJieHust Mopoiozuteckozo duazHosa OJIL
HmmyHogpeHomunuueckas xapakmepucmuka Onacmusix kaemoxk npu OJUI npedcmasneHa 6
npunoxeruu I2. OJUI u3 npeduiecmgeHHuko8 B-numpouyumos (70-80 9% crayuaes) mozym
Kaaccuuyuposamecss Ha uemolpe 2pynnul, 6 3ABUCUMOCMU OM IKCNpeccuu AaHMuzeHo8
Jdugeperyuposxu B-knemoxk, a maxxe yumonaasmamuieckux u n08epxXHOCMHbIX UMMYHO2J100YJIUHO8
(Ig). OJUT u3 npedwecmesenHukos T-rumpoyumos (20-30 % cryuaes) makice mozym dequmscsi Ha 4
2pynnel 8 3a8UCUMOCMU 0M YPOBHsl 3pejocmu mumoyuma u skcnpeccuu anmuzeHa CDI1a T-OJII,
Mozym 00NnonHUMensHo Kaaccuguyuposamecs 6 3asucumocmu om cybmuna peyenmopa T-Knemox
(TCR). B psade cnyuaes Onacmuple Kaemku umenm O00HOBPEMEHHO JUM@POUOHble U MuUenoudHble
mapkepsl. B nocnedueti knaccugpukayuu BO3 (2017 2.) [3] amu cnyuau onpedensitomcst Kak cMewaHHblil
¢ernomun OJI (MPAL) (B-/muenoudHstii, T-/muenoudHstii). Ipu omcymcmauu 3Kchpeccuu mMapkepos,
cneyuguuHblx 01 AUMGPOUOH020 UIU  MUENOUOHO20 POCMKO8, yCcmawaseaueawm ouazHo3
«HeduppepeHyUpo8amHblLii N€liK03».

Ipubnusumensro 80 % JIBJI xapakmepu3syrmcs skchpeccueti T-Ka1emouHslX Mapkepos 8 omiauuue om
OJUT, npu komopom >70 % omuocamcs K B-knemourvim. IToamomy cpedu ecex JIBJI domuHupyem T-
KJ1emOuHblli cyomun.

HmmyHomopgonozuueckue xapakmepucmuxu onyxonegolx kaemok npu T-JIB/I: no3umueHsl
mepMuHanbHas oOe3okcuHykaeomudunmpaucpepasa (danee — TdT), CD7 u yumonnasmamuueckas
CD3; sapuabensHsi CD 1a, CD2, CD4, CD5, CD8; moxcem 6stmb Koskchpeccuss CD4 u CD8, CD10 +/-;
peodko onpedensemcs Kodxkcnpeccus muenomapxepos CD 13; 33; 117. B mpemu T-JIBJI 6visiéneHsl
mpauciokayuu ¢ yuacmuem 2eHos T-KaemouHslx peyenmopos (a, fS, y, ) U pasiudHslx NApmMHepPCKUx
2eHo8, ekaouas 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. HMHoz0a 6 yumonnaasme onpeoensiomcs Jjezkue uyenu UMMYHO200yauHa (cyt-u).
ITosepxHoCMHBIE UMMYHO02NIO0YAUHBL Uauje 0mcymcmaeyiom, 00HaKo ux oOHApyxXceHue He UCKawudem
Oduazno3a B-JIBJI; CD 45 moxcem 6bimb He2amueeH.

e PekomeHyeTCsI BCeM MalVeHTaM BBIIIOJIHUTh LIUTOr€HEeTUUYeCKOe MCCaefoBaHne (KapuOTUIT)
acrimpaTa KM c 1iesbto ompeiesieHus TPYTIbI prcKa ¥ BepuduKaiym auarsosa [34].

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

KommeHTapum: cmavdapmuoe yumozeHemuueckoe UCCIe008aHuUe s518Ji5emcss  HeoObxX00UMbIM
KOMNOHeHmoM dudazHocmuueckux npouedyp y nayueHma ¢ nodosperuem Ha OJI. [Ina onpedeneHus
Kapuomuna 0ocmogepHsIM CHUMAemcst moJibKo ucciedogaue Kak muHumym 20 memagas. AHomanuu
8 Kapuomune Mozym YCMAHABJIUBAMbCA U HA OCHOBAHUU UCCNed08AHUSl KJIeMOK hepudeputeckoli
Kkpogu. XpomocomHole anvomanuu npu OJUI mozym Obime paszdesieHsl HA KONUUeCMEeHHwle UMU
CMpyKmMypHele, — accoyuupyrowuecss ¢ KOIUUECMBEHHbIMU — AHOMAAUSMU, U0  s6ASHWUeCs
u3onuposanHeiMu. Tunepnioudus npedcmasnsem co6oli npuobpemeHue dONOAHUMETLHBIX XPOMOCOM
makum 06pasom, umo obujee UUCIO0 XPOMOCOM 8 00HOU Kiaemke cmaHosumcs: 6onvuie 46. Ipu OJUI
2mom npoyecc, Kak npedcmasasiemcs, He sieissemcs cryuatinsim. Iunepnioudus o6Hapyxusaemcs 8 5—
15 % cnyuaee OJII y 83pocibix, U ee accoyuayust ¢ 01azonpusimHslM NpozHO30M MeHee 0uesUdHd,
Hexcenu npu OJUI y demeti, kozda zunepnioudHocms 00HApy#cusaemcs: npubAU3UMensHo 8 mpemu
cyuaes. T'unonsoudus (Konuuecmeo xpomocom memsluie 46) o6Hapyxwusaemcs 8 2-8 % cnyuaee OJLUT u
accoyuupyemcst ¢ HeOGNA2ONPUSMHBIM ~ UCX00OM.  BOJIbWUHCMBO — XPOMOCOMHBIX — aHOMANUl,
obHapymusaroujuxcs npu OJUIL, sensiomca cmpykKmypHolMu U 00bIUHO npedcmagasiom coooll
mpancnokayuu. Hoenmuguyuposearno 6onee 30 pasIuuHelX  HECAYUAUHBIX  MPAHCAOKAUULL
Cneyucpuueckue XpomocomHvle nepecmpoliKu s6A0MC  He3asUCUMbIMU  QudzHOCMUYecKuMu U
NpoeHOCMUYEeCKUMU Mapkepamu u cayxam ons eslOopa makmuku mepanuu. IIpu omcymcmeuu



nopaxcerus KM, komopoe 6si8aem y nauueHmos ¢ JIBJI, yumozeHemuueckoe uUccaedosamue 00NMHO
0b1mb 8bINOJIHEHO HA cyOcmpame GUONCUPOBAHHO20 0NYX0J1€6020 00PA306AHUSL.

¢ PexomeHpyeTcs BBITIOIHUTD LUTOTeHEeTNYeCKoe ucciefoBaHue GMOTICUITHOTO
(oTiepaIMOHHOTO) MaTepuasa TKaHeii maM KM c mpuMmeHeHMeM MeToma (GIyopeciieHTHO
rubpunysannm in situ (FISH) mis onpenenenust TpaHcaokanuu t(9;22) (q34;q11) - BCR-ABL u
t(4;11) - MLL-AF4 y Bcex manueHToB ¢ B-winetounsiMu OJUI u OJI cmernaHHOTO (eHOTHUIIA,
0COOEHHO Yy TeX, Y KOTO MeTOJ, CTAH/IapPTHOM [IUTOTEHeTUKM OKa3aJICsl HeMH(GOPMaTUBHBIM, JIJIs
YTOUHEHUS AMarHo3a, IuddepeHInalTbHO TMarHOCTUKY U BbIPAOOTKM TAKTUKY jieueHus [35].

VYpoBeHb yOeAUTETbHOCTH pekoMmeHpanuii — C (YpOBeHb JOCTOBEPHOCTH [IOKa3aTe/lbCTB —
4).

KommenTapum: npeumyuiecneom memoda FISH s815emcst 803MOMCHOCMb UCCe008aMmb 0ecamKu U
COMHU He MOJIbKO O0eNAWUXCs. KJIemoK, HO U mex, umo Haxodsmcs 8 uxmepgase. Ho HeoOxodumo
umems 6 eudy, umo memod FISH no3zeonsem axHanu3uposams moavko me yuacmku Xpomocom, 0Jis
8bIS18JIEHUSL KOMOPBIX UMEHMCS MOJIEKYJISIPHble 30HObl, d He 6eCb XPOMOCOMHbIU HAGOP UeIUKOM.
Memod noseonsiem 0blcMpo, 8 MmeueHue Makcumym 2 oHeti, 8bi18UMb UCKOMblE NONOMKU. [JemeKyus
t(9;22) (q34;q11) — BCR-ABL u t(4;11) - MLL-AF4 80 epems nposedeHus npedgaswsl onpedensem 6cto
danvHeliwylo mepanesmuueckylo makmuky. CmaHdapmHoe yumozeHemuueckoe UCCe008aHuUe
sa8s51emcst eQUHCMBEHHbIM MemoooM, NO3BONAOUUM AHANUUPOBAMDb B8eCb XPOMOCOMHbIL HAOOP
knemku yeaukom. OOHAKO ezo 8blnoJIHeHUe mpebyem 00CcmamouHo OJIUMeNbHO20 8PeMEHU; KPOoMe
moeo, 6 pside ciyuaed KOHCMamupyemcs omcymcmaue O0euuxcs Kiemok (Mumo3o08). B amux cayuasx
1enecoobpasHo BbINONHAMb MCCIeNOBaHME MeTOAOM (UIYOPeCLieHTHOW TMepummusauuu in Ssitu
(manee — FISH-uccnedosaHue) Ha Kawuessle hepecmpotiku 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
ciusHur 2eHa BCR (obnacmu  xnacmepa mouku paspsiéa) Xpomocomsl 22 ¢ 2eHom ABL
(Mupo3uHKkuHassl A6enscoHa) xpomocomol 9. Ilpu cmandapmHoM yumozeHemu4ueckom ucciedo8anuul
2mo npueodum K YKOPOUEHUID XPOMOCOMbl 22, umo Noayqyuno HaszeaHue @unadenspuiickol
XPOMOCOMbL; OAHHOE U3MEHEHUEe MOoXem makxie onpedensmscs npu ¢ayopecyeHmHoti eubpuousayuu
in situ (FISH). [[ononHumenvsHvle XpOMOCOMHble abeppayuu, npedcmaseHHvle 2-ii Ph-xpomocomoli
(+der(22)t(9;22)), aHomanuetli KOpOMK020 nJjaeua Xpomocomsl 9, MoHocomueli 7-Ui XpOMOCOMbl U
mpucomueti 8-ii xpomocomosl 8cmpeuaomcss 8 om 10 do 79 % cnyuaee Ph+ OJUI u senswomcs
(akmopom HezamugHoz0 npozHO3a, 00YCN08/1UBASI YMeHbuleHUe 0e3peyudusHoOll BblHUBAEMOCMU
(Oanee — BPB) u ysenuueHuem uacmomal peyuousos.

OcHogHoli yenvio nepsuuHoli dugdepenyuansHoli duazHocmuxu seasemcs ouggeperyuposarue Ph+
OJUT ¢ numeoudHsim OGIACMHBIM KPU3OM XPOHUUECK020 Muenoelikoda (danee — XMJI), 8 nonw3y
KOmMopozo Mozym ceudemenscmeosams Haauuue 6 avamuese XMJI, 6azopunuu unu 303uHogunuu KM
Aubo eueanmckas cnieHomezanus. OCHOBHbIM JuppepeHyUanbHBIM Kpumepuem A68151eMcs 8bia6eHuUe

mparckpunma p190BRABL ymo 06s1uno nossonsem uckmouums XMJI.

e PekoMeHyeTCs1 BbIIIOJIHUTL MOJIEKY/ISIPHO-TeHeTHUeCKOoe MCCIeNOBaHye TOUeUHbIX MyTalyii
reHa BCR-ABL (XxMMepHbIi TeH, 06pa30BaHHbIN CAMSHMEM 00JIaCTH KIacTepa pa3pbIBOB Ha 22-71
XpPOMOCOMe ¥ TeHa TUPO3UH-KMHA3bkl AbermbcoOHA Ha 9-if XpOMOCOME); MOJIEKYIISIPHO-
reHeTUYeCcKoe UCCIeOBaHe MUHUMAIbHOV OCTATOYHOM O6OIe3HM TIPU JIeIKO3axX MTPU TTOMOIIA
MAIVEHT - celU(PUUHBIX MTpaiiMepoB (MOIEKYISIPHO-TeHeTUUeCKIe VCCIeNOBaHMS Ha HATMUMe
XUMepHbIX reHoB ¢-MYC-IgH, MLL-AF4 v p#pyrux, B 3aBUCUMMOCTM OT paHee BbISIBIEHHBIX
LIIUTOTeHEeTUYECKUX TTOJIOMOK), C I1eJIbI0 TaIbHeIIIIero MoOHUTopupoBanus sddextuBHOCTU XT U
OLIEHKM MMHMMAaJIbHOI ocTaTouHOi 6Gonesnu (MOB) B pamkax KU Bcem maieHTam c B-
xinetouHbIM OJIJI [36-38].

VpoBeHsb yoenuTenbHOCTH pekoMeHAanuii — C (YpoBeHb JOCTOBEPHOCTHU [IOKAa3aTe/NbCTB —
4).

KommenTapumn: demekyus xumepHoix 2eHo8 BCR-ABL, c-MYC-IgH, MLL-AF4 Heobxoduma ¢ yenvio
MOHUMOPUHed — NPOMUBOONYX0JIe8020 Omeema U NPUHAMUS — Mepanesmuueckux  peweHull.
MonexynapHoe uccnedosarue Opy2ux MHOZOUUCTIEHHBIX NOJOMOK S18JI5lemcsl 8 HAcmosiujee epems 3a
pyOexcom 0OHUM U3 KIH0UEeBblX Memodos cmapmupurayuu NayueHmos Ha 2pynnel pucka. Jemexyus
XUMEPHbBIX MPAHCKPUNMO8, Mymayuu 2eHos, nepecmpotiku u Oynaukayuu 2eHoé 0oCmynHsl moJisKo 6
Gonbulux uccnedosamensckux yeHmpax. Ha monekynsipHo-zeHemuueckom ypogHe mpauckpunm ber-abl



Moxcem onpedensimpcsi NOCPeACMBEOM NOUMEPA3HOIl YenHoil peakyuu ¢ o6pamHoii mpackpunyueii
(OT-IILIP). PacnonoxeHue mouxu paspvieéa é zene BCR npusodum Kk momy, umo Genok pl90BCR-ABL
eblsensiemcs 6 66,3 % cayuaes Ph+ OJIJI, maxxce y 0aHHbIX NAUUEHI08 uacmo onpedessemcs 0enok
p210BCRABL (31 2 %). B ocmansHuix cryuasx onpedensiomcs mpamckpunmol o60ux munos au6o
amunuuHele MpaHcKpunmel.

¢ PexomeHpayeTcs BceM Ial/ieHTaM BBIIIOJIHUTL MOJIEKYJISIPHO-TeHeTuuecKoe uccnenosanme T-
K/IETOYHOH KIOHANIbHOCTH (110 TeHaM beTa-, TaMMa- U JiebTa-1erneii T-KIeTOYHOro peLenTopa)
WIN MOJIEKYJISIDHO-TeHeTUYeCKoe MCCIefoBaHue B-KieTouHOlM KJIOHalIbHOCTU (IT0 reHam IgH,
IgK, IgL) B actimpate KM Ha T-unu B-K/IeTOUHYI0 KJIOHAJIBLHOCTD C L1eJ/IbI0 Ja/lbHeilleil OLeHKA
MOJIEKY/ISIDHOTO OTBeTa U BepudMKaMM OUarHo3a Mpy CJIOKHBIX JUATHOCTUYECKUX CITyJasix
[39].

VYpoBeHb yOeaUTEIbHOCTH pekoMmeHAanuii — C (YpoBeHb JOCTOBEPHOCTH IOKA3aTe/lbCTB —

5).

KommenTapumn: ¢ monekynapuoil mouku 3peHus ece cayuau OJUI passusaromcs u3 Kaemok-
npeduiecmeeHHuk08 B- unu T-nrumgoyumos, noamomy 6ce OHU OEMOHCMPUPYIOM KJIOHA/IbHbLE
nepecmpotixu zeHoe mscensix yeneti Ig u/unu 2zenos TCR. Dmom QeHoMeH n0380Js5em onpedensimo
nayueHm-cneyuguueckue nepecmpouliku U UCNONb308aMb UX 8 Kauecmee MOJeKYJISIPHO20 MapKepa
3abonesarus npu morHumopuree MOB. ITomumo nayueHm-cneyuguueckux mapxepos, OJUI umetom
60J1blUOe KOJIUUECMB0 2eHeMUUEeCKUX U MOJIEKYJISIPHbIX Nepecmpoek, Mymayuii, 8 KOMopsIxX yuacmeyom
pasnuuHsle zeHol. [lepeteHb 0CHOB8HbIX MONEKYTIAPHO-2eHeMUUEeCKUX AHOMANUll, UOeHMUQUYUPOBAHHDIX
npu OJII'y e3pocnbix u demeti u UCnOb3yeMblX 8 Hacmosujee pems npu MoieKkyaapHoll duazHoCmuxKe,
npuseder 6 npunoxeruu I'2. JlaHHblli nepeueHv He s671emCcsl NOMHbIM U hpedcmasnsem coooi
KOMNPOMUCC MeX0y COBPeMEHHbIM U 0osiee adeK8amHbvIM MONEKYAAPHBIM MeMOoOOM Bbla6NeHUs UNU
UCKJTIOUEHUS! AHOMANIUU U HauboJiee Hacmo ucnoib3yemoti Memoouxoi.

¢ PexomeHAyeTcs BceM MalieHTaM BBITIOJHUTH CIMHHOMO3TOBYIO MYHKIIMIO C LIUTOMOTMYUECKUM
JUCCAeAOBaHMEM KJIETOK CIIMHHOMO3IOBOM SKUIAKOCTM (MMKPOCKOIIMYECKOe MCCIeI0BaHue
CIIMHHOMOS3TOBOIM KMAKOCTU, IIOJICUET KJIETOK B CUETHOM KaMepe) MJs MCKIIOUeHUs)/
noaTBepxkaeHus Bosnedenus LIHC [13,40].

VpoBeHsb yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —

5).

KommenTapun: npu scex sapuarmax OJIJI evicoka 8eposimHOCMb 8087eUeHUs 000704eK 20J108HO20
Mo3za. TToamomy 8ceM nayueHmam nNOKA3aHO 8bINOJHeHUe JUdZHOCMUUECKOL TMOAIbHOL NYHKYUU C
Mopeonozuueckum uccredogaruem auxkeopa. Ecnu yposens mpomboyumos He yoaemcs nogvicums 00
30 x 10°/n u eviute, om NYHKYUU MOMHO 8030epxcamucsi 00 BOCCMAHOBAEHUS noKasamereil
mpomboyumos nocie kypca. Ecnu y nayuenmos onpedensiemcs neiikoyumos esiue 100 x 10°/n, mo
nepeyro 1oMOanbHylo NYHKYUIo cedyem omoxums 00 pedykyuu uucaa aeiikoyumos meree 10 x 10°/
J.

¢ PekomMeHAyeTcA BCeM IalieHTaM IIPU OMAarHOCTUKE HEMpOoJeKeMuu YBEeIUUUTb YacTOTY
CIIMHHOMOS3TOBBIX MYHKIIMIT ¥ BBITIONMHATh X B cpegHeM 1 pas B 3 OHS M0 TMOJyYeHMUs Tpex
MIOMOATbHBIX MYHKIMI 6e3 6JaCTHbIX KJIETOK B JIMKBOPE, 3aT€M YacTOTy MYHKIWUIA MOKHO
CHU3UTD 0 | MyHKIMK B HELEII0 BO BpeMs MHAYKI MM (BO BpeMsl JaJIbHeMIINX 3TallOB Tepanumn
JIOMOaTbHbIE IyHKIMY BBITIOJHIIOTCS B COOTBETCTBUM C IIPOTOKOJIOM) JIJIsST KOHTPOJISI AMHAMUKA
3aboneBaHus Ha Tepanuu [1,2,4,5].

VpoBeHsb yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTU JOKAa3aTeIbCTB —

5).

KommenTapum: ¢ pamkax obweti npoepammoet XT ecem nayuenmam ¢ OJUI Heobxoduma mepanusi
nopaxerus LIHC. B omcymcmeue npoQunakmuku NopaxceHus Mo3208bix 06oouex peyuduest 8 LIHC 6
meueHue HeCKOJIbKUX Mecsiyed ¢ MoMeHma peeucmpayuu [P 8o3Huxarm npubausumensHo y mpemu
nayuenmos. Peyudue e IIHC npu OJUI y 83pocibix Xapakmepusyemcs: HebaazonpusimHsiM npo2HO30M,
NOCKONBKY 3a HUM 00bIUHO ciedyem zemamosioeudeckuil peyudus. IIpu smom nodxodsl K JieueHuio
nopaxcerust LIHC u ezo npogunakmuke pasauuarmcs u yuumoléaom xapakxmepucmuku nayueHma,
€20 803pacm u dpyzue npozHocmuueckue Qakmopel.

e PekomeHayeTcs1 y BCeX BblIensaTh U coxpaHsaTh nepeuuyHyio HHK wminm PHK un3 knerok KM
ManyeHToB B 6106aHKe MIM HATIPaB/ISITh MaTepuasl Ha XpaHeHue B JlabopaTopuu (eepaabHbIX



TEHTPOB OJid BOSMOXXHOCTHU IMOCIEAYIOITEr0 BLIMMOTHEHMA MOJIEKY/ISIPHBIX Mccaeg0BaHMMI [41]

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

KoMMeHTapum: coxpaHeHue nepsuuHozo Ouosozuueckozo mamepuana ([AHK, evideneHHas u3
KOCIMHO0-M03208bIX KJIEMOK, WU 3AMOPOXEHHbIE KAeMKU) 071 8bINOJIHEHUS 8 OYOyleM MOJIEKYISIPHBIX
uccned08aHull, N0360NAIOWUX UETNKO Onpedesumsb 2pynnel pucka.

e PekomeHayeTcs1 BCeM MalM€HTaM, y KOTOPBIX IpPU CTEePHAJbHOW NYHKUUM He TOoIy4YyeH
IMArHOCTMUECKUii  maTepuas  (TaK  Ha3bIBaeMblii  «CyXOil  IIYHKTaT»), TOAyYeHUe
TUCTOJIOIMYECKOTO npenapara KM (TpenaHOOMOIICHST) u LUTOJIOrUYEeCcKoe u
VIMMYHOLIMTOXMMUYECKOe uccaegoBaHme OTIIEYaTKOB TpernaHooyonTaTa KM C
MOPQOJIOTUUECKUM U YUIMOXUMUYECKUM  UCCIe008aHUIMU  OJIACMHBIX  KJeMOK C  1IeJbIo
BepudumKanym TOUHOro auartosa [30,31].

VpoBeHsb yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTM JOKAa3aTeIbCTB —

5).

¢ He pekoMeHayeTCsI BBIMOTHSITH MYHKIIMOHHYIO (aCIIMPALlIOHHYI0) OMOTICHUIO ouara IopaykeHus
(OITyX0JIEBOTO SKCTPaMEeIy/UIIPHOTO 0O6pa3oBaHMsI) B CBSI3M C Masioii MHGOPMATUBHOCTDIO
JCCIef0BaHMil JaHHOro Mmatepuana [1,2]

VpoBeHb y6eauTeIbHOCTY pekoMeHzanuii — C (YpOBeHb JOCTOBEPHOCTU JOKA3aTelIbCTB —
5).

2.4. U'ucTpyMeHTa/IbHbIE€ JUArHOCTUYECKME UCCIeJOBaHUS

e PexoMeHAyeTCs BCeM IlaljyieHTaM BBIIIOJHEHMe 31eKTpoKapAuorpaduueckoro muccieqoBaHms
(mamee - DKI) u sxokapguorpaduyu (mamee - DOxoKI) 1js1 BBISIBIEHMS CONYTCTBYIOIIEH
KapAMOIOTMYeCKOH IaTOIOTMy U MPOGMIaKTUKY WIIN JIeYeHUSI BO3MOKHBIX KapIMOIOTrMueCcKmx
OCJIO’KHEHU MU CepI,euyHO0i KoMOpOouIHOCTH [42].

VpoBeHb y6eauTeIbHOCTM PeKOMeHIanuii — B (ypoBeHb JOCTOBEPHOCTH [OKa3aTeIbCTB —
5).

e PekoMeHAyeTCsl BCeM IalyieHTaM BBINIOMHEHMEe KOMIIbIOTepHOi Tomorpadmm (manee — KT)
TOJIOBBI, OPraHOB TPYAHOM M OPIOIIHOM TIOJOCTelt IJIT BBIIBIEHMS BO3MOXKHBIX OUaroB
TOpakeHMs U COYTCTBYIOLLel maTonornu [43].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTU HOKAa3aTeIbCTB —

5).

e PekomeHayeTCs BCEM IMallieHTaM BBITIOJIHEHNME YIbTPa3BYKOBOIO McIefoBaHus (manee — Y3U)
nepudeprueckux M BHYTPUOPIOMIHBIX IMM(OY3/I0B, OpPraHOB OPIONIHON TOMOCTY, OPTaHOB
MaJIoro Tasa y JKeHILIVH U IIpefCTaTe/IbHOM JKejle3bl Y MY>KUMH JIJISI BBISIBJIEHMSI COITYTCTBYIOILEN
naronorum [1,2,5,14,15].

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

¢ PekomeHpayercs BceM maimuerTam c JIBJI npu otieHke 3(PpdeKTUBHOCTH JieueHNs CPaBHUBATH
pasMepbl MOpaskeHs OO0 Hauajia Tepaluy M MOocae Ha BCexX 3Tamnax XMMMUOTepareBTUUYEeCKOro
BosaericTBus (110 cHumKam KT- win Y3U-ucenenoBanus ouara nopaxenus) [14,15].

VpoBeHsb yoenuTenbHOCTU pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —

5).

¢ PexomeHAyeTcs MalyeHTaM MPU HATMUYUYU KIMHUUYECKUX CUMIITOMOB MOPaskeHMS XKeTyL0uHO-
KUIIEYHOTO TPAKTa BBIMIOTHEHME 330()aroracTpoayoIeHOCKONUM [JIsl  OLE€HKU COCTOSTHUSI
CIM3UCTON  OOONOYKM TIUIIEBOMA, JKeTy[IKa, IBEeHAAIATUIIEPCTHON KUIIKY, OOHapyKeHUs
BO3MOXHOTO MCTOYHMKA KpOBOTeueHwus [15,44].



VpoBeHs yoenuTenbHOCTU pekoMeHZanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —

5).

¢ PexomeHpayeTcs MalyieHTaM IPU HAIUUMUM KIMHUYECKUX CUMIITOMOB IOPaXeHUSI OPraHOB
IbIXaHUsS (ObIXaTeNbHOV HEZOCTAaTOYHOCTH, OOYCIOBJIEHHOJ OOWIMPHOI ITHEBMOHMEN,
KPOBOXapKaHbsI) BBITIOTHEHME OPOHXOCKOMMUM MAJIST OIEHKU COCTOSIHUS CAM3UCTON OOOIOYKU
Tpaxeu, GPOHXOB, 0OHAPYKEHMSI UICTOUHMKA KPOBOTeUeHMs [45].

VpoBeHb y6eauTeIbHOCTY pekoMeHmanuii — C (YpOBeHb JOCTOBEPHOCTM JOKA3aTeIbCTB —
4).

¢ PekomeHAyeTcsi TMalMeHTaM C [AuardHoctTupoBaHHoit JIBJI mipuMmeHeHMe TMO3UTPOHHO-
SMMUCCUOHHOI KoMITbIoTepHOI ToMorpadum (ITIT/KT) mjist cragupoBanust 3a6omeBanus [46].

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

KommenTapumu: y MHozux nayueHmos ¢ JIBJI, umeowux MaccusHoe nopayceHue meouacmuHanibHolx
JUMDOY37108 UCX00HO, nocne 3asepuieHuss UT npu penmeenozpaguu unu KT ocmaromcs pe3udyansHsie
06pasosanus. Llesvto dononHumMeNbHbIX OUAZHOCMUUECKUX NPoUedyp e6Jsiemcs nojiyueHue omeema Ha
8onpoc, npedcmasnaiom au 3mu 06paA308aHus yuacmku HeKpomuueckot unu pybuosoil mxkauu, au6o
codepicam HU3HeCNOCOOHble onyxosegvle Kiemku. JIyuegvle Memoosl UCCIe008aHUs, 8 UACMHOCMU
II2T/KT, 8eposmHo, hosie3Hsl npu cmaduposaruu 3a6oieéaHus. Bblio NOKA3AHO, UMO NO3UMUBHblE
pesynemamet TIDT/KT no38osst0m ¢ 8bICOKOL 8epOSIMHOCMbI0 NPOZHO3UPOB8AMD Pe3udyaibHoe Ulu
peuudusHoe nopaxcerue npu HXJI [95].

2.5. Nlubie JUArHOCTUYECKMe ncciegoBaHMs

¢ PeKOMeEHIYeTCs BBIIIOTHEHVE JKeHIMHAM PePONYKTUBHOTO BO3pacTa TecTa Ha 6epeMeHHOCTh
(MccmemoBaHMe  XOPMOHMYECKOTO TOHA[NOTPOIMHA  YeIOBeKa) C  LEJMbl0  BBISIBIEHUS
6epemeHHoOCTH [1,5].

VpOBEHB yﬁeﬂMTeﬂbHOCTIA peKomeHnaum}i -C (ypOBeHI) AOCTOBEPHOCTHU AOKa3aTeJbCTB —

5).

e Pekomenpyercsa BceMm namuenTtam ¢ OJUJI/JIBJI u3 rpymnmnbl BBICOKOTO PUCKA M IIPU peluauBe
3abomeBaHus, a TakkKe WX CuUOAMHTam onpeneneHne HLA-aHTUTEHOB € IebI0 TIOMCKA
NoTeHManbHoro foHopa KM [47,48].

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

¢ PekomeHpyeTcst BCEM MMalyeHTam KOHCY/TbTal Vs HEeBPOJIOTa, odrasbMorora,
OTOPUHOJIAPMHTOJIOTA IJIsT OIIpele/ieHus] COMAaTUMUeCKOTo CTaTyca MalMeHTa U AUarHOCTUKU
COIyTCTBYIOLIEl aTonorun [1,2,4,5].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTU HOKAa3aTeIbCTB —

5).

¢ PexomeHAyeTcsA KOHCYIbTal[Msl TMHEKOJIOTa IJIS1 YKEHIIVH M Ypojora ISl MYXXUMH C IIe/bl0
BBISIBJIEHVMSI COMATMYECKOTO CTaTyca TMAIlMeHTOB U pelleHus] BOIpoca O HeoOXOAMMOCTU
OBapMOMPOTEKIINY VI KPUOKOHCEPBAIIMY TaMeT (OOLIUTOB, criepMaTo30uios) [1,2,4,5].

VpoBeHb y6eauTeIbHOCTY pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTU JOKA3aTeIbCTB —
5).

KomMMeHTapum: HegblnoiHeHUe YKA3aHHbIX NPoyedyp u mMemodoe 06Cn1ed08aHUs 803MOXCHO MOJIbKO 6
KpatiHux cayuasx, Kozdd nayueHm Haxooumcss 8 MmepMUHAAbHOM COCMOSHUU NPU NOCMYNnJieHuu 8
cneyuanu3uposamHoe yupexceHue UL €20 COMAMUYecKuli cmamyc makoe, mo HUKAK020
cneyuguueckozo JieueHus BbINONHAMbCS He 6ydem — MONbKO NALIUAMUBHOE, WU, eclu NauyueHm
omkasslgaemcst om 00c1ed08aHust U JieueHus:, Umo OO0JIHCHO Oblmb 3A00KYMEHMUPOBAHO 8 UCMOopuu
6one3Hu.



e PekomeHpnyeTcss OepeMeHHBIM >KEHIIMHAM BBINIOIHSTh MOMHBI 00bEM [IMAarHOCTUUECKUX
uccnenoBauuii nmpu OJIJI, Kak M y HebGepeMeHHBIX, KpPOMe BBINIOTHEHMSI CTaHIAPTHBIX
PEHTTeHOIOTMYECKMX MeTOLOB 00ciefoBaHMs (CM. KIMHMYECKMEe DPYKOBOZCTBA IO BeLEeHMIO
6epeMeHHbIX MMalleHTOoK) [1,49].

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

KommeHTapum: ¢ OJuazHocmuueckoll yenvio npu OepeMeHHOCmU UYeneco00pasHo NnpuMeHeHue
MAZHUMHO-Pe30HAHCHOU momozpaguu u Y3H, 8 mom uucne e204Holi mKaHu.

¢ PekomMeHAyeTCS IIPU PA3BUTUM MHPEKIVOHHBIX OCTOKHEHMIT BHITIOJIHEHVE HEOOXO0IVMBIX /IS
IMarHOCTMKY ouara MHbeKuuu mpouenyp ocomemoBanust (Y3U, KT, MuUKpOGMOIOrMYecKoe
(KynbTypajsibHOE)  MCCIeoBaHMe  KPOBM  HA  CTEPUIBHOCTb,  MUKPOGMOIOTMUECKOE
(KynbTypasibHOE) MCC/IefioBaHMe MOUM Ha 6GaKTepuajbHble MaTOreHbl; MUKPOOMOIOTUUECKOe
(KyIbTYpaIbHOE) MCC/IeqOBaHNE OTAEISIEMOTO M3 TIOJIOCTH PTa; UCC/IeOBaHMEe MUKPOOMOIIeHO3a
KUIIeYHMKA (O1cOaKTepno3) AJIsT YTOUHEHMSI XapakTepa MHMEKIUM U BhIPaOOTKM aleKBATHOI
TaKkTUKM JeyeHus [27,50-52].

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

JuHaMuyeckas oneHka 3(pHeKTMBHOCTH Tepanumn

¢ PexomeHAyeTcsi BCeM MalMeHTaM Ha 3Talax MHAYKUMM M KOHCOMMAALMM KOHTPOJIbHOE
nccinenoBanue KM (momydeHne uuTonormyeckoro npemnapara KM myTem nyHKIuu (CTepHaabHAs
IIYHKLUMSI) M LUTOJNIOrMYecKkoe uccilenoBaHue Maska KM (Mmenorpamma) U3 CTepHaJbHOIO
ITyHKTATa) BBITIOJHSITh Tepe]] HAuaJoM KaKAOro MOCIeAyIollero stamna (ONTUMaibHO) 6o 1
pa3 B 2 Mecsina (He pexe!) ¢ menpio BepuduKamuy craTyca MalMeHTa 0 3ab601eBaHNIO
(pemuccus, pe3suCTEeHTHOCTb, pelUanB, Iporpeccust) [1,2,4,5,12].

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

e PekomeHayeTcs mainueHTaM Ha (GOHe TMOANePXKMBAIONIE) Tepanuyu TMOBTOPSTh IOIyYeHNe
nuTosiornyeckoro npemnapara KM myreM nyHKUMM (CTepHaIbHAS ITyHKUMS) U IUTOIOTUYECKOe
nccinenoBanue maska KM (Mmmenorpamma) M3 CTEpHaJbHOrO MyHKTata 1 pa3 B 3 mecsina B
TeueHMe 2 JIeT M B [JajbHejileM, IOoCiAe CHATUS C JieueHUs, Kaxkable MOArofga OO0 3 JeT
HaOJIOIeHNS C 1eJIbI0 Bepu(pUKAIMYU CTaTycCca MMalyeHTa Mo 3a60/eBaHni0 (DEMUCCHS, PELTUTNB)
[1,2,4,5,12].

VpoBeHb yoeauTeIbHOCTH pekoMeHaanyii C (ypoBeHb OCTOBEPHOCTH T0Ka3aTe/IbCTB — 5)

KommeHTapum: cmaxHdapmu3osaHHsle epemeHHble mouku e3smus KM Heob6xodumsl npu
MmoHumopurze MOB. Monumopunz MOB s6nsemcst KnouedbiM UCcied08aHuem 80 8CeX COBPEMEHHbIX
npomoxkonax neveHuss OJUL. B Poccuu, 20e 8 KU skiiouaemcss MUHUMANbHOE YUCIO NAYUEHIMO8,
pexomeHdosame cmaHdapmu308aHHslii moHumopuxe MOF u npuHumams mepanesmuueckue peweHus
8 3a8UCUMOCMU 0M NOJIyuaemMslx nokazameeli hpedcmasnsemcs: npexcoespemeHHbIM. IMo C8S3AHO C
mem, umo & 6oJvuiuHcmee ciyuaes npozpammsl mepanuu OJUI moduguyupyromcs, He cobar0darmcs
NPUHYUN®L «003a — UHMEHCUBHOCMb», UHIMEPBAIbl, 8 psade CIyuaes omcymcmaeyom npedycmMompeHHbsle
KOHKpemHbslM npomokosiom npenapamol. Onpedenerue MOE Heo6X00umo Ons peuleHuss 80npoca o
yenecoobpasHoCmMu  6bINOJHEHUS. MPAHCNIIAHMAYUU  AII02EHHBIX  2eMONOIMUUECKUX  CMBON08bIX
knemok (danee — anno-TICK). IToamomy npedcmasnsemcs pasymHsim 8cex hauyueHmos ¢ OJIJI,
Komopole He 8KaOUeHbl 8 KoHmpoaupyemovle KH, paccmampusame 6 Kauecmee KaHoudamosg 0Jis
mparcnaanmayuu ano-TICK, ocobeHHo ecnu peus udem o poocmeeHHOl mpaHcnaIaHmayuu.

Bonpeku comHumensHoli 8 ycnosusix P®@ pexomendayuu moHumopuposams MOB y nayueHmos ¢ Ph-
HeeamugHvimu OJUI, moHumopuxz MOE y nayueHmog ¢ Ph-no3umugHsim OJUI si815emcst KNuegbim
ycnosuem neuerus ons BCEX (!) nauuenmos u 8 ycnosusix P®, nOCKOJIbKY 30 HANPSIMYH C853aHO C
mpe6osaHuem pexomeHdayuii no cmeHe MUPO3UHKUHA3HO20 UHeubumopa (danee — HUTK) 6 cryuae
HedocmuceHuUst MosieKynsipHozo omeema [1,2,53].

MOB



B Hacmosiujee epems cmaHdapmom mMoHumopuHza a¢gexkmusHocmu neueruss OJUT cman MOHUMOPUH?Z
ocmamouHoli onyxosesoti nonyasyuu kiemok (MOB) ¢ noMowsio Memodo8 npomouHoti yumomempuu
U/unu - MOJIeKyJISIPHO-OUON02UUeCKUX — Memodos.  YKazaHHble  Memoldsl  001adaiwm  8bICOKOl
yyecmeumensHocmoto  (06Hapymueaemcss 1 Jeiikemuueckas kiemka Ha 10%° HopmansHbix
2eMON0IMUUECKUX KJAemoK) U C UX NOMOWbI MOMCHO omciexcuseams 6 OuHamuke cyob0y
Jietikemuueckozo kjaoHa. OO6HapyxceHue MOB nocie yumocmamuueckozo 603delicmeus seJisemcs
CamblM MOWHBIM NpoeHOCMuUUecKum Gaxkmopom y nayuenmos ¢ OJUI, csudemenbcmeyouum o
Heobx00UMOCMU U3MeHEHUs Mepanesmuyueckoli makmuku U NpUMeHeHUs 8 Npozpamme JieueHUs aujio-
TI'CK.

MeTonsi ornienku MOB

PaspabomaHo Heckonvko memodos oueHku MOB npu OJUL 3mu memodsl Omauuarnmcs no
mpyooemMKoCcmu,  8peMeHHbIM — 3ampamam, — NpuMeHuUMocmu 8  0mdesbHblX — CUMYAyusx,
YygCcmeumensbHOCmu, CMouMoCcmu U Hekomopuim opyeum acnekmam. Camoe eax;Hoe @ uccnedosaHuu
MOB — 3mo MH020KpamHoe ucciedosarue, OyeHKa 8 QUHAMUKE, C meueHuem 8pemMeHU.

Kax yme ommeuanoco panee, memodsl demekyuu u moHumopuxea MOE nos3eonsiom oyeHusams
apdexmusHocms NposooUMO020 NeueHuss Ha MoJieKyaapHom yposHe. Ouenka MOB ocyujecmeisiemcs
TOJIBKO y nayueHmos, y KOmopbulx NONy4eHd NOJIHASL KIUHUKO-2eMamono2uteckast pemuccusl.

e PekomeHpyeTcst MOHUTOPUMHT MOB OCylllecTB/SITh METOLOM MPOTOUHONM IUTOMETPUU U/WIN
metonom [ILIP, To ecTh TEMM MeTOIaMU, Y KOTOPBIX YyBCTBUTEIBHOCTb COCTaBsIET He MeHee 10~
4 (T. e. BO3MOKHOCTb OITpee/IUTb O[HY OIyXOJIeBYI0 KIeTKy Ha 10 000 HOpMasIbHBIX) [54,55].

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

KommeHTapum: He pekomeHdyemcs ocyuecmensames moHumopuxz MOE memodom FISH u memoodom
cmaHdapmHozo yumozeHemuueckozo ucciedosauus. Ilpu oyexke MOB y nayueHma Heo6X00uMO
N0J1b308AMbCS. MONBLKO 00HUM U3 MeMo0o8 011 NPUHAMUS mepanesmuueckux peuleHutl, npu 3mom
MOHUMOPUHZ 00MHEH OCYUlecmensimocs C nepevix OHell mepanuu U 6bINOAHAMbCS 6 O0O0HOL
nabopamopuu. Ananu3 MOF esinonnsemcsa 6 oopasyax KM.

BPEMEHH])IG TOYKM MOHUTOPpUHTIa

B pasHoix KU knwouessie mouku uccnedosarus MOB, onpedensiioujue npozHo3, U cO0mMeencineeHHo,
U3MeHeHlUe cmpamezuuu mepanuu, HeCKONbKO omauuarmcs. B yenom uccnedosamenu OUeHU8ANOM
0CMamouHyl0 Nonyasyul ONyxoseeviX KJIemoK 6 KoHue I1-ii uHOYKUUOHHOU (a3ssl (6-2 Hedens om
Hauana mepanuu) u Ha smane KoHconudayuu (12—16 Hedenv om Hauana mepanuu). [Ipedcmasnsemcs
yenecoobpasHvIM UCNONb308aMb 8peMeHHble mouku oyeHku MOB y nayueHmos 8 coomeemcmeuu ¢
UCNOJIb3YeMbIM NPOMOKOJNIOM JleUeHUss U MOJNbKO Npu YCa08UU €20 adeK8amHOoz0 BblNOJIHEHUs]
(Hemeykas epynna — 10 u 16 Hedens, ppanyysckas — 6 u 12 nedenv (6-1 Hedenss Ons onpedeneHus
maxkmuxu seueHus), Benruxobpumarus — 10 u 15 Hedenv, Umanus — 10-16-22 nedenu (22-2 Hedens
07151 onpedesieHus MAKMUKU JieueHust)).

Ipu ucnonv3o08anuu NPomMoKoaa poccutickoii uccnedosamensckoti epynnast «OJIJI-2009» o6pasust KM
ananusupyrom Ha 10-ii u 16-ii Hedesie mepanuu.

Pexomenpanum no moautopuary MOb

e PekomeHIyeTCsI BCeM IalieHTaM I10Cje TPaHCIUVIAHTAlUM OCYIeCTBJIeHue MOHUTOPUHTA
TpaHckpunra pl90 wiam p210 mocpencTtBoM konuuyecTBeHHOV I[P B peanbHOM BpeMeHM,
KOTOpast TOJ/KHA KOMOMHMPOBATHCS CO CKPUMHMHIOM Ha npeametr mytaiinii BCR-ABL nomeHa
TUPO3UHKMHA3 (MOJIEKY/ISIPHO-TEHETUYEeCKOe MCCIef0BaHMe TOUeYHbIX MyTaluii reHa BCR-ABL
(XMMepHbIN TeH, 00pa30BaHHBIN CAMSHMEM 00JIaCcTM KiIacTepa pa3pblBOB Ha 22 XpOMOCOMeE U
reHa TUPO3UH-KMHA3bl AGeTbcOHA HA 9 XpOMOCOMeE) METOOM IIPSIMOTO CeKBEHMPOBAHMS) B
cyvae IOLO3peHMsI Ha Pe3UCTeHTHOCTb [53].

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

e He pexomeHayeTcsl BbBINOJHITh MOHUTOPUMHT MOB 1ipu HecoOJIOfeHUM IPOTOKOJIOB.
Monutopunr MOB wuMeeT 3HaueHMe TOJILKO IIpM TMpoBedeHUM anekBaTHoit XT cormacHo



BbIOpaHHOMY ITPOTOKOIY, IIPY COOIONEeHMM IPUHIINIIA «[J03a — MHTEHCUBHOCTD», MHTEPBAJIOB U
3TaroB jeyeHus [56].

VpoBeHb y6enuTeIbHOCTU pekoMeHgaumii — C (YypOBeHb JOCTOBEPHOCTM JOKa3aTelIbCTB —
4).

e Onenka MOB y manyeHTOB MOYKET OCYLIECTBJSITBCS PasHBIMM MeTOZAMM, HO 006sI3aTeTbHO
pekomeHayeTcs [54,55]:

e ompezeneHye Jeiiko3crenuduIecKMXx MapKepoB, MalyeHT-crenuduueckux KIOHAIbHBIX
repecTpoek, abeppaHTHOrO MMMYHOGMEHOTHIIA 10 Havaia Teparnn;

¢ TIpOBeeHVe MOHUTOPYMHTA 160 OTHUM U3 METOZLOB, 1160 ONHOMOMEHTHO OBYMS (He uepemys,
He 3aMeHSISI ONUH APYTUM);

e BBIIIOJIHEHME  MCCAeNOBaHMSI B OJHOM  Jy1abopaTopuy  COIVIACHO  peKOMeH[yeMbIM
CTaHIApPTU30BaHHBIM IOAXOLAM B UeTKMe CPOKM, NperyCMOTpPEHHble IPOTOKOIAMM IIPU UX
aZleKBaTHOM MCIIOJTHEHUU.

VYpoBeHb yOeAUTETbHOCTH pekoMeHpanuii — C (YpOBeHb JOCTOBEPHOCTH [IOKA3aTelIbCTB —
5).



3. Jleuenue

3.1. OcHoBHbIe npuHLIMIIBI XxXMMHuoTepanuu OJ1J1

IIpu nr06om npuHyune xumuomepanesmuueckozo 8o3deticmeust 8 JeueHuu OJUI cywecmeyem
HECKOMbKO OCHOBHbIX 3MAN08 mepanuu — UHOYKYUSL PeMUCCUl, KOHCOMUOAyusi pemMuccuu,
noddepxcusarowas mepanus u npouiakmuxa (JieueHue) Heliponetikemuu.

ITepuod HauanvbHozo JNieueHus, Yenbld KOmopozo sesemcs CyuwecmeeHHoe yMeHblUleHUe 0nyxoJiesol
maccel u docmuxcerue TP, Ha3vieaemcs nepuodom uHdykuyuu pemuccuu. B mepanuu OJUT ucnons3yrom
dee pasvl uHOyKyuu OnumenvHocmoio 4 Hed Kaxcdas, nepepuié mexcdy KOMopsiMu He NpedyCMOMpeEH.
HmenHo 6 amom nepuod Ha QoHe nNpuMeHeHus Yumocmamuueckux cpeocmes KoJuuecmeo
netikemuueckux knemox 6 KM ymenswaemcs npumepHo 6 100 pa3s, m. e. 6 momeHm koHcmamavuu I1P 6
KM mopgonozuuecku onpedensemcsi meHee 5 % onyxoneevix Kiaemok. IIpu ucnonv3o8aHuu
UMNYIbCHO20 noodxoda (npozpammel Hyper-CVAD) amanom uHOyKyuu cuumaromcs 08a Kypca —
cobcmeeHHo 2-HedenvHulli Kypc Hyper-CVAD u cnedyowuti 3a HuM hocie nepepviéa Kypc
8bICOK0003H020 YumapabuHa™** u memompexkcama™* B GonsuiuHcmee ciyuaes IIP docmuzaemcs yxce
nocne 1-ii ¢asst uHdykyuu (uiu nocie 1-z20 kypca Hyper-CVAD), u nuws y uacmu nayueimos (10-30
%) — nocne 2-ii pazvl uHOyKYuu (UIu 2-20 Kypca 8bICOK0003HO020 yumapabuua** u memompexcama**)
[57-61].

Bmopovim amanom mepanuu OJI sesisiemcss KOHcoAudauusa pemuccuu (3akpenyieHue 00CMueHymozo
npomueoonyxoneeozo 3agdgexkma). B Hacmosujee 8pems 6 OONbUUHCMBE CIyuaed KOHCONUOAyus
seJ1siemcst Haubonee azpeccugHbiM U 8bICOK0003HbIM amanom 6 aeveruu OJII. 3adaueti smozo nepuoda
seslemcst N0 803MOMHOCMU euje 0OOonbUiee yMEeHbUleHUe YUCAA O0CMmAarwuxcs nocie UHOyKyuu
netikemuueckux knemox. Yawe e6cezo npedycmompensl 1-2 makux Kypca, 3amem, nepeod
n000epHUBAWUM JledeHUEeM, MOZYym UCNONb308AMbC NPO2PAMMbl peuHOyKyuu (6osiee OnumenvHole,
aHanozuuxsie UT). B npomokosie poccuiickoli uccnedosamensckoli epynnel nepuodom KoHconudayuu
HA38aHbl NSAMb NPOOOJIHCUMETIbHBIX N0CTIe008ANENbHDIX (3—4-HedeNbHbIX) Imand, Mexcdy KOmopuimu He
npedycmompeHst nepepuigvl (1), HO u3MeHsemcs Juwb HAGOp JIEKAPCMBEHHbIX Npenapamos,
UCNoNb3yemoixX 8 0aHHbIll nepuod, u moouguyupyrmcs 003uposKu psoa yumocmamuueckux cpedcms.
Cnedyem noduepkHyms, 4mo B603MOMCHA pomauyusi NnpedycCMOMPEHHbIX NPOMOKOIOM 3Manos
KOHconudayuu, 8 3a8UcuMocmu 0m yumoneHu4eckozo0 CUHOPOMA U 8apuaHmos ocnoxHeHuti [57-61].

Ilocne 3asepuieHuss amana KoHconudayuu caedyem nepuod noddepxcusarouiezo JiedeHust, m. e.
npodosiceHue yumocmamuueckozo 8030eticmeust 8 MeHwUIUX 003aX, Uem 8 nepuod UHOYKYUU pemuccull,
Ha 803MOX}CHO ocmarouwjuticst onyxonesulii KJioH [57-61].

B Hacmoswee spems 6asucom sceli npozpammuoti mepanuu OJUT sensiemcs duddepeHyuposartoe
go3sdelicmeue: 1) dns ummyHonozuuecku 3penvix B-OJIJI dokasana 3¢dexmusHocms MOujHO20
UMNYNbCHO20 KOPOMKO020 8030elicmaust 6 couemanuu ¢ aumu-CD20-MOHOKJIOHANbHBIMU aHMuUmMenamu
(90 % 5-nemusis BPB) [62]; 2) dna Ph-no3umuseHosix OJUI knouegsim pakmopom agpexmusHocmu
s18/151emcsl UCnonb308aHue uHeubumopos abl-mupo3unkunasst (80 % 3-nemuss eviicusaemocms) [53];
3) Ona nayuenmos, y Komopulx onpedesisiemcsi nepcucmeHyuss MUHUMANBHOL 0CMamoyuHol nonyasayuu
onyxoJiegulx kiemok, — anno-TI'CK [56,63].

IpunyunuansHo HE0OX00UMO B8bI0eNIMb MpU KaKuesdsle, mpedyoujue pasHozo aeuerus epynnot OJUI:
1) B-3penste OJUTL; 2) Ph-no3umusensie OJIL; 3) Ph-nezamuensie O [1,2,4,5,53,56,62,63].

e PekomeHpayeTcs1 i1 MMMyHosnormuecku B-3penoro BapmanHta OJIJI (BepkutTt-yerikosa/
JuMbOMBI) MCIIONIb30BaTh MHTEHCUBHOE VIMITYJIbCHOE (6;1oxoBOE) BO3JeliCTBIUE
xumuomnpenaparamu (rmo nporpamme JIb-M-04 u T. #. cM. npuioxkeHue A3.1) B coueTaHUU C
aHTN-CD20-MOHOK/IOHATBbHBIMY AHTUTEIAMY (PUTYKCUMAOOM **) [64].

YpoBeHb YﬁeﬂMTeJ’IbHOCTM peKomeHnaum‘i -C (yponeHb JOCTOBEPHOCTU J0Ka3aTe/lIbCTB —

5).

KoMmmeHTapum: 0661uHO NOCE 8bINONHEHUS 4—6 610K08 NAYUeHMbl CHUMAMC ¢ mepanuul, UM He
nposodumcs noddepxcusaioujee aeueHue, OHU He HY#Oanmcs 8 8binoaHeHuu aymo- uau anio-TICK.



¢ Pekomenpayetcs mpu Ph-mosutusHbix OJIJI ucronb3oBanme UTK, HaunHas ¢ mMaTuHub6a™* B 1-
i1 IMHUY, C [aybHelel moaguduiMei TapreTHOTO BO3IeCTBYUSI HA OCHOBAHUY MOHUTOPUHTA
MMUHMMAaJIbHOJM OCTaTOYHOM MOMYJ/ISILMM OITyXOJIEBBIX KJIETOK M HAIM4YMsI MyTaluii KMHa3HOTO
nmomena BCR-ABL [65,66]

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YypoBeHb JOCTOBEPHOCTU JIOKA3aTENIbCTB —
4).

KommenTapum: smo eo3deticmeue 00/xHO Obimb nocmosHHoiM. O0sem XT npu Ph-no3umueHsix
O/UT do cux nop ocmaemcsa npedmemom Ouckyccuti. Hcnons3yvom Kaxk MUHUMAJIbHOE
yumocmamuueckoe 8o3deticmeue (MU6G0 O00HU 21HOKOKOPMUKOObl, JU60 2H0KOKOpMUKOUdsl 8
couemaHuu ¢ BUHKpUCMUHOM **), mak u 6onee uHmMeHcUBHoOe (Kaaccuueckue xumuomepanesmuueckue
npomoxko.vt neverus OJII, 8b1cOKO003HbIE UMNYbCHbIE NPOMOKOBL).

e Pekomenayercsa B Tepanuu Ph-HeratmBHbix OJIJI B3pOCTBIX MMalMEHTOB MCIIONb30BaTh B
OCHOBHOM JBa [PMHLUMIIA XMMMOTEpaleBTUUECKOrO0 BO3LENCTBMA: 1) MMIIYyJAbCHOE,
BBICOKOZIO3HOE C TOCIeNyIoleli MMOCTOSTHHON NoAAepKuBalollel Tepanueii (mporpamma Hyper-
CVAD); 2) 6omee TpaauIMOHHOE (CTaHOapTHOe) — 8—9-HemenbHAasl HeINpepbIBHAS MHIYKIINS C
MOC/eAYIOIMMY  HEOQHOKPATHBIMU BbICOKOO3HBIMY MUENOAOMSITUBHBIMU KypcaMu U B
TOC/IeAYIONIEM — MTOIePKMUBAIOIIMM JieueHreM (CM. TipuwiokeHue A3.1) [57,67].

VpoBeHb y6enuTeIbHOCTH pekoMeHgaumii — C (YypOBeHb JOCTOBEPHOCTM JOKa3aTeIbCTB —
4).

KommeHTapum: pesynsmamol KpynHeltiuux ucciedosamensckux zpynn no JieueHuro Ph-nezamugHbix
OJI1 y 83pocnblx, 8 3a6UCUMOCMU OM NPUHYUNA XUMUOMEPAnesmuueckozo 6030eLicmaust, 0mpajieHsl 8
npunoxcenuu A3.2. Cymmupys 0arHsle Mabauybl, MOXHO 0mMMemume, 4mo 8 yeaom 5-n1emuss ooujas
evixusaemocms (Oanee — OB) 83pocnsix nayuermos ¢ OJUI, sapwupys 6 3asucumocmu om 2pynnol
pucka u go3pacma, cocmasnsem 45-55 %. Pe3zynemamsl poccuiickozo uccnedosamusi abconomHo
conocmasumsl U daxce npesviwiaiom daHHsle 3apyOexcHblX UCC1e008aHUll, HeCMOMPS. HA MAyio 00Ji0
anno-TI'CK [67].

¢ PexomeHpyercs mnainyeHtaM ¢ OJIJI, 0COGEHHO OTHOCSIIVMCSI K TIPYIIaM BBICOKOTO PUCKA,
OIHMM M3 3TAIOB JieueHMs BoIMOMHATL TI'CK b0 ayronormuubix (manee — ayto-TI'CK), 1160
QJIJIOTeHHBIX (OT POACTBEHHOTO MM HepoacTBeHHOTO HLA-coBMecTuMOTro noHopa — amio-TI'CK)
IL7IST TOCTVKeHUsT TepaneBTuyeckoro sddexra [1,2,4,5].

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

Kommenrapumn: 6 Poccuu aymo-TI'CK paccmampugaemcst Kak no30Hss1 8bICOKO003HAs KOHCOUOAYUs
uauje 8cezo 6 neueHuu T-knemourvix OJI. B 3apybexctbix uccnedosanusx aymo-TICK pekomeHndyemcs y
nayuenmos 8 moekyasipHoti pemuccuu Ph-nosumusrozo OJIVI. Anno-TI'CK sensemcs 0653amesibHbiM
amanom mepanuu hayuermos ¢ OJLI u3 zpynnsl 8biC0K020 pucka, u ee apexmusHocme ces3aHa ¢
(opmuposaHuem  NOCMOSIHHO20 — UMMYHOJTI02UYECK020 ~ KOHMPOJIsL  3d  OCMABWUMCS  Nocne
yumocmamuueckozo 6030elicmeusl OnyxoneebiM KJIOHOM (peakyuu <«mpaHchiaHmam npomus
X0351UHA»).

e PekoMeHAyeTCsl BCEM IalyieHTaM BBINONTHITh NMPOGWIAKTUKY MM, TIPY HEeO6XOOVMOCTH,
JedyeHue Heviponeiikemun [40].

VpoBeHs yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTU HOKAa3aTeIbCTB —

5).

KomMmeHTapum: smom saman pachpedensiemcs Ha 6ce nepuodvl NPO2PAMMHO20 JieUeHUs. — UHOYKYUIO
pemuccuu, KoHconudayur u nododepxcusaioujee jeuerue. OObIUHO NPOPUIAKMUKY Heliposelikemuu
(ocHO8HOLI nepuod — 5-6 UHMpameKaivbHbIX 88edeHUll npenapamos) ocywecmenstom 8 nepuod UT,
3amem 8 meueHue BCex 3Manos KoHconudayuu u noddepxcusaruieli mepanuu GbINONHIIOMCS
npoguiakmuyeckue NyHKYuu ¢ pasHoli uacmomoli HA pdasHelx 3manax (8 cpedHem HUCTIO
npoguiakmuueckux aMOANbHbIX NYHKUUL 0oxcHO cocmename 15-20). JleueHue HetiponelikeMuu
ocyujecmenaiom no uHoiM  npuHyunam. CHauana npoeodsm UHMPAMeKdaibHvle B868e0eHUs.
yumocmamuueckux npenapamos ¢ uacmomoti 1 paz 8 2-3 OHs do Hopmaausayuu noxasameeti
UepebpoCNUHANLHOT HUOKOCMU U NOJIydeHUs. MUHUMYM 3 HOPMANbHBIX pe3y/binamos aHanu3d
JUK8opa. 3amem NyHKYuu 8 meueHue nosuyzoda nposodsmcs ¢ uacmomoti 1 paz 8 2-3 Hedenu c



nociedyrouium nepexodomM HA NpPoGUIAKIMUUECKULl pexcum eeedeHus. B GonblUUHCMEBe Cyuaes
obyueHue 207108bl 8 003e 2400 pad He mpebyemcs. Dmom nodxod moxcem OblMb UCNONB308AH JIUUD Y
mex nayueHmos, y K020 8cjedcmeue pasuyHulX NPUYuH (aHamomuueckue ocobeHHOCmu, KpatiHe
msixenas nepeHocuMocms CNUHHOMO320801l NYHKYUU) npoguiakmuka HelipojelikemMuu ¢ NOMOUibIo
UHMPAameKanbHolX 88edeHUll Yyumocmamuueckux npenapamos 8vlnojiHeHa Obimb He Modycem. Takie
80NPOC 0 nNpuMeHeHUU O0OJyueHUs. 207108bl NOOHUMAEMCS Npu  peppakmepHomM meueHuu
Heliponelikemuu (omcymcmeue noJiHo20 omeema uepe3 5—6 egedenuti npenapamos).

3.2. IIporHocTuueckue akTopsl 3P GeKTUBHOCTY JIeUSHMUS

¢ PeromeHAyeTcs1 MPUMEHSITh (aKTOPbI PUCKA C I[eTbI0 OLIEHKY TPYIIIbI PUCKA U OIpeneneHnst
TMoKa3aHMii K UCIIOAb30BaHMI0 B iepuop, repBoii [P amio-TI'CK B cOOTBETCTBUM C KOHKPETHBIM
MpoTOoKosIoM jeuenusi [1,2,4,5].

VpoBeHsb yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTM JOKAa3aTeIbCTB —

5).

KommenTapum: nonoxceHue o npozHocmuueckux (axmopax npu OJI 803HUKIO C NOsGJIeHUeM
adexkeamoti XT, mak Kak moJibkKo UCNONb308AHUE CMAHOAPMHBIX NPOZPAMM N0360Jisem 8bl0euUmb
nayueHmos ¢ onpedeseHHbIMU KAUHUYECKUMU, MOPGOI02udeckuMU, UMMYHOpeHomunuuecKumu,
yumoezeHemuueckuMu, MOJIEKYAPHO-2eHEMUUEeCKUMU Xapakmepucmukamu 3a6o1eeanust, y KOmopsix
yoaemcs unu He ydaemcs 0dobumbcs spdekma. [lemanvHoe u3yueHue NpuuuH Heycnexa npu
UCNOJIb308AHUU CMAHOAPMHBIX NPOMOKOJI08 hpusodum K Gopmuposanuio zpynn pucka U,
CO00MBemcmeeHHo, C030aHul0 HOBbIX OupdepeHUUpPO8aHHbIX N00X0008 K JieUeHU0 IMux nayueHmos.
Crnedyem noduepkHymo, umo Haaudue y nayueHma ¢akmopa HebaazonpusmHozo NpozHo3ad HuU 8 Koem
cyuae He moxcem Oblmb OCHOBaHuem Ons hepexoda K haaiuamueHoli mepanuu. Bce axkmopot
NpozHO3a UCNONB3YIOM U UCCAedyIom MOJIbKO 8 KOHMeEKCme 603MOMCHOCMU MAK020 U3MeHeHUS
mepanuu, KOmopoe noswiCujo 0bl ee I pexmusHocms y maxux nayueHmos.

B meuenue xak munumym 0deyx odecsimunemuii ons e3pocavix nayuenmos OJIJI mak Hasviéaemole
(akmopel pucka, accoyuuposaHHvie ¢ IPGHEeKMUEHOCMbIO JleueHus, 0CMmawnmcs HeusMeHHbIMU.
Hckniouenue cocmasnsiiom Ph-nosumuetsie OJII u B-OJUI co 3pensim UMMYHO(EHOMUNOM, KOmopble
ObLIU Bbl0€TIEHbl 8 COBEPUIEHHO OMOeNbHble 2pYNNbl, Hy#oarujuecss 8 0C000M mepanesmuyuecKkom
so30eticmeuu (UTK u 6710k08as UMMYHOXUMUOMEPANUs COOMBEMCMBEHHO0), U NPOZHO3 NPU KOMOPbIX
8ciedcmatie 3mozo UMEHWICS CyWjeCmeeHHbIM 00pa3oMm.

IIpu Ph-nezamusHosix OJII, HecMomps Ha uHmMeHcuukayuo mepanuul, 8bINoJHeHUe 3HAUUMEIbHO20
uyucna anno-TICK Ha pasHolx NPomMoKoNax pa3HbIX UCCIe008amensCKux 2pynn, onpedesieHHble
KJIUHUKO-71a00pamopHsle hapamempst npodosiaiom onpedensims NpozHo3 3a0071e8aHUsl, MAK He KAaK
U Hecko/bko decsmkoe Jsem Haszad. [Insa Ph-nHezamueHbix B-xknemounsix OJUI ¢pakmopamu pucka
6onbuILHCIMBOM UCcedosamerieli npusHaromcsa: 0onee cmapuiuii eospacm (30 nem u 6onee),
uHuyuansHelii neiikoyumos (30 x 10°/n u Gonee), pannuti ¢eromun (pauuuii npe-B unu BI no
knaccugurayuu EGIL), ysenuuenue nokazamens JIJII' 8 2 paza u 6ozee, no3dHee (6osiee uem Ha 35-1i
deHs) docmuweHue IIP, oOHapyweHue t(4;11). Ina T-knemoursix OJIJI — paHHue u 3penslii
ummynogpernomunst (TI/II u TIV no knaccuguxayuu EGIL), uHuyuansustii neiikoyumos (100 x 10°/n u
6osee), no3oHee docmudcerue IIP. TToMumMo 31020, NOCNeOHUE Oecsimb Jiem KauessimM (akmopom
npozHoza ons ecex OJUI cman nokazamens, oyeHusawnwuii MOB: npu ee o0HapymeHuu c
uyscmeumensHocmolo memoda 1074 6 meuenue 6 mecsyes JeueHus npozHo3 onpedensemcs: Kax
HezamugHulll. Tlayuenmam ¢ OJUI onpedeneHue epynnel pucka, no Komopoii onpedensemcs
mepanesmuyeckas makmuxd, 00JIHCHO 8bINOJIHAMBCSA MONBKO 8 PAMKAX M020 NPOMOKOJd, KOMopblii
ucnosv3yemcs y KoHkpemuozo nayueuma [1,2,4,5,12].

Heob6xo0umo cuumams HegslNOJIHEHUE NPOMOKONA Mmepanuul, HepeziameHmupo8aHHoe CHUXeHUe 003
npenapamos, OnumenvHsle UHMepsansl 6e3 JieueHus, He npedycMOmMpeHHbsle NPOMOKONOM, 2pyobIMU
HapyweHuUsmMu Xumuomepanesmuueckozo npomokoad, U OUeHusams makux nayueHmos Kax
nayueHmos ¢ kpatie Hebazonpusimusimu ucxodamu mepanuu [1,2].

3.3. [IporHocTnueckasa sHauumoctb MOB



H3zsecmuo, umo nepcucmuposavue MOFE nocne UT/koHconudayuoHHol 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 mecsyes.

¢ PeromeHAyeTcs jieueHre MoyeKysipHoro penyuansa 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 mozo, u npu Ph-, u npu Ph+ OJIJI nokasaHa 8vlcoKas
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.

Dakmopom HezamueHozo hpozHo3a 6 naaxe 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.

¢ PeromeHpgyercs mnamyeHTaM ¢ Ph-aeratuBabiM OJIJI B BO3pacTe MOJOXKe 55 JieT BBIMOTHSTH
Tepamnuio 1o nporoxony OJIJI-2009 (cm. npuiioxkenue A3.1) [67].

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

e PexomeHAyeTcs B KauecTBe a/JibTeDPHATMBBI JJISI MOJIOJBIX TMAallMeHTOB B Bo3pacTe no 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 KauyeCTBe ajbTepHaTUBbI MpoTokony OJIJI-2009 mpumeHeHMe 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).

¢ PekoMeHAyeTCsI UCIIONb30BaTh (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 TIPyObIX HAPYIIEHMSIX JIIOOOTO ITPOTOKOJA TEPEBOAMUTH MAIMEHTOB B
IPYIIITY OYeHb BBICOKOTO PUCKA M TMPUHMMATH PelieHye O BO3MOKHOCTM BBIITOTHEHUS] aJlIo-
TI'CK (cm. pasgen 3.2 «I[IporHoctudeckue Gaxtopsl aphekTuBHOCTY TeueHus») [1,2].

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

IIpendasza

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

¢ PekomeHAyeTcs BCeM TallyieHTaM C BepuGUUIMPOBAHHBIM 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. TIpedgaza noszsonsem cmabuiusuposams cCoCMosiHue
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 NO MeHee MOKCUUHOMY npomokony 0as Ph+ OJUL Ecmo Hebossuias 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 npeddassl KpatiHe Yenecoo6pasHo.

NHayKOus peMuccuu

e PekomeHayeTcsI BCeM MalyieHTaM CTPOTO BBIMIOMHSTh MHAYKIIMOHHBIN KypC Teparnyuy 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 NJIAa3MeHH020 2emMocmasa, mpomOouumoneHuu, avemuu, 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  JleUeHUsl.
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 (6onee 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 Uuchons3o8avue 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.

¢ PekoMeHyeTcs 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).

KoHconupanus

¢ PexomeHnpgyercs BceM nanueHTam, gocturmum 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 UHOYKYUU, 08a U3 KOmMopbixX — 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.



Kouconudauyus 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
00HOKpamHusIM  88edeHUeM dACNApazuHassl™*; KoHconudayuss 5 — 00HOOHeBHbIM —B88edeHueMm
yumapabuna** & doze 2 ¢/m? 2 paza 6 deHv Ha one 3 OHeli dekcamemazoHa™* u 0OHOKPAMHBIM
ssedeHueM acnapazutasvl**[67].

E)

Xomenoce 06bl  ommemums, UMO 8 POCCULICKUX 2eMamoJio2udecKux yeHmpax (Qaxkmuuecku
omcymcmayem — 803MOXCHOCMb — MOHUMOPUHed — KOHYeHmMpayuu  memompekcama™* — umo
HEYKOCHUMENbHO mpebyemcs. npu 6bINONHEHUU 6blCOKOO03HOU mepanuu. Bcnedcmeue amozo daxce
O00HOKpAmMHoe Ucnonb38aHue memompekcama™* e 8ulCOKOLU d03e coOnposoxdaemcs JemaipbHOCMbHo,
CB5A3AHHOL C MOKCUYHOCMBI0 npenapama. B ces3u ¢ amum xomenocy 0bl 00pamume 6HUMAHUE
2eMaAmMon0208, KOMopsle 8bl0UPAIOM UHble 3apyOexcHble NPOZPAMMbL JledeHusl, Had Mo, 4mo 8 Mux
npomoxonax memompexkcam™** @ 8vlCOKUX 003X NPUMEHSIIOM HeOOHOKPAMHO U UCNONb308aHUE
Memompekcama** e npeonucaHHwsix 0ozax 0e3 Hanuuusi AeK8amHoz0 MOHUMOPUH2A C BbICOKOL
8ePOSIMHOCIbI0 MOMCEM 3AKOHUUMBbCS IeMANbHbIM UCX000M.

e PekomeHAyeTcsl MaleHTaM MCIIOAb30BaHMe MeToTpekcaTa** B BBICOKMX [03aX COITIAaCHO
MPOTOKOJIaM JIEUeHMSI TOJIbKO B TeMaTOJIOTMUEeCKMX LeHTpaX, TIhe eCTb BO3MOXXHOCTb
OCYLIECTB/ISITh ~ M3MepeHMe KOHIeHTpaluyu Iiperapata B  CbIBOPOTKE  KPOBM, JIsI
MpefoTBpaIleHMsT TSDKEIbIX HeKeJlaTelbHbIX SIBJIEHMII, OOYCJIOBJIEHHBIX HeaJeKBaTHOM
JIMMMHALIMe MeToTpekcaTa. [IpM OTCYTCTBMM 3TOJ BO3MOXKHOCTM 11€/1eCO00pasHO BbIGMpPATh
TIPOTOKOJIBI 63 BBICOKOIO3HBIX KypcoB [1,2,4,5].

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

¢ PekOMeHAyeTCs BCeM Tal[MeHTaM HEeyKOCHUTEIbHO COOMIOfNATh BPEMEHHOV peraMeHT
MpOTOKOJIOB [1,2,4,5].

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

e PekomeHayeTcs1 BCeM IMaleHTaM Ha BCeX 3TaraX KOHCOMMIALMM BBITIOMHSITH MPOGUIAKTUKY
IMTHEeBMOIMCTHO ITHEBMOHMM #KO-TPUMOKCA30I0M [cyibdameTokcasosn + TpumeTonpum|** (480
Mr 1 pas B IeHb exxefHeBHO) [1,2].

YpoBeHb YﬁeJIMTeJII)HOCTM peKomel-maum‘i -C (ypOBeHb AOCTOBEPHOCTHU AO0Ka3aTeJbCTB —
5).

IIpodmnakTuka U iedeHne HeiipoaeiikeMun

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

¢ PekomMeHAyeTcCs BCeM TAl[iEHTaM B KauecTBe MPOGUIAKTUKM HepoIeiikeMuy OCyleCTBISITh
CIIMHHOMO3TOBbIe ITYHKIIMM C MHTpaTeKaJbHbIM BBeJleHMeM TpeX ITpernapaToB: MeToTpeKcaTa™ ™
(15 mr), nurapabuna** (30 mr), npegHu3onoHa** (40 Mr) uan gekcameTtasoHa™** (4 MT) COIJIaCHO
cxeMe BhIGPAaHHOTO MPOTOKOMA (CM. Tpuiioskenne A3.1) [1,2].

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

5).

KoMMeHTapuu: uHmpameKkaibHoe gdedeHue XUMUONPenapamos pekomeHOyemcs 6sInoHAMb 6Cem
nayueHmam 8 MOMeHmM Nepeoll, Mmak Haszvléaemoli OUudzHOCIUYECKOL CNUHHOMO0320801i NYHKYUU C
JleueOHO-NPoQUIAKMUUECKOLl Yebio.

¢ He pekoMeHAYeTCS MPY BHICOKOM MHUIIMATBHOM JIeiKoIuTo3e (6osmee 50 THIC.), BHIIOTHEHNE
CIIMHHOMO3TOBO} MYHKIMNU B 1-71 eHb Teparnuu; ee BHITIOJHEHNE JODKHO ObITh OTIOXKEHO 10
MOMEHTAa CHIKeHUSI YMcia OJIacTHBIX KJIETOK B Tepudepuyeckoil KpoBM ST M36eXaHUs
KOHTaMMHAUMY OJaCTHBIMYM KJIETKAMM CIIMHHOMO3TOBOW JXMIKOCTUM TIPU TPaBMaTUUHON
nyHkuum [1,2].

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



e PekomeHayeTcs1 BbITIOTHEHMe TIpoduiakTudeckoii 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 IalM€HTaM MMUKPOCKOMMYECKOe MCCaefoBaHue CIMHHOMO3TOBOI
SKMIKOCTH, TIOJICUET KJIEeTOK B CUETHOI KaMepe (oIpenesieHNe LMUTO3a) U/MUIN IIUTOIOTUYeCcKoe
UCCIeAoBaHMe KJIEeTOK CIMHHOMO3IOBOM JXMAKOCTU [JISI  MCK/IIOUEeHMS/TIOATBePXKIeHMS
Heriponevikemun [40].

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

KommeHTapum: duazHo3 HelipoelikeMuu yCmaxHasausawm npu 0OHApy#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 NpPU KOHCTATallMM HeWpOleikeMuyu 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 ¢ yueToM yKa3aHHbIX B
MPUMEeHSIEMOM Y JaHHOTO TalleHTa ITPOTOKOJIe JIeueHUs peKOMeHIauii o peayKUuu A03 C
Lebl0 MUHMMM3AUMM 4Yuciaa WHGEKIMOHHBIX OCIOXKHEeHWMIA, CBSI3aHHBIX C pa3BUTHEM
LMTOIEHNYECKOro CMHIpoMa (cM. ipmwiokeHne A3.1) [1,2,4,5].

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

e He pekomMeHayeTcs IIPOBeLeHMe MO LepKuBawILeli Tepanuu nocie awo-TI'CK (uckintouenue
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 MpoOBeieHME TOAAEPXKMBAIOIE Tepanuu mnauyeHtam mnocie 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-TpMMOKcasona [cynbdamerokcazon +
TpumMeToripum|** (480 mr 1 pa3 B JeHb eXXeJHEBHO) BO BpeMsl BCeil Mo e p>KMBalolleli Tepanmn
C 1ebI0 MPOMMIAKTUKY TTHEBMOLMICTHON THeBMOHMM [1,2].

VpoBeHBb yoeguTensHOCTH pekoMeHaanuii C (YpoBeHb JOCTOBEPHOCTH JOKAa3aTeNlIbCTB — 5).
Jleuenne mumMdoo6aacTHO TMMbOMBI

¢ PexomeHAyeTcsI BO BCeX CIy4asiX 3KCTPaMeAYISIPHOTO MOPakeHMs (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 TIalleHTaM BBITIOJHUTL OUCTAHIMOHHYIO JIYYeBYIO 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

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

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

¢ PekomeHpgyercs mnaimyeHTam crapiie 55 jet ¢ Ph-ueratuBabiMu OJIJI ¢ yIOB/IEeTBOPUTETbHBIM
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 naiyenTtam 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 PekomeHayeTcs1 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 HEYIOBIETBOPUTETbHOM
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, aub60 KaHaMmaTaM [Jjis BbImojaHeHus: amio-TI'CK
peKOMeHIyeTcsl MpoBefieHne Tepanuu uMatuHmoom™* (600 mr/cyT) B KomOuHauuu ¢ XT Ha
OCHOBe 4-5 mpernapaToB (cxemMy Tepanuu cM. B mpuaoskeHnn 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
dopmovt OJUT umamunu6** — UTK 1-20 nokoseHus, no0asasowuti 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 PekoMeHpAyeTcs MalyieHTaM cTaplie 55 yieT, He SBISIOIIMMCS KaHIMIATaMM Ha BBINOMHEHME
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 mz/cymKku) 8 KOMOUHAUUU C NEPOPAIbHbIM
npedHusonoHom** (8 doze 40 me/mM?> 6 cymKu), a makxie ¢ HU3KOUHMeHCUBHuIMU pexcumamu XT

(BUHKPUCMUHOM ™™ U dekcamemaszoHoMm **).

e PekomeHAayeTcs BBINOMHATh MPOMOUIAKTUKY HelposieiikeMuy BCeM TalMeHTaM 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 Cbl80poIKe
kpoeu. ITosmomy ecem nayuenmam ¢ Ph+ OJIJI Heobxodumo npoeedeHue aKmugHoLl
HeliponpoGUAAKMUKU.

HOCTMHI[YKIJ,MOHH&H Tepanus

e PekomeHayetcss BbinojgHeHue amio-TTCK oT cubGAMHra WM HEpPOACTBEHHOrO OOHOpa
naneHTaM, KOTopble MMEIOT [MOKa3aHMs ¥ OTHOCSITCS K IPYIIIe BBICOKOTO pUcKa (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 MOB-
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 crapiie 55 sneT mposeneHue UT
UMATUHUOOM™* +/— cTepoumamyu +/— BUHKPUCTUMHOM™** ¢ TIOC/IEOYIONIeil 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 amno-TTCK c
HeMIEeNOoabMSITUBHBIMY ~ PEXKMMAMM  KOHAUIMOHMPOBAHUS  TOCTAEe  OIEeHKU  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 ¢ OJUI 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

CrpaTteruu jiedeHus! B IepPUOJ, MOC/Ie TPAHCIUIAHTalUN

¢ PekoMeHAyeTCs MCIIOb30BaHMe MMaTHHMOa** B KauecTBe IMOAIepKMBAIOIIeli Tepanuy mocie
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 mnoxkosneHust npu pa3sBUTUM 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 mauueHtToB ¢ OJJI ¢ peuuaMBoM 3aboyieBaHMSI MCIIOAb30BaHMe
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
CPAsHeHUio ¢ UMamuHubom™* u aggekmusen npu peaucmeHmMHsIX K UMAMUHUOY™** KoHpopmayusax
KUHAa3H020 domeHd. OH cnocobeH uHzubuposams nponupepayuro u akmusHoCmy KUHA3bL OUK020 mund,
a makxe 14 u3z 15 mymanmHoix eapuarmos 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.,
0C00eHHO 8 pacnpocmpaHeHHslx (hazax 3aGonesanusi. Heeemamosiozuueckumu noOOUHbIMU
appexmamu daHHozo npenapama s6as10Mcs duapes, MmowiHoma, 20n106Has 00Jib, nepugepuueckue
omeku u nnespanbHelli 8otnom. OOHAKO NpoOneMoll maxxce $6as1emcs pe3ucmeHmHOCMb K
dazamuHuby**, Haubonee uacmoti npuuuHoti Komopoli sensemcs mymayus T3151.

B Hacmosuwee 8pems #HUNOMUHUOG™* 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. Oco6bIe COCTOSTHMS TIPY JIEYeHUM OCTPOro Jumd@oneitkosa

I'mnepneikouUTO3bI

¢ PekomeHayeTcss BceM TalMeHTaM IIPOBeJeHMe CeaHCOB Jelkouuradepesa mpu
6eCCMMITTOMHOM TEUEeHUM TUIIEPIIEKOIIMTO3a P YMCIe JIeHKOIUTOB >300 x 109/n, a Takke
IpY HATWMUYMY KIMHMYECKOI KapTVUHBI 1e/KOCTa30B 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 naGnrodaemcs 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-
KnemouHom eapuanme (6 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, HUXe PAHHAS JemdanvHocmy (2—-6 %). Pexce scmpeuaemcs
KJIUHUKA J1elikocmasos, nNposieasiowdscs NpusHakamu mraHeeoli eunokcuu, JIBC-cuHOpomom,
opzaHHoli ducyHKuueli, 2emMoppazutecKuMu 0C0XCHEHUIMU, 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 Jusuca onyxonu u JBC-cunopoma Ha
¢one Hauana XT. JIns amozo npumeHsiomcs Jetikouumadgepe3swl, 00Hako apgpexmusrocms ux npu OJIT
3Hauumo Huxce, uem npu OMJL

¢ PexomeHayeTcsi BceM IMaiMeHTaM C MomeHTa auarHoctuku OJIJI mpoBefmeHue Tepamuu
a/TIONypUHONOM™**, aleKBaTHas TUApaTalMOHHAs Tepanus (10 3 i/M2), Ipy Heo6XOAVMOCTI —
dopcupoBaHHbIii  OUMype3 C TOMOIIbI0O MHQY3UA U TETIEeBbIX AUYPETUKOB C IIEJIbI0
npoWIaKTUKM CUHIpOMa Jin3uca omnyxonu [1,2].

VpoBeHs yoenuTenbHOCTU pekoMeHZauuii — C (YpoBeHb JOCTOBEPHOCTU JOKAa3aTeIbCTB —

5).



e Bcem mamueHTamM TpM OBICTPOM CHIDKEHMM 4YMCIA JIEKOIUTOB Ha ¢oHe Tmpendassl
MpeHU30JI0HOM** peKOMeHAyeTcsI PoBesieHMe T1asMadepesa ¢ Lenblo yIaneHus] TOKCUIHBIX
MPOIYKTOB pacrajia OMyXoJeBbIX KIETOK [85].

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

¢ PexkomeHayeTcs1 BceM MalyeHTaM poduiakTyKa CMHAPOMA Jin3Kca ormyxonn [85].

VpoBeHs yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTU JOKAa3aTeIbCTB —

5).
OJIJT npu GepeMeHHOCTH

Yacmoma 3710KauecmseHHblx H08000PA308aHULI, ACCOYUUPOBAHHDBIX C 6EPEMEHHOCMbI0, OMHOCUINENBHO
Huskas u cocmasnsem 0,02-0,1 % ecex OepemenHocmeli. Jleliko3st 8 nepuod OepemeHHOCU
ecmpeuaromes pedko (npubnusumensvHo 1 cayuaii Ha 75 000—100 000 6epemeHHocmeli). BonvwuHcmeo
u3 Hux npedcmassiiom coboti OJI, mpems kKomopwix npuxodumcs Ha OJ/UL. OmHocumenvHas pedkocmo
IMUX  NAamoso2u4ecKux  COCMOSAHULl  5675emcsi  OCHOBHBIM — JUMUMUPYIOWUM  (pakmopom,
3ampyoHAOWUM nposedeHue KPYNHbIX NPOCNEKMUBHBIX UCCIe008AHUTI, OUEHKY NPUHUUNO8 JiedeHUsl U
ucxo008; 8 pe3yJiviname ONUCAHbl JUlLlb HEOONbLILE PemPOCNeKMUBHble UCCIed08aHUSl U 0MmOesbHble
cyuau. Takxce GepeMeHHOCMb 8/15emcsl Kpumepuem UCKIoueHus 6 6onvwuncmee KU, umo maxoice
02panuuUBaem 803MOMCHOCMb 8bIPAGOMKU eJUHbIX N00X0008 K 6€0eHUI0 IMUX NAYUEHMO8 U OUeHKe
pesyibmamos8 ux JieueHus. B pamxax mmozoyenmpogozo KW (ALL-2009) (ClinicalTrials.gov:
NCT01193933) 0b1710 npuHAMO peuleHue 0 8KAUEHUU 8 UCCTe008AHUE HEeHUJUH, KOMOpbIM OUudazHO3
OJII GbLn ycmaHosJsieH Ha pasiudHbIX cpoKax bepeMeHHOCmU.

Bcezo ¢ 1990 no 2016 2. spauamu poccutickoli uccnedosamensckoli 2pynnel No JeueHuo Jetiko308 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-OJ/UL bBeia ommeueHa 0oJiee 8blCOKAs udacmoma
ecmpeuaemMocmu (Gakmopos HezamugHoz20 NPozHO3a y nayueHmos Ha Qoxe OepemernHocmu. 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 8vlCOK020 pucka. IIpu nposedeHuu mepanuu no npomoxosy
OJUT-2009 y 6epeMeHHbIX HeHWUH OMMeUueHo, Umo 8 cpasHeHuu ¢ obujeli nonyaayueili nayueHmos
cmamucmu4ecKu 3HAUUMbLX pAa3iuyuli KaKk 8 uacmome UH@PEKUUOHHBIX U MOKCUUECKUX OC0MHCHEHUL,
mak u 8 07iumeJibHoCmu UHMepeaos 6 JeueHuu no NPomoKoJy 8visi81eHO He ObLIO.

IIposedenue neuenuss OJVI Ha ¢poHe OepeMeHHOCMU OCYUjeCmeasemcss MyabmuoucyunauHapHot
KomaHooli  epauell,  sKkaOUaOWel  2emamonoeda, — akywepa-zuHekoio0zd,  AHecme3uonoz2d-
peaHumamosnozda, 6 CMmayuoHape, UMeWemM B03MOXHOCMU OKA3AHUs aKywepckoli nomouwju
podopa3speuieHus 8 IKCmpeHHslx cumyauyusix [86,87].

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

VpOBeHl) YﬁeJIMTeJ'HJHOCTM pel(omelmaunﬁ -C (yponeHb AOCTOBEPHOCTHU AOKa3aTeJbCTB —
4).

e PekomeHayercss mnipu guarHoctuke OJIJI B TeueHMe TMepBOro TpuUMecTpa OGepeMeHHOCTU
paccMOTpeTh BOIPOC 00 MCKYCCTBEHHOM TIPEPHIBAHUYM OEPEeMEHHOCTU [0 MeAUIIMHCKUM
noxkasaHusim [87].

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

KoMMmeHTapum: eciu #eHWuUHAa U ee ceMbs HaACmausaom Hda COXpaHeHuu OepeMeHHOCmU, JedeHuUe
MOxcem 0blmb HAUAMO U 8 NEP8OM mpumempe 6epemeHHOCML.

e [Ipu BbisiBeHun OJIJT Ha cpoke GepeMeHHOCTM 13-36 Hemenu (IOC/ie 3aBeplIeHUs MEPBOTO
TpuMecTpa OGepeMeHHOCTM) PpeKOMEHAyeTcsi Hauajo rmpoBeaeHuss XT TIpu  yCIOBUU
BO3MOXHOCTY CBOEBPEMEHHOTO MPOBEIEHNs BCEro KOMIUIEKCA AMArHOCTUUECKUX U JIeUeOHbIX
MepOTpUATHIi Kak 1o ooy OJIJI, Tak u 1o nosoay 6epemMeHHOCTHM [87].



VpoBeHs yoenuTenbHOCTU pekoMeHZauuii — C (YpoBeHb JOCTOBEPHOCTU JOKA3aTeIbCTB —
4).

o IIpu BoisgBienun OJIJI mociie 36-it Hemenu 6GepeMeHHOCTY PeKOMEeHAyeTCs pofopaspelleHe B
xope rpezdassl MpegHN30I0HOM** ¢ TociesyomyM mposeneniemM XT [88].

VpoBeHb yoeauTeIbHOCTU pekoMeHmanuii — C (YpOBeHb JOCTOBEPHOCTU IOKA3aTeIbCTB —
4).

e PekomeHAyeTcs MCMO/Nb30BaHME JTIOObIX JIEKAPCTBEHHBIX BEUIECTB, B TOM YuUCIe
LIUTOCTATUYECKUX U aHTUOAKTEPUAJbHBIX  IpernapatoB BO BpeMs 6GepeMeHHOCTH,
PYKOBOZCTBYSICb COOTHOILIEHMEM «PUCK — MOIb3a» AJIs1 MaTepu U mioga [87].

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

KommenTapum: codniodeHue 0o3 yumocmamuueckux npenapamos 8 coomeemcmaeuu ¢ epl0paHHol
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 npenapamsl (Hanpumep, KO-MpuMakcason™?,
2aHYUKII08UDP ** U dpyeue) donycmumo.

e PekomeHJyeTcsi C YY4eTOM BO3MOXHOIO TEPAaTOTEHHOIO BO3JENCTBUSI #MeToTpekcara™™
BBIIIOJIHEHVME  MHTPATEKalbHbIX BBENEHMII LMTOCTATMYECKUX IIperapatoB Ha (oHe
6epeMeHHOCTH 6e3 MCIIONb30BaHMsI #MeToTpekcaTa™™ [86,87].

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

¢ PexomMeHAyeTCsI C yUY€TOM BO3MOKHBIX KOAryJIOTMUYeCKUX HapylleHWii IepeHeCcTy BBeIeHMUS
acraparnHasbl** Ha 9Tarlbl JeueHus mocie poropaspenieHus [87].

VpoBeHb y6eauUTebHOCTH pekoMeHpauuii — C (ypoBeHb JOCTOBEPHOCTU [IOKA3aTe/bCTB
4).

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

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

¢ PekomMeHAyeTCS TPEIIIOYNTATh METWIIPETHMU3ONOH ™ U TpemHU30M0OH** meKcameTas3oHy™ ™
BBUY BO3MOKHOCTIM PasBUTHUSI HeGIArompusITHBIX HEBPOJIOIMYECKUX IMOCAeICTBUI Yy IIofa B
cnydae npuMeHeHus nociensero [90].

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

¢ PekomeHAyeTcsl IUIAaHMPOBAaTh CPOK pOJOpaspelieHus] C YUYeTOM [Heil BBemeHMs
LIMTOCTATUYECKUX T[IPernapaToB He paHee 4YeM uepe3 2-3 HeHeNu TOCIEe BBeAEHUS
LIMTOCTATUYECKUX TIPEINapaToB C LIeJbl0 YMEHbIIEHMS] BEPOSITHOCTY MUEIOCYIIPECCUM Y TUIOA
[91].

VpoBeHs yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTU JOKAa3aTeIbCTB —

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

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

KommeHnTapum: 6wsi60p cnocoba podopaspeuleHus — onpedesisiemcss — COCMOsiHUEM — NnJ0dd,
comamuyeckum cmamycom NAayueHmku, 2eMamosioeuteckumMu nokazamensmu U Cmpozo 8
coomeemcmeuu ¢ akyulepckumu noxazavusmu. CamonpoussonsHsie podsl Mozym 6bvlme 8bl0paHsl KaK
€noco6 podopaspewleHus movko npu Hanuuuu y nayuenmos pemuccuu OJUI, yoosnemeopumensHbix



nokasamerneti 2EMO2PAMMbL U npu Xopoulem comamuueckom cmamyce nauyueHma u cocmosstHuu naooa.
B ocmanvHbix cumyauusx npeanoqmumeﬂbl-to 6blNOJIHAAMb po@opa3pemer—tue Memooom Kecapesa
CeueHusl.

e He peKOMeHJyeTcsI BBIIIOMHSITD SIMAYPATbHYIO aHECTe3MIO TIpU TpoMbonuToneHuy <80 x 10%/
1 u/wm Heiitporienvy <1 x 10°/1 mpu pomopaspelleHMM BO M3GeXKaHVMe OCTIOKHEHMWIA,
CBSI3aHHBIX CO CIIMHHOMO3T'OBO IMyHKLMe [92,93].

VpoBeHb y6eauTeIbHOCTY pekoMeHmanuii — C (YpOBeHb JOCTOBEPHOCTM JOKA3aTeIbCTB —
4).

¢ PexomeHAyeTcs MalieHTKaM Py IJIAHOBOM IpeXIeBpeMeHHOM poopa3spelieHny Ha CpPOKe
24-35 Hepmenb MPOBOAUTH IMPOMWIAKTUKY OCTPOTO PeCcMpaTOpHPOro AMUCTpecc-CUMHIpoMa
(OPIC) ruiozia B COOTBETCTBUM € MPOGUABHBIMY PeKOMeHAauusImu [94]

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTU JOKAa3aTeIbCTB —

5).

e PekomeHAyeTcsl Tal[ieHTKaM B IIOCIEPOIOBOM TMepuoje TpOBelleHNe YTepOTOHMUUECKOI
Tepanuu (OKCUTOIIMHOM™**) 1 MeIMKaMeHTO3HOe TofaBeHne Jaktam [87]

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

3.8. PekoMeHIaIMM 110 JIEUEHMIO MALMeHTOB C JIMMQOMOIi U JIeiiKkeMueit
Bepkurrta

Jleuenue numgomel u netikemuu Bepkumma npogodumcs 6 kpamuatiuiue cpoku U 8 pexicume oKa3aHusl
HeomJi0M#cHoLl meduyuHckoti nomowu [95,96].

¢ PekomMeHAyeTCs MauyeHTam c anumMdomMoit 1 eiikeMueii BepkuTTa sKCTpeHHOe KylMpOBaHMe
VMEIOUIMXCST XUPYPTUYECKUX OCJIOKHEHMIA (KUIIeYHasi HeNnpoXOAMMOCTb, KPOBOTEYEHMS,
nepdopalus), KOPPEKUMS] 3IeKTPOIUTHBIX HapyIIeHUii, KynupoBaHUe WHQPEKIMOHHBIX
OCJIO’KHEHUIt, 6oneBoro cuHAapoma [95,96].

VpoBeHb yoenuUTeTbHOCTU PeKOMeHZanuii — B (ypoBeHb JOCTOBEPHOCTU [IOKA3aTEIbCTB —

5).

e [lanyeHTaM IIpY HaAM4MM OCTPOI MTOUEYHOI HefoCTaTOYHOCTM XT peKOMeHAyeTCs] TPOBOOUTh
Ha ¢oHe exkeJHEBHBIX CeaHCOB remonuanusa [97].

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

e PexomeHpyercs mnanueHtaM ¢ JIB B KauecTBe OCHOBHOTO METOZA JIEUEHMSI KOPOTKas
MMITY/TbCHASI BBICOKOMHTEHCVBHAs XT +/— puTyRcMMa6™* (cm. mpuinoxeHue A3.1) [98].

VpOBEHb yﬁeﬂMTeJ’leOCTIA peKomeHnaum}i -C (yp0BeH1, AOCTOBEPHOCTHU AO0Ka3aTeJbCTB —
4).

KommeHTapum: npu pedko 6cmpeuanujuxcs 10KaabHblx cmadusix 3a06071e8anusl KOauuecmeo Kypcos
XT pedyyuposaHo 6 coomeemcmeuu ¢ hpomokonamu. K ¢pakmopam nnoxozo npozHosa, mpebyrouwjum
uHmeHcuguxayuu mepanuu, omuocam: nopaxcerue KM u ITHC, nossiwerue JI/II' >2 8epXHUX 2pauul
HOPMQJIbHBIX 3HAUEHUTI, NopaxceHue nouek, Kocmet (MynemugoxansHsle oudzu), pazmep onyxoau 6ojiee
10 cm.

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

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

KoMmMeHTapum: 0CHO8HbIM npasuiom e mepanuu JIB sensemcs cobnwdeHue npuHyuna «0o3a —
uHmepean», m. e. NpogedeHue Kypca 8 NOJIHbIX 003ax ¢ coOmodeHUeM 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 perkomeHzayeTcs npoBeneHue tepanuu 1o cxeme R-CHOP maumenTtam c JIb Baienctsue ee
HesbekTuBHOCTHU [96].

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

e PekomeHAayeTcs1 MaimyeHTaM crapuie 55 jiet 6e3 mnopakenus LITHC (He KaHaupmaTam [Ijist
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 MauyeHTaM ¢ JIb ycTaHaBAMBATh LeHTPAIbHBIV BEHO3HbBIN KaTeTep IJIs
nposenenyus XT u cOIpoBOAUTeNbHONM Tepanuu [1, 2].

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

¢ PekomeHAyeTcs TalyieHTaM IIpU TPOBEIEHUM TEPBOTO Kypca Tepamnuu 006s3aTebHYI0
NMPOoGUIAKTUKY U JIeYeHMEe CUHAPOMAa MaCCUMBHOTO JIM31Ca OMYXO/N: ajionmypuHon™* 10 mr/kr/
cyr u wuHQY3MOHHAsS Tepamus 3 J/M%/CYT C 3alieNauMBaHMEM pACTBOpPAa  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 H03 METOTpeKcaTa™* peKOMeHIOBaHbl KOHTPOJb €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 MmauyeHTaM C MAacCMBHBIM 3KCTPaMeIy/ISIPHBIM OITyXOJIEBBIM IOpaskeHueM (OpraHoB
cpenocTeHus, OPIOIIHOM IMOJMIOCTYM ¥ Ap.) PEKOMEHIOBAaHO IpoBefeHMe MPODMIAKTUKI
TPOMOOTHYECKMX OCIOKHEHMII TOJ, KOHTPOJIEM KOaryJorpaMMbl COTJIACHO CYIIECTBYIOUIVM
MMPOTOKOJIAM  NPOMMIAKTUKM  BEHO3HBIX  TPOMOOIMOOIMUYECKUX  OCIOKHEHMHA  (CM.
COOTBETCTBYIOLIVE KIMHNYeCcKe pekoMeHnanum) [101].

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

¢ PekomeHayercs Tepanuio JIb y manMeHTOB, MHPUIMPOBaHHbIX BUY, mpoBOAuTH 10
AQHAJIOTMYHBIM ITPOTOKOJIAM Ha (hOHE TIOCTOSTHHOTO MpMeMa aHTUPeTPOBUPYCHOI Teparmu [102].

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

¢ He pexkomeHayeTcsi BBOOUTh 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.

¢ PekomeHpayeTcss Bce maiuyeHTtaM c JIB o6s3aTenbHas mMpoduiakTMKa HeiipoaeiikeMun 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 y6eauTeIbHOCTY pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTM JOKA3aTelIbCTB —
5).

KommeHTapum: JeueHue Heliponelikemuu OONHCHO — GbINOJIHAMbLCS 68  CO0OMEEemMcmeuu  co
cmandapmusIMu NPAasuLIamu: CNUHHOMO3208ble NYHKYUU C 66edeHUeM YUMmocmamukos 6bnonHsaom 3
pasa e Hedeno 00 nonyyeHuss 3 HOPMATbHBIX AHANU308 JUKBOPA CB53U C yeenudeHuem Konuuecmeda
UHDEKUUOHHBIX OCTIONCHEHULI U 8bICOKUM pUckom cmepmu om Hux. Ha nocnedyrouux 6noxkax XT (nocae
caHayuu uKeopa) omM0anbHble NYHKYUU ¢ UHMPAMEKAIbHbIM 88e0eHUeM YUMOoCmamukos npogoosm
08aX0bl 3a KYpC.

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

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

KommeHTapum: 60n6wuHcma0 peyudusos JIb uHKypadensHbl.

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

VpoBeHs y6enuTenbHOCTH pekoMeHAanuii — C (ypoBeHb JOCTOBEPHOCTU JOKA3aTeIbCTB —
4).

3.9. lumdoobaactHbie TMMGbpOMBI

Pannue ny6nuxayuu 06 uCnob308aHuUu cmaHoapmuslx npomokonos XT, npedHasHaueHHvix O0Js
JIeUeHUs HeX0OMCKUHCKUX aumpom (danee — HXJI), 6 uacmuocmu CHOP nodoOHbIX pexcumos,
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 ciepgytouyum 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, paspadomartste ons HXJI, He Gbliu ycnewHsiMu npu
JIBJI, npedcmasnsiemcs, umo pexcumsl mepanuu, ucnonsyemoie npu neuequu OJII, obecneuam 6osiee
621az0npusimuole pe3ynbmamel.

e PekoMeHAYIOTCSI 00si3aTenbHasi npoduiaktMka u jgedeHue rnopaxkenust ITHC, Briouaromime
MHTpaTeKaJlbHOE BBeJleHMe IIUTOCTaTUKOB [14,15].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTU HOKAa3aTeIbCTB —

5).

KoMMeHTapum: om ucnons308amust 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).

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

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

5).

KoMMmeHTapum: 6 6onbuUHCMEe Cyuaes nopaxceHue MeouacmuHaIbHblX TUMOAMUUECKUX Y3708 Npu
JIBJI xapakmepusyemcs eecema Xopouwium omeemom Ha nepsuuHyro XT. Yemkoe onpedeneHue
pe3udyanvHoli onyxosiegoli Mdaccel CpedOCMeHUs Omcymcmeyem; 6 Kauecmee Mmaxkosozo Mozym
PACYeHUBamsCsi 0CMAamouHast onyxonv pasmepom >3 cm, no davHoim KT, u/unu nonoxcumensHoili
pesyiomam II9T. Jlyueeas mepanus pe3udyanvbHvlX ONYX0aeeblX 00pA308aHuli cpedocmeHus, Kax



npedcmasJisiemcsi, 671emcs HAUAYYWUM 8apuaHmom mepanuu. Bonpoc 06 onmumanwsHoli do3e 6
daHHoM ciyuae (24 unu 36 I[p) ocmaemcst 0mKpblMbIM.

e PekOMeHAyeTCs CYUTATh PEMMCCUIO TIOJHOM Y BCeX MauyeHToB npu jgeyeHuu JIBJI uz T- u B-
MpeIIeCTBeHHMKOB IPY HaMmuuy Kputepues (Ha 70-ii meub VT 160 mocie MHIYKINN):

1. OTcyTCTBME MOKA3aTeNIbCTBA HATMYMSI OCTATOYHOTO 00pa3oBaHms (IIPY MACCMBHOM ITOPAsKeHUN
MOTYT OCTaBaThCsI pe3uIyaabHbie 00pa30BaHMs MeHee 3 CM) WJIM COKpalleHe PasMepoB OITyXOJu
6osiee ueM Ha 75 % OT MICXOIHOIO.

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

e 3. 0tcyTcTBue muMdO67IaCTOB TPU UCCIEIOBAHUY TMKBOPA Ha 29-ii 1eHb rnpoTtokona [14,15].

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

JleueHne penyauBa

IIpozHo3 npu peuuduse JIBJI kpatiHe HebazonpusmHsiii. Peyuduest JIBJI pazeusaomcs, Kak npasuio, 8
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, npenapamot
Henapabun™*, #zemuumabuH™* u op. — cm. npunoxceHue A3.1); npu docmudceHuu 8mopoti pemuccuu
pekomendyemcsi anno-TICK. SpgpexmusHocme mepanuu peyudueos T-xknemouHwsix JIBJI ocmaemcs
Kpatine Hu3koti, B-JIbJI — HecKoIbKo Jiyuue.

¢ Pekomenayetcs auto-TI'CK mpu penyauBax u pedpakTepHOM TeUYeHUM TIOCTIe NOCTUKEHUS
orBera Ha XT [14,15].

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

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

3.10. Peuugussl Ph- OJIJ1

Peyudue netikemuu y 83pocavix nayuermos ¢ Ph- OJ/UT ocmaemcs HepaspeuleHHOll mepanesmuueckoti
npo6nemoti. Pesynvmamol JneueHus OavHol ¢pa3el 3abonesanus Hesenauku, u peyudue 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 nayueHmol, y Komopovlx ommeuaemcst peyudus 3abonesaus, He mozym 0Obvlme
usneueHvt monvko nymem XT. EQUHCMBEHHBIM 8APUAHINOM PAOUKAILHOZ0 JleueHUsl S181emcsl aJLno-
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 HeOnazonpusmHulx 00WUX UCX0008 Y 3IMUX NAYUEHMO8 COXPAHAEemcs
3HauumesnvHas. nompe6HOCMy 8 paspabomke U UCCIE00B8AHUU HOBbIX JIEKAPCMBEHHDBIX Cpedcma.
Bo3moxcHbIM 8apuanmom JieueHust OaHHOU 2pynnsl NayueHmos seJislemcs 6KaUeHue 6 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 npouzgooumcs 8 pamxax KU.

¢ PekoMeHAyeTCsl BCEM IMalyieHTaM MpyY Mo3gHeM penyause (6oee 6 MecsiieB OT OKOHUAHMUS
MO IePsKMBAIOIIIeli Tepamnuu) UCII0/Ib30BaTh CTaHAAPTHYIO Teparnuio B-OJII u T-OJIUT 1-1 imaumn
(cm. mpumoskerue A3.1) [105].

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



e PekomeHayeTcs1i BceM [auueHTam Iipu paHHeM peuunuse B-OJIJI wucrnonb3oBaHue
9KCMEePUMEHTANIbHBIX KOMOMHanuit B pamMkax KW, B TOM 4uucie C TpUMeEHEHUEM
6nmMHaTymMomaba™* u MHOTy3ymaba o3orammnyHa**, B kauecTBe BO3MOXKHBIX XT KOMOMHAIMI
BO3MOXHO MCHOIb30BaTh nporpammbl FLAGIda wiu Hyper-CVAD, nu6o #6opTe3omuba Kak B
MOHOTEepanuu, TakK M B KOMOMHAIIMM C MMUTOKCAHTPOHOM™*, mekcaMeTasoHOM™* u
acriaparnHasoit** (cm. npuiaoxenue A3.1) [106].

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

e PekoMeHAyeTCS B JIEUEHUM DPENMUOMBOB TIPY HAIUYMM BO3MOXKHOCTU  ITPUMEHSITh
MUTOKCAHTPOH™* BMECTO AHTPAIMKIVNHOBbIX aHTUOMOTUKOB IayHOPYyOMIMHA™™,
IOKCOPYOMIIMHA™™ vty #UpapyouiiHa

" (mpunoxxenye A3.1) [107].

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

sk

¢ PekomeHAayeTcCs MPEeATIOYTUTEIbHOE UCTIONb30BaHMe JIeKkcameTras3oHa®
MpeaHn30I0Ha™* B CBSI3U ¢ Gosblieit apdexTrBHOCTHIO [80].

BMeCTO

VpoBeHs yoenuTenbHOCTU pekoMeHzauuii — C (YypoBeHb JOCTOBEPHOCTU [TOKA3aTENIbCTB —

5).

¢ PekomeHAyeTcs1 BceM TalMeHTaM, Y KOTOpbIX pocturHyra IIP2, KoOHCynbTaHUMS B
TPaHCIUIAHTOJIOTMYECKOM IIeHTpe [js1 yTOYHEeHUSI BO3MOXXHOCTM BbINOMHeHuss uM HLA-
coBmecTtumoit aymuno-TI'CK [56].

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

e PekomeHayeTcsl BCeM MalMieHTaM C PaHHMUM peuuamBoM min nepcucreHumnein MOb nipu B-
wietounbix OJIJI mocie OKOHYaHMS KOHCOMMAAIMM TIpUMeHeHue OiMHaTymomaba™* B
MoHoTepanuy win B couetauuu ¢ U'TK B cBs13u ¢ addexTrBHOCTBIO (TpmioskeHme A3.1) [74].

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

e PekomeHayeTCs1 BCEM IMMallieHTaM C PaHHUMM penuauBoM wuiau nepcucreHuyeri MOb nipu T-
kietounbix OJIJI mpuMeHeHMe HejnapabuHa** B coueTaHuMM ¢ LUKIoGQochamMumoM™™* u
#aronosumom™* (cm. mpusoskerue A3.1) [108].

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

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

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTU HOKAa3aTeIbCTB —

5).

3.11. TpaHCIJIaHTALUA e MOIIO3TUYECKMX CTBOJIOBBIX KJI€TOK

Annorensnas TTCK

IToxazanus k svinonHeHuio anno-TICK onpedensomcs 8 3a8ucumocmu om KOHKpPemHozo, 8bl0paHH020
2emamoniozuyeckum 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 seT, momyvyaouum JjieueHue 1o rnpotokoay OJIJI 2009
(npuoskenue A3.1), U3 rpymibl OUeHb BBICOKOTO PMCKa, KOTOpasl YCTaHABIMBAETCS B Ie6I0Te
3aboseBaHusl (UUTOreHeTmMueckme Hapymenuss t(4;11) wmmm 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 pekoMeHgaumii — C (YypOBeHb JOCTOBEPHOCTM JOKa3aTelbCTB —
5).

e PekomMeHIyeTCsI pAacCMarpuBaTh BO3MOXHOCTb BbimoaHeHMs1 amno-TTCK y maumueHTOB B
BO3pacTe cTapiie 55 JieT 13 TPYIIIbl OUeHb BBICOKOTO pycKa (cM. pasgen 3.2 «[IporHocTuueckue
akrTops! 3(phHEeKTUBHOCTY JIeUeHMsI») TIPU HATUUYMUM MTOTHOCThI0 HLA-COBMECTMMOro JOHOpa U
TOJIBKO IIPY OTCYTCTBUM 3HAUYMMOI KOMOPOUAHOCTH, IIPY KOTOPOI PUCK TPaHCIIaHTALlMOHHOM
JIeTATHHOCTY He MPEeBbINIa Obl PUCKM Pa3BUTHS penuauBa [56].

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

e Pexkomenpayetcs BointoniHeHMe aio-TI'CK y manyenToB ¢ nepcucrenuueri MOB, HO s sToro
Heob6X0IMO BBITIOTHSTH Bech 00beM XT 1 MmoHuTOpMHT MOB B IIpenycMOTpeHHbIe BpeMeHHbIe
TOYKM COTJIACHO BBIOpAaHHOMY ITpOTOKOINY [56,70,71].

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

e PexkomeHyeTCsI BCeM MalyieHTam BbinoHeHue amio-TT'CK oT poacTBeHHOIO JOHOPA B IepBOit
TP mipu HeaZieKBATHOM BBITIOJIHEHUM JIIOOOTO M3 ITPOTOKOJIOB ITPOTPAMMHOI Teparuu B CBSI3Y C
BBICOKVM 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
pesyibTaToB Tepanumu [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 TPaHCILIAaHTALIO oT QJIbTepPHaTUBHOTO 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 manmenTos ¢ Ph+ OJIJI (B ciiyuae HEBO3MOKHOCTMMU
BbilToJiHeHUST a/uto-TI'CK) 1pu  OTCYTCTBMM MMHUMAJIbHOM pe3uayasbHOii 6GoymesHu ¢
NpoBeseHMeM nogaepxxusawouieii tepanuy MTK noce Tpancruiantauum [84].

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

e Pexkomenpayetcs BbinonHeHne ayTo-TI'CK B pamkax nporokosna OJIJI-2009 pjis nauyenTos ¢ T-
OJUT nocwie 3aBepuieHMs1 KoHconupauuy mno mnportokony OJIJI-2009 ¢ mociaenyomum
NpoBeJeHMeM MoAepKMBalLelt Tepanuu [67].

VYpoBeHb YOEAUTEIbHOCTY PeKOMeHAanuii — B (ypoBeHb JOCTOBEPHOCTH JIOKA3aTeIbCTB —
3).

3.12. ConmpoBoauTenbHAas Tepanms

Oo61IMe MeponPUITHUS



IIpomoxonst neuenuss 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 ¢ OJII Hyxcdaromcs 8 mujamenbHOM
MOHUMOpUH2e, a makie 6 nposedeHuu coomeemcmayroujeii npoguiakmuueckoti u noddepxcusaioujetl
mepanuu.

AHTHU3MeTHYecKas l'[pO(l)MJIaKTI/IKa U Tepanus

¢ PexomeHpyeTcsl BceM MalyieHTaM IPOBOAMUTH aHTUIMUTUUECKYIO TEPamuIo C Le/bl0 MOMTHON
MPOGUIAKTHUKY TOITHOTHI ¥ PBOTHI Y MAIVIEHTOB, momyvaomux 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 pexcumos XT, Xxapakmepusyouwuxcs yMepeHHol U 8bICOKOL 2Memo2eHHOCMbi0. B
0MOeNbHBIX CUMYAYUAX, 8 HACMHOCMU NPU NPOBedeHUl 8bICOK0003HOU KoMmOuHuposarHoti XT, 8bi60p
anmuamemuxa 00JieH Onpedessimucs HAubonee dMemo2eHHbIM KOMNOHEHINOM (CM. NPUNOXCEHUE
A3.4)[114].

Tpaucdy3snoHHas Tepanus

Yenewnoe neuenue OJI, 6 uacmuocmu OJUL, HEB03MOMCHO Npu 0Omcymcmeuu 3amecmumenbHol
mepanuu KOMNOHeHMAamu Kposu U conposooumesbHoti mepanuul.

Tpauchy3uy spUTPOLUTHOI ¥ TPOMOGOLUTAPHOI MACChI

¢ PekomMeHAyeTC OCYHIECTBJSATh TpaHChHY3MM IPUTPOIMUTHONM 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 COMYTCTBYIOLIEJ TMATOIOIMM Cepila WM JIeTKUX, a TakKe eIy aHeMus
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
TpoM6ouuToB (20 * 10° /1) B cyyae MOBBIIEHMS TeMIIepaTypsl Tena >38 °C, Ipu pasBUTHM
KIMHUYECKM  3HAYMMbBIX KDOBOTE€UEHMI 7uGO Tepen  BBHIOTHEHMEM  MHBa3MBHbIX
MHTePBEeHI[MOHHbIX BMenaTeabcTB [115].

VpoBeHb yoenuTenbHOCTU pekoMeHzanuii — C (ypoBeHb JOCTOBEPHOCTHU OKA3aTEIbCTB —

5).

¢ PekomeHayeTcss OOMyueHMe SPUTPOLMUTHON MacChl ¥ TPOMOOKOHIEHTPATOB C IIEJbIO
MPOGUIAKTUKY peakiuu «TpaHcdys3aT MpoTuB xo3suHay» [1,2].

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

IIpodmnakTrKa reMopparmuecKux M TPOMOOTUUECKUX OCTOKHEHMI

¢ PekomeHayeTcs MaryeHTaM Ha pOHe Tepanuu acraparnHasoi™* KOHTPOIMPOBATH ITapaMeTPhbl
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 03e 6000 ME/M2, B Teuene 7 mueit) [116].



VpoBeHBb yoenuTeTbHOCTY PeKOMeHZanuii — B (ypoBeHb JOCTOBEpPHOCTU [IOKA3aTEIbCTB —
3).

KomMeHTapum: Tepanus  21HOKOKOPMUKOCMEPOUOAMU, — AHMPAYUKAUHAMU U OCOOEHHO
acnapazuHasoii** moxcem npueooums K msicesioMy npuobpemeHHomy Odepuyumy 6e1Ko8 Kaacca
CepnuHo8 (UH2UOUMOPO8 CepUHCOOepHaujux npomeas), NpeumMyujecmeeHHo aHmumpomOuHos u
anvpa-1-anmumpuncurd. PachpocmpaHeHHOCMb 3mux oc/ioxcHeHuti om 2,1-15 %.

AHmumpombuH npedcmasasiem co6oli OCHOBHOU u3uonoeuueckuti 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 Cc853U C AKMUBHbLIMU (epMeHmamu, auwds ux
npomeoaumuyeckoli akmugHocmu. Kpome mozo, npu ucnons308aHuu achapazuxasst™* coodbwanocs 06
U3MeHeHUU KOH@OopMayuu Mouexyisl aHmumpombuHa, umo npueoousio 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 conpogoxdaemcs: 2uno@ubpuHozeHemueli, OGbL10 NOKA3AHO, UMO HU3KAS
KOHYyeHmpayus ¢ubpuHozeHa npedpacnonazaem 6 0Oonwvulell cmeneHu K mpomOo3am, Hexenu K
KpOB8OMeUeHUsIM.

e [Ipy MacCUMBHBIX 3KCTpaMeOy/UIIPHBIX Ouarax MOpakeHusl (Jalje BCero OparHoB CPemOCTeHMUS
pu OJIJI/JIBJT), TpOMOOTHMUECKMX OCTOKHEHUSIX Ha (POHe Tepamuu MUIM HaJuduu TPOMOO30B B
aHaMHe3e peKOMEeHyeTCsl [IPOBOIUTL aHTUKOATYISIHTHYIO Tepanyio COVIaCHO CYIeCTBYIOIUM
MPOTOKOJIAM JIeUeHUs] BEHO3HBIX TPOMOOIMOOIMYECKMX OCIOXKHEHMI (CM. COOTBETCTBYIOLIE
KIVMHMYECKMEe peKOMEeHJAIllMy 110 [OMArHOCTMKE, JIEUeHUI0 U TMPOMWIAKTMKE BEHO3HBIX
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 mamyentam ¢ OJIJ BBemeHMe 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
UH@y3uti  ummyHoznobynunos. Ilayuenmam Ha ¢oHe mepanuu GAUHaAmMymymadom™*  unu
pumykcumabom** HeoOX00UMO KOHMPOIUPO8AMb CO0epHaHUe UMMYHO2N00yauHo8 1 pa3 8 2-4
Hedenu, 6 3dsuCUMOCMU Om KAUHUYECKOU cumyayuu, U, npu Heob6xo0uMOCmu, BblNOJIHAME
3amecmumesnsHylo mepanuro UMMyHo2100yauHamu [1,2].

Muas conpoBoauTenbHas Tepanms
daxkTOpsI pocTa

e He pexkomeHayeTcs  Ha3HaueHMe  [MalMeHTaM  I[IperapaTroB  TPaHYIOLMUTapPHbIX
KOJIOHMEeCTUMYIMpPYyIomuX dhakTopos (I-KCDO**) Hu Ha ogHOM Tare gedeHyus OJIJI. VickioueHne
cocraBistioT JIB 6e3 mopaskeHuss KM, IIpy 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 xeHUMH ¢ OJIJI B IpemMeHoIIay3e peKOMeHAyeTcs MofaBjieHre MeHCTpyaluii ¢ 11e/1bl0
MUHUMM3AIUU PUCKOB KPOBOTeueHUs Ha (hoHe TpomboruToneHuu [118]

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

0O6e300nMBalOIIAA TEPAINAI

o TIpy BO3HMKHOBEHUM OCTPOrO WMIM XPOHMYECKOTO 60JIeBOr0 CUHAPOMA MAILUEHTY
peKOMeHAyeTcsa IIPOBOAUTHL 06e300MMBAIOIIYI0 Tepalui0 COIIACHO  CYLIECTBYIOIIMM
[IPOTOKOJIAaM 00e3601MBaHMs  (CM. COOTBETCTBYIOIIME KIMHMYECKME pPEeKOMEHOALUMA 10
XPOHMYECKO 00N, KIMHMYECKME PeKOMEHIaLyyM I10 aHeCcTe3MOJOruiu), B TOM 4NCiIe, II0
IIOKa3aHuAgAM, C IIpYMEeHEeHEeM HapKOTMUYECKUX M IICUMXOTPOITHbIX JIEKapCTBEHHBIX ITpernapaToB
[1,2,4,5,119].

VYpoBeHb yOeaUTEeIbHOCTH pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH IOKa3aTe/lbCTB —

5).

Cnedyem yuecmw, umo y nayueHma mozym 6bimb HeCmaHoapmHvle NposieieHus 00ne3HU, a makie
couemaHue KOHKpemHol 6one3HU ¢ Opyzumu namosiozusiMu, Ymo Moxcem OuKmosams Jieuaujemy epauy
U3MeHeHUs. 8 anzopumme 8b160pa ONMUMANLHOLU MAKMUKU OUAzZHOCMUKU U JiedeHUsl.



4. PeaOunuranus

Cneyuanstsix memodos peaburumayuu npu OJII He cywjecmayem.

¢ PekoMeHAyeTCs MMalyieHTaM IpOBeJeHe peabuanuTaluy Mpu BOSHMKHOBEHMM OCIOKHEHMIA
rmocie 3apepiieHust mporpammbl Teparmuu OJIJI B paMKax COOTBETCTBYIOLIMX HO30JIOTMIK
[120,121].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (ypoBeHb JOCTOBEPHOCTHU OKA3aTEIbCTB —

5).

KoMmeHTapum: nocne OKOHUAHUsl JleueHus peKomeHdyemcs eecmu 300poeblli 06pa3 MHu3Hu,
UCKIUUMb UHCONAYUIO U (u3uomepanesmuteckue npoyedypo.



5. IIpodunakruka

Ipogunaxkmuxu 8o3HukHoseHus OJUI He cyujecmeyem.

e PexkomeHyeTcs 110c/Ie OKOHYaHMs nporpaMmbl Tepanyu OJII BeIOMHSTE McciaegoBanne OAK
KaskKAbIii MecsI, B TeueHue IepBbIX 2 JieT 1 3aTeM 1 pa3 B 2—-3 Mecsna 0 5 jeT OT Havaja
JIeUeHMs C 11eJIbI0 PAaHHETO BbISIBIEHMSsI peliyuanBa 3aboneBanus [1,2,4,5].

VpoBeHsb yoenuTenbHOCTU pekoMeHzanuii — C (YypoBeHb JOCTOBEPHOCTHU [TOKA3ATEIbCTB —

5).

e PekomeHayeTcs1 TIOC/ie OKOHUaHMSI Tporpammbl Tepanuu OJIJI B TeueHue IepBOro rojaa
BBINTONMHATL TyHKUMKU KM 1 pa3 B 3 mec, ganiee — 1 pa3 B 6 Mec B Te4eHHUe 2-TO rofa, manee — 1
pa3 B rof 10 5 jeT HabIoIeHNS C 1eJIbl0 IMHAMMUUeCKoro HabmopeHus [1,2,4,5].

VpoBeHb y6enuTeaIbHOCTU pekoMeHgaumii — C (YypOBeHb JOCTOBEPHOCTM JOKa3aTelbCTB —
5).

KoMmmeHTapumn: gHenniavosgoe uccnedosanue KM nokasaHo npu 8olssjieHUU J1100bIX  U3MEHEeHUL
2emMo2pammol. bonvuwuHcmeo peuuaueoe I’lpOLlCXO@Hm 6 meueHue 1-5 nem nocne OKOHUAHUSL mepanuu.

OpraHusanys oKasaHus MeIUIIMHCKOM ITOMOIIN

MeauiHCKass TOMOIIb, 32 UCKIIOUEHMEM MEIUIMHCKON TOMOUIM B paMKax KIVMHUYECKO
arpobanyy, B COOTBETCTBUMM C demepaqbHbIM 3akoHoM or 21.11.2011 N2 323-®d3 (pen. oT
25.05.2019) «O6 ocHOBax OXpaHbl 30POBbS IpakaaH B Poccuiickoit ®emepaniny» OpraHusyeTcs u
OKa3bIBAETCS:

— B COOTBETCTBUMU C IIOJIOKeHMEM 06 OpraHM3alluy OKasaHMsT MeOUIIMHCKOM ITOMOIIM IO BUIAM
MeIUIIMHCKOM TTOMOINY, KOTOPOe YTBEPKIAeTCsl YIIOTHOMOYEHHbIM (QenepasbHbIM OpraHoOM
VCIIOJTHUTEIbHOI BJIACTH;

— B COOTBETCTBMM C IOPSIIKOM OKa3aHMs IOMOIIM IT0 TMPOQUIII0 «IeMaTOJIOIHsI», 00sI3aTeIbHbIM
IS JCIIONMHEHMS Ha Tepputopum Poccuiickoit  ®emepauyuu BCeMM  MeOULIMHCKUMMU
OpraHM3aLysIMu;

— Ha OCHOB€ HaCTOAIIMX KIMHNYECKUX pEKOMEHﬂaHI/Iﬁ;

- C YYeToM CTaHAAPTOB MEOMIIMHCKOM ITOMOIIM, YTBEPKAEHHBIX YIIOTHOMOYEHHBIM
(emepasbHBIM OpPraHOM MCITOTHUTETbHOM BIACTH.

IlepBuuHas CIelMaaM3upOBaHHas MeOMKO-CaHMTapHasi IIOMOINb OKa3bIBaeTCsI BpPavyoOM-
reMaToJOTOM M MHBIMM BpadyaMu-CIIENMaJINCTaMy B LIEHTpe amMOyJIaTOPHOI reMaToa0orm4eckoii/
OHKOJIOTMYECKOJi TOMOIIM MO0 B IEPBUMYHOM reMaTo0TMUeCKOM/OHKOIOTMYEeCKOM KabuHerTe,
MepBMYHOM TIeMaTOJOTMUYECKOM OTHEeJIeHNM, IOJUKIMHAUECKOM OTHEeNIeHUM OHKOJOTUUYECKOro
IVCraHcepa.

[Ipu BBISIBJIEHUU Y TIALIMEHTA OCTPOTO JMMQPOOIAacTHOTO Jieiiko3a (manee - OJUJT) wiu momo3peHnn
Ha HEro BpauM-TepameBThbl, BpauM-TeparneBThl yUaCTKOBbIE, Bpauu OOIIeil MPakTUKYU (ceMeiiHbie
Bpauu), Bpauu-CIEUMATNCTbI, CPeIHME MEIMUIIMHCKME PAGOTHUKM B YCTAHOBJIEHHOM IODSIIKE
HamnpaBJSiOT GOJBHOTO HAa KOHCYJAbTAI[MI0O B IEHTP aMOy/JaTOpPHOV TIeMaToJ0rM4ecKori/
OHKOJIOTMYECKO/ TIOMOIIM JiM60 B TEPBUUHBIA TreMaToJIOTMUYeCKMii KaGMHEeT, IepBUYHOE
reMaTo/JIoTUuueckoe OTAe/leHre MeAMIIMHCKOM OpraHm3auyy [Jis OKasaHuUsl emMy TepBUYHOI
CcrenManM3upoBaHHON MeAMKO-CaHUTAPHOM MTOMOILN.

Bpa‘{—reMaTonor aM6YTIaTOpHOI‘O Wi CTalMOHAapHOIo 3BeHa remMaToJIOTMYeCKol TMOMOIIM
OpraHmM3yeT BBINIOJIHEHME OUMArHOCTUYECKUX UccaeoBaHUA, HEO6XOLU/[MI)IX OJisk YCTAaHOBJIEHUA
AMarHo3a, BKiIo4vass paCrnpoCTpaHEeHHOCTDb M CTaaANIO 3a60/IeBaHMS.

B CIydae HEBO3MOXXHOCTU MPOBeAEeHMS AMAarHOCTUYECKUX MCCaeOBaHMI MalieHT HaITpaBJIA€TCs
JedyalmiM BpayOM B MeEIUIIMHCKYIO OpraHM3aluio, OKa3bIBAKIIYI0 MEIUIMHCKYK ITOMOIIb



GOJIBHBIM C TeMaTOJOTMUYECKMMM 3a00/IeBaHUSIMU A0 YCTAHOBJIEHMA OMAarHo3a M OKa3aHUsA
CHELU/IaJ'[I/IBI/IpOBaHHOI‘/JI, B TOM umucie BbICOKOTEXHOHOFM‘IHOIZ, MeIULIMHCKOM TOMOILN.

IMTpu BeIsiBneHuyn OJIJI uau Nomo3peHMM Ha HEeTO B XOfe OKa3aHMs CKOpPOi MeIUIMHCKON MOMOIIIN
O0JIbHOTO TEePeBOASIT WJ/IM HAIpPaBJISIOT B MEOWIIMHCKME OpraHM3alluy, OKa3bIBalollyue
MEeIVIIVHCKYI0 ITOMOIIb OOJbHBIM C TeMaTOJOTMUECKMMM 3a00jeBaHMUSIMM, IJIST OMpeme/eHus
TaKTUKM BeIeHUS U HeoOXOOMMOCTM IIpUMEHEHMs] [OIMOJTHUTEIbHO OPYIUX METOIOB
CrenMaaM3upoBaHHOTO TIPOTUBOOITYX0IEBOTO JIeYeHNSI.

Cnenyanus3upoBaHHas, B TOM YMC/I€ BBICOKOTEXHOMIOTMYHAS, MEIUIIMHCKAS TIOMOIIb OKa3bIBAETCSI
BpavyaMM-TeMaToJIoraMy B MEeIMIIMHCKMX OPraHM3alMsIX, OKa3bIBAIOMIMX MEAUIINHCKYIO TTOMOIIb
OOBHBIM , MMEIOUIMX JIMIEH3UI0, HeOoOXOOMMYK  MaTepualbHO-TEXHUYECKYI0  0a3sy,
CcepTUOUIIMPOBAHHBIX CIIENIVAJIMCTOB, B CTAlMOHAPHBIX VYCUIOBUSIX U YCUIOBUSIX THEBHOIO
CcTalyOHapa M BKIIOYAeT B cebs MpOoQMIAKTUKY, OMArHOCTUKY, JeUeHMe TIeMaTOJIOIMUYecKmUX
3a00/1eBaHMIii, TPeOYIONMX MCIIOAb30BaHMS CIIeIMaJbHbIX METOHOB UM CJIOKHBIX YHMKATbHBIX
MeIUIIVTHCKUX TEXHOJIOTUIA, 8 TAKKe MEIUIIMHCKYI0 PeabuInTalnio.

B MemuimHCKOM oOpraHmMsauuy, OKa3bIBawIell MeAUIMHCKYI Tomolp mnauyeHtam c OJII,
TaKTMKa MEIMIIMHCKOTO OOC/IemOBaHMSI U JieUeHMs YCTaHaBIMBAETCsS BpayaMM-reMaToJoTaMy C
MpUBJIEYeHMEM IIpM HEOOXOOMMOCTM IPYIMX Bpadeii-CeluaaucToB, Mpu HEOOXOOMMOCTU C
MIpOBeIeHMeM KOHCHIMyMa. PellleHre KOHCUIMYMa Bpadeil 0QGopMIISIETCS IIPOTOKOJIOM,
MOJMMCHIBAETCS YYaCTHUKAMM KOHCWJIMYMa Bpaudell M BHOCUTCS B MeOUIMHCKYIO TOKYMEeHTalMI0
60JIbHOTO.

[TokazaHus K TOCIMTaIM3aLMM B prrJ'IOCYTO"IHbII‘/JI WU ITHEeBHOM CTalMoOHap MeOUIIMHCKOM
OopraHnmsanmnu, OKa3bIBaIOILEi CIIeMaJin3mMpoBaHHYO, B TOM 4lMC/JI€ BbICOKOTEXHOJIOTMYHYIO,
MeOUIIMHCKYIO IIOMOIIb IIO HpOd)I/IJ'[I'O «OHKOJIOTHA» OIIpenendaroTCa Bpa‘IOM—I‘eMaTOHOI‘OM/
KOHCUJIMYMOM Bpaqeﬁ C IIpMBJICYUEHMEM IIpUN HeO6XO,ELI/IMOCTI/I APYTUX Bpa‘leﬁ-Cl’[euMaJ’[MCTOB.

IToxka3zauus o/ IVIaHOBOV TOCIIMUTAIM3aIIN

1. lMopo3spenne/ycraHosnenme guarHosa OJI.

2. InarHoctuka peuuansa OJIJI.

3. [IpoBemeHMe ouepenHoro Kypca XT B yOIOBMSIX KPYIVIOCYTOUHOTO JIMOO THEBHOTO CTAI[IOHApa.
4. TIpoBeneHue 3amnanupoBaHHoi TT'CK.

5. BIMOJTHEHYE TUIAHOBBIX XUPYPIUUECKMUX BMEIIATETbCTB.

6. BpInosHeHMe TJIaHOBBIX 3KCTPAKOPIIOPATbHBIX METOIOB OUMILEHMS] KPOBM M 3aMeCTUTEIbHON
TIOYEYHO Teparnm.

7. TIpoBemeHMe 3aMeCTUTEIbHOV reMOKOMITOHEHTHO Teparmi.
IMokazaHMs 011 IKCTPEHHOM rOCIUTAIM3aI NN

Heotnoxuble cocTossHMs y anyeHToB ¢ OJIJI v mpu nogo3pennn Ha OJI:
— neitkornTo3 6osee 100 x10%/n

— (ebpmbHAsT MMXOpamKa ¥ MHGEKIMOHHbIE OCIOKHEHMST Ha (OHEe HEeNTPOIIeHMM Iocae Kypca
XT;

— reMopparm4yeckuii CMUHIpPOM;
— TPOMOOTHUUECKME OCTIOKHEHUS;
— HeOOXOAMMOCTb ITPOBEAEHYS IKCTPEHHO 3aMeCTUTETbHOI TeMOKOMIIOHEHTHO Teparnn;

— Opyrue CuUCTeMHbIe HapylleHus, O6YC)'IOBII€‘HHI)Ie TeUeHMEeM OCHOBHOrO 3ab60/ieBaHMSI WU
pa3BUBLINECS BCJIeACTBME ITPOBEJEHHOTIO JIeUeHN .

IToka3zaHMA K BBINIMCKE MallieHTa U3 cTaunMoHapa:

1. BoccraHOB/IeHMe TIOKasareneii mepudepuyeckoil KpoBu (1efikonmTel Gomee 1 x 10%/m,
rpaHyIonuThI 601ee 0,5 x 109/n, TpoMOOIUTHI Gostee 50 x 109/n, reMorsio6mH 6omee 80 r/m) mocie



ouepenHoro Kypca XT.

2. Hopmorepmusi B TeyeHue 3-5 CyT M OTCYTCTBME HEKOHTPOIUPYEMbIX WHODEKIMOHHBIX
OCJIO’KHEHUI! B TTOCIEKYPCOBOM TepUO/IE.

3. KynupoBaHue remopparmyeckmx OCI0KHEHUIA.
4. KyrupoBaHue TPOMOOTUUECKUX OC/TOKHEHMIA.

5. KynupoBaHue CUCTEMHBIX HapyLIeHW 1, 00yCJIOBIEHHBIX TeUeHMEM OCHOBHOTO 3a60/1eBaHMUST WK
DPa3BUBILIMXCS BCJIEACTBYIE POBEEHHOTO JIeUeHMsI.

3ak/ioueHre O 1eJeco06pa3HOCTM TepeBoja OONMbHOTO B MPOPWIBHYIO MEAUIIMHCKYIO
OpraHM3alMio OCYIIECTB/SIETCS TIOC/Ie MPeNBapPUTEIbHO KOHCY/IbTAlMM TI0 TPENOCTaBIeHHBIM
MEIUIVMHCKMM JOKYMEeHTaM W/WIX TpPeJBapuUTeIbHOTO OCMOTpa OOJILHOTO Bpayamu -—
CIIenMaauCcTaMy MeOUIIMHCKOV OpTaHu3allnuy, B KOTOPYIO IVIAHMPYETCS TIepeBo,.

[epen HayaJIoM MPOBeNEHMS Teparuy PeKOMeHAyeTcs] MHPOPMUPOBATh BCEX MALIVIEHTOB O PUCKE
Gecrioust OC/Ie TTPOBeIeHNsT Tepanuu U MOTEHIMATbHbIX METOAAX COXPaHeHUsT PepTUIbHOCTH,
a Taxke 0 HEOOXOOMMOCTY MCIOIb30BaHUST 3((MEKTUBHBIX METOAOB KOHTpALENIMM B TEUEeHUE
MUHMMYM OJHOTO T0/ia TIOC/Ie 3aBepIIeHNs Teparuiu.



6. lonmomHuTeIbHasAs MHGOpManys, BIAUIIONIas Ha
TeudeHye U VICXO0L 3a00/IeBaHuS

ITomHOILIEHHOE COOTIoAEeHNE MIPOTOKOJIOB JieueHus (PesKuMa Teparnmn)

Cnoco6Hocmb  3agepuiums NONHLIL KypC UHOYKYUOHHO-KOHCONUOAUUOHHOL mepanuu 6 meueHue
YKA3aHHO020 Nepuodd 8pemeHuU, d 3amem BblNOJIHAMb N000EPHUBAIOWYI0O Thepanuto 8 NOIHOM 00seme
s6J151emcst UemKuM NPOZHOCMUUECKUM (akmopom, HeoOHOKPAMHO NPOOeMOHCMPUPOBABWUM C80I0
3HaUUMOCme 8 pocculickux uccnedosavusx. C 2moili KoHyenyueli coenacHel u 3apybexcHole
uccnedosamenu. AdekeamHoe XT 8o3delicmeue ocmaemcs: (yHOamMeHmMoOM ycnewHozo naeueHus. K
CoxcaneHuio, Headek8amHoCMb 8bINOJIHEHUS NPOTNOKOI08 JieueHus 0 CUX 56711emcst 00HOU U3 OCHOBHbIX
NPUYUH 3HAYUMENbHO MeHbliell dppekmusHocmu geueHus nayueHmos ¢ OJ 680 MHO2UX
2eMamonozu4ecKux YyeHmpax.

TapreTHas Tepanus

Ipoepecc 6 usyueHuu monekynsspHozo namozenesa OJUI npueen K paspabomke HO8bIX MApPzemHbIX
npenapamos, m. e. MoKy, MeXAHU3M OeliCmeus KOmopslX C83aH C 8AUsHUEM HA 0eNKU, QyHKYus
KOMOpbIX U3MeHsiemcsl 6 pesynsmame mymayuu uau mpancaokayuu. Hanpumep, 2enemuueckue
U3MeHeHUsl npueodsam K Mymayusim 6 2eHax, AKmMueupylwux Kackadsl mpaicoyKyuu cueHaid
(Hanpumep, IKZF1, JAK, PDGFRB, FLT3, KIT, RAS), CiusHuw 2eH08 uiu Mymayusm, npueoosujum K
NOBbIWEHUI0 UU YZHeMeHU0 MPaHCKpunyuoHHou akmusHocmu (Hanpumep, BCR-ABL, CEBPA), unu K
HapyuleHuio (QYHKYUuu 2eH08, 808JleUeHHbIX 8 nepedauy cuzHana (Hanpumep, NUP98). Xomsa ons
HeKomoposIX npenapamos, 0elicmayoujux Ha MOIeKyJISpHOM YypoeHe, U Oblld NPOOeMOHCMPUPOBAHA
appexmusrHocmv npu OJUIL, ywe Ha cmaduu KU 06bl10 NOHAMHO, umo O6ONBUUHCIMBO U3 HUX
Heobx00UMO UCNO0J1b308AMb 8 COUEMAHUU CO CMAHOAPMHBIMU Yumocmamuueckumu npenapamamu [11,
28-33,111].



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

IIOMOIIM

Kputepun kauecrsa

YYP

yan

BoinonHeH OAK ¢ noacuyeToM neiikouutapHow OpMynbl U OnpefeneHveMm uucna
TpombounTos

BbINOMHEHO LMTONOrMYECKoe nccneaoBaHe 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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ITpunoxxenue A2. MeTomonorusi pa3padoTKu
KJIMHUYEeCKMX PEKOMeHIalun

IeneBass ayguTOPUS KIMHUYECKUX PEKOMEHIAINi1:

e BpauM-reMaToJIOTH;
® BpauylM-OHKOJIOTH;

* Bpaul-TepareBThl;

* BpauM-aKylIepbl-TMHEKOIOTH;

* BpaulM-aHEeCTe3MOJIOTH-PeaHMAaTONOTH;
* BpauM-KIMHNYECKUEe 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)

yan 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.




IIpunokenue A3. CBsi3aHHBIE JOKYMEHTbI

IMPWJIOXXEHUE A3.1. IIpoTokoisl 1euenus OJIJ1

IIpOTOKOJI POCCUIICKOI MCC/IeqoBaTeIbCKOI rpyniisl AJisi Ph-neratuBHbix OJIJ1 y manyueHTOB
B Bo3pacTte MoJioe 55 jet — «OJIJI-2009»

Cxema mporokoaa «OJLI-2009»

Ipedgpaza: npenumzonon®* 60 mr/m?, 1-7-i1 qun

‘d___,_,__,__—-—— IDyakoas KM nsa 8-i nenn ———.___.__‘_‘__h.

<25 % OGnactoB =25 % bBnactoB
I paza undyruuu I haza undyruyus
Ipeoruzonon** 60 mr/m?, Hexcavemazon** 10 mr/m?,
8-28-i1 g + 7 QHeil OTMEeHHI 8-28-i1 mun + 7 aHell 0TMeHB!

¢ JlayHopyommme** 45 mr/v?, 8, 15, 22-it aan
e  Busxpncrma** 2 wmr, 8, 15, 22-i1 aun
*  Acnaparnuaza®** 10 000 EJI/s?, 29-i1, 36-i1 aun
Myaxnusa KM sa 36-ii 1ens
.
II gpasa unodykuuu
¢  MepranTomypusa** 25 mr/m?, 43—70-i1 aHI
s IMuxnodocdamua** 1000 mr/m?, 43-11 xeHs
o Ilurapabusa** 75 mr/m?, 45-48-i1, 59-62-i1 n1un
*  Acnaparmaaza** 10 000 EI/m?, 50, 57, 64-i1 aan

IMyaxnaa KM aa 70-ii xenn

_,—'—'—'_'_'_'_'_'_'_ _\_\_\_‘_\_‘_‘—‘—-—._‘_‘.
-—
<5 % GnacToB =5 % GnacToB
Koncoauoayus I Hpozpamma
e Jlexcamerazou™™ 10 mr/m?, 71-84-i1 guit + 7 aHell OTMEHBI JAEYCHUA
*  Jlokcopyommm** 30 mr/s?, 71-ii, 85-i1 auu De3ucmenmusix ghopm

¢  Buakpnctua®** 2 mr, 71-i1, 85-i1 aun

Momipnkama 10361
MepKanTomypnHa** B
3aBICIMOCTII oT
YPOBHA NeilKOIITOB I
TpombolnToB

Konconuoayus IT




¢ 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 JlexcameTa3zoH** 10 mr/m2, 1-3-ii IHU

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

e BuHkpucTuH** 2 Mr, 1-71 I€HBb

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

o 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-it neHb

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 BeOeHMs] IaLMeHTOB C MCXOOHBIM KOJAMUYECTBOM HeiTpodumaoB <500/MKia  (Mam
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 pe3ucmeHmHoCMu 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
BbITIONHsIeTCsI KT-KOHTpOsb. IIpy oCcTaTOUHOI omyxonu >2 ¢M Tocie BTOpOoit (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 1eHb.
e [Iurapabun™* — 100 Mr MHTpaTeKaIbHO, 7-11 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 gHU
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

OoTBeTe)
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**

#ITOIIO3UI**
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 nHU

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 BOCCTAHOBJIEHUS

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



Mpendasa: gekcameTasoH** (mepopambhHo, 10 wmr/m%, B 1-5-it fgHM), MeToTpeKcaT**
(MHTpaTeKaJbHO 12 MT, B 1-11 eHb).

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

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

KoHcomupauus (Kaxabie 4—6 Hex): UKIbI 1, 3, 5 — meToTpekcat** (1000 Mr/M> ; y mauyeHToB >70
ner — 500 mr/m2, BHYTPMBEHHO, B 1-71 TeHb); acriaparunHasa™* (1000 EN/m2; y mauyeHToB >70 jiet —
5000 EJI/M?, BHYTPMMBIIIEUHO, BO 2-ii IeHb); 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
1-2-7i mHM); BUHKPUCTUH** (BHYTpMBEHHO, 1 MTI B 1-i1 leHb); 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.
Ipendasza:

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

Biok A:

e Udochamum** 800 Mr/m2 B/B, 1-5-i1 IHU

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

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

o Joxkcopy6uruu** 50 Mr/m2 B/B, 3-71 IeHb

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

e Jlekcameta3ou** 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 Ilurapabun™* 2 r/m? B/B Kaskable 12 4, 2—3-ii HM (BCEro 4 BBeIeHMS)
e Jromo3um** 150 mr/m2 B/B, 3-5-it [HU

e JlekcameTa3oH** 10 mr/m2 B/B, 1-5-it mHU

[TpodwnakTuKy HeliponeiikeMun MPOBOAST B 1-if meHb mpendasbl u B 1-7 JeHb KaXXIoro 6yi0Ka B
BUE MHTpaATeKaJTbHOro BBemeuust XT: uurapabuu** 30 mr, MeToTpekcaT** 15 mMr, mpegHM30I0H**
30 mr.

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

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

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

o JlokcopybuImH** 50 Mr/M> B/B HeITpepbIBHOI 24-4acoBoif MHMY3Meil B LIeHTPaIbHbIIT KaTeTep,
4-11 neHb

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



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

e MeTtoTrpekcaTt** 1000 MT 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
BBeEeHNS)

e MeTmmnpenHn3onon™* 50 Mr B/B Kaxkable 12 u, mum 1-3-ii mHU (BCero 6 BBeIeHMIN)

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

e IIpodbunaktuka mopakeHus I[IHC mnpoBomuTcs Ha KaXOOM Kypce, CyMMapHo 16
MHTPATeKaJTbHBIX BBEIEHMII: METOTpeKcaT** 12 Mr MHTpaTeKaabHO, 2-i1 feHb, nurapabun™* 100

MT MHTpATeKaabHO, 7-i1 IeHb
R-DA-EPOCH

e Putykcuma6™* 375 mr/m? B/B, 0-it meHb

e Jromo3ua** 50 mr/m2 B/B 3a 24 4, 1-4-j1 guu!

e JTokcopybuyu** 10 Mr/m2 B/B 3a 24 u, 1-4-if gau!
e Bunkpuctunu®* 0,5 mr B/B 3a 24 u, 1-4-iigHu

e TIpenHu30m0H** 60 Mr/m2 BHYTPb 1-5-if [HU

o Iuknodochammua* 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 ewmm [1P, To AA — BB (— AA — BB — y manjeHTOB BBICOKOTO PUCKA);

e eC/V Hello/NHbI oTBeT, To CC, nanee — pecragupoBaHue;

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

® eQIu OIyX0JjieBast TKaHb, 10 JaHHBIM ITOBTOPHOI Guoricyuu, To ayTo-TT'CK

IIpodasa (V):

o TIpenHM30M0H** 30 Mr/M% BHYTpB MM B/B, 1 -5-if THU
e [uxnodochamum** 200 Mr/M2 B/B, 1-5-i1 iHU

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

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

o [Ipemunsonon™* 10 Mr MHTpaTeKaJbHO, 1-if JeHb

Biok A:

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

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

e MetorpekcaT** 500 mr/m? B/B, 1-if feHb (24-yacoBast MHMY3MS)

o Ilnrapabun®* 150 Mr/m? B/B Kaskzaple 12 4, 4—5-i1 HM (BCero 4 BBemeHMs)
e Jromosum** 100 mr/m> B/B, 4—5-i1 IHU

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

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

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

biok B:

e JlekcameTasou™* 10 mr/m?> B/B win BHYTpb, 1-5-ii mHU

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

e MetorpekcaT** 500 mr/m? B/B, 1-if feHb (24-yacoBas MHMY3MS)
o JlokcopyouumH** 25 Mr/M2 B/B, 4—5-i1 mHU

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

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

o IIpemunsonon™* 10 Mr MHTpaTeKaabHO, 1-i1 AeHb

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

e MeToTpekcaT** 5 r/m? B/B, 1-it JeHb (24-uacoBast MHMY3MsI) (IIPY JT€UeHUH TI0 TPOTOKoIy B-HXJI
2004 mab. - 1 r/m?)

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

e IIurapabua™* 150 Mr/M2 B/B Kaskabre 12 u, 4-5-71 mHU (Bcero 4 BBeIeHMSI)

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

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

e [Iurapabua™* 15 Mr MHTpaTeKaabHO, 1,5-i1 JHU

o [IpemHM30M0H** 5 MI MHTpaTeKaIbHO, 1,5-i1 THU

Biok BB:

e JlekcameTa3ou** 10 mr/m? B/B win BHYTpb, 1-5-ii mHU

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

e MeTtoTpekcaT** 5 r/m? B/B, 1-it eHb (24-uacoBast MHMY3MsT) (IIPY JT€UEHUH TI0 TPOTOKoIy B-HXJI
2004 mab. - 1 r/m?)

o BusKpUCTHH** 1,4 Mr/M> (He 6onee 2 Mr) B/B, 1-if ieHb

o JlokcopyouumH** 25 Mr/M2 B/B, 4—5-i1 mHU

e MeToTpekcaT** 6 Mr MHTpaTeKalbHO, 1,5-71 THU

e [Iurapabua™* 15 Mr MHTpaTeKaabHO, 1,5-i1 JHU

o [IpemHn30M0H** 5 MI MHTpaTeKaabHO, 1,5-i1 THU

Biaok CC:

e JlekcameTa3oH** 20 Mr/m? B/B win BHYTpb, 1-5-ii mHU

o Bunkpuctur** 1 mr/m? (de 6onee 2 Mr) B/B, 1-it eHb

e 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 IIurapabun™* 30 Mr MHTpaTeKaabHO, 5-ii IeHb

e [Ipemansonon** 10 Mr MHTpaTeKaJbHO, 5-i1 AeHb

o Purykcuma6** 375 mr/m? B/B 6-8 yacos, 0-if IeHb KaXKI0T0 610K (B paMKax IpoTokona B-HXJT
2004 mab. B 0-71 meHb 1-X 4 GIIOKOB)

IIporpamMMbI 1ieueHUs penuauBoB 1 pedpakrepusnix dopm OJII
Flag-Ida:

o #Onymapabur** 25 mr/m> B/B 3a 30 MuH, 1-5-if [HM

o Ilurapabun** 2 r/mM% B/B 3a 4 u uepes 4 4 mocye #duymapabuna**, 1-5-it gHU
e #Vpapy6unus®* 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

Bopresomuo6 + mekcaMeTasoH** + MUTOKCAHTPOH + BUHKPUCTUH™* + acriaparmHasa™*

e Bopresommub 1,3 MI/M? B/B KanesbHo, 1, 4, 8, 11-i1 gHu

e JlekcameTa3oH** 10 mr/m2, pa3penuB Ha 2 BBeleHUS BHYTPb, 1-14-i1 1HU
e MuTtokcaHTpoH** 10 Mr/M2 B/B KamesbpHo 3a 15-30 MMH, 1-71, 2-i1 1eHb

e BuHKpuUCTMH** 2 MT B/B CTpYyIiHO, 1, 8, 15-71 mHU

e AcmaparmsHasa™* 5 TbIC. En/m? B/B KamnenbHo, 15-21-i1 nuu

Bcem marmeHTaM MPOBOAUTCS MHTpATeKalbHasl Tepanus: B 1-it meHb umutapabun** 30 mr. Eciau
ectb Bopieuenue IIHC: wuHTpaTekaJbHO MeToTpekcat** 15 wr, uuTapadbuua™* 30 Mr,
IekcameTasoH™™* 4 wr, 8, 15, 22-i1 guu. Y MalMeHTOB C pa3BUBIIENCS MOMMHEponaTueil mosa
BUHKPUCTMHA™ penyuypyeTcst 1o 1 Mr U BBOOUTCS B AHM 1-71 U 8-i1 gHNA.

Henapa6busn + nukiaodochamua™* + #3romosmg™*

Cxema: 6mok N u 6mok CE mpoBomsST ¢ WMHTepBaJioM 2 [HS MeXAy co0oit B Jl000¥
OC/IeIOBATEIbHOCTIA.

biok N:

o Henapabuu** 650 mr/m” B/B KarembHo 3a 1 4, 1-5-7 gum (mam 8—12-i1)



Bbaok CE:

o ITuknodochamum™* 440 Mmr/m?% B/B KamnenpbHo, 8—12-i1 mHu (v 1-5-7%)

e #Jrtomosmm** 100 mr/m2 B/B KaresbHO 3a 1 u, 8—12-i1 gum (vm 1-5-7f)
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Cxema:

I'pynmna S1 (mo3gHUIT M30MMPOBAHHbBIN BHEKOCTHO-MO3TOBO pelUIUB).

I'pynmna S2 (oyeHb paHHMIT M paHHUI MU30IMPOBAHHbBIII BHEKOCTHOMO3TOBOW pelMAuB, TO3LHUN
KOCTHOMO3r0oBo# He T-OJIJT 1 ¢ KOMOMHMPOBAHHBIM PAHHUM MU 1O3AHUM He T-OJIT).

I'pynina S3 (¢ paHHUM M30IMPOBAHHBIM KOCTHOMO3TOBBIM peuyauom He T-OJI).

Ipynma S4 (c oOueHb paHHMM KOMOMHMPOBAHHBIM ¥ M30JMPOBAHHBIM KOCTHOMO3TOBBIM
peluanBOM, peliuanB KOCTHOMO3roBo¥ T-OJIT).

Biok F1(uHaykuyst):

e JlekcameTa3oH** 20 Mr/mM2 BHYTpb, 1-5-if [HU

o BuHKpMCTHH** 1,5 Mr/M? (MaKCMMANbHas 103a — 2 MT) B/B CTPYItHO, 1-i1, 6-if mHM

o MertoTrpekcat** 1 r/m? B/B MHdY3Ms B TeueHMe 36 u, 1-if 1eHb

e Acmaparmnasa** 10 TeiC. En/m2 B/B KalenbHO 3a 6 4, 4-71 1eHb

VHTpaTeKaabHOE BBeIeHME MeTOTpeKcara™* 15 mr, uutapadbuHa** 30 mr, mekcameTtasoHa** 4 Mr B
1-i1 meHb.

biok F2:

e JlekcameTa3oH** 20 Mr/m2 BHYTpb, 1-5-it [HU
o BusKpUCTHMH** 1,5 Mr/M? (MaKCUMaIbHas 032 — 2 MT) B/B CTPYItHO, 1-i1, 6-i1 THM
e Ilurapabun™* 3 r/m%B/B3a 342 pasa B JieHb, 1-2-71 gHU

e AcnaparmunHasa™* 10 TbiC. En/m2 B/B KalenbHO 3a 6 4, 4-if 1eHb

VHTpaTekaabHOE BBeeHMe MeToTpekcara™ 15 mr, murapabuna™* 30 mr, mekcameTta3zoHa™* 4 wr,
5-1i meHb.

Biok R2:

e JlekcameTa3oH** 20 Mr/m> BHYTpb, 1-5-if HU

o MepxkarTonyput** 100 mr/m% BHYTpb, 1-5-71 mHM

e BunKpucTUH** 1 Mr/M?% B/B KamenpHo, 1-it 1eHb

o MeTtorpekcaT** 1 r/m? B/B MHOY3US B TeueHue 36 4, 1-i1 meHb
o #Vdochamua** 400 mr/m> B/B uHOY3Ms 3a 1 4, 1-5-i1 oM

e JlayHOpY6MIMH** 35 Mr/M? B/B MHMY3Ms 3a 24 4, 5-if IeHb

e Acmaparmuasa*®* 10 TeIC. E,ZL/MZ B/B KalleJbHO 3a 6 4, 6-i1 1eHb

VHTpaTeKkaabHOE BBeIeHMe MeToTpekcara™® 15 mr, uutapadbuna** 30 mr, mekcamerasoHa** 4 mMr 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 BuHKpUCTHH** 1,5 Mr/M? (MaKCUMaIbHas 032 — 2 MT) B/B CTPYItHO, 1-i1, 6-i1 THM
e MeToTpekcatr™* 1 /M2 B/B MHQY3Us B TeueHue 36 4, 1-it JeHb

e IIurapabua™* 2 /M2 B/B3a3u2 pasa B JieHb, 5-71 TeHb

e AcnaparmunHasa™* 10 TbiC. En/m2 B/B KalenbHO 3a 6 4, 6-if [eHb

VHTpaTeKaJbHOE BBeIEHME MeToTpekcaT** 15 mr, murapabun** 30 Mr, mekcaMeTa3oH** 4 Mr B
neHb 1-7i.

Biok II-Ida:

o 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 iHU
o #Vmapy6uuuH** 6 Mr/m> B/B KamenbHo 3a 15 MuH, 1, 8, 15, 22-if U

e Acmaparunasa** 10tsic. En/m? B/B KanenbHo 3a 6 4, 1, 6, 11, 16-it mam

¢ [uxmodochammm** 1 r/m2B/B3alul pas B IeHb, 29-i1 meHb

e Ilurapabun®* 75 mr/m? B/B 1 pas B neHb, 31-34 u 38—41-it U

e #6-TyoryaHuu** 60 Mr/Mm% BHYTpb, 29-43-it K

VHTpaTekaabHOE BBeJeHMe MeToTpekcara™® 15 mr, uutapadbuna** 30 mr, mekcameTrasoHa** 4 Mr B
1,15, 31, 38-i1 mHN.

CxeMa nipoTokojia «Ph+ OJIJI-2012»
Ipedgasza:

e JlekcameTa3oH** 10 mr/m2, 1-7-71 gHU
e Mmatmunu6** 600 Mr (mocsie moaTBepkaeHust Ph+)

IIynkuyus KM Ha 8-1i ieHb
I ¢pa3a undykuyuu (8-43-ii OHu):

o JlekcameTa3oH** 6 Mr/m?2, 8—22-i1 IHU + 5 IHel OTMEeHBbI
e Bunkpuctun** 2 mr, 8, 15, 22, 29, 36, 43-ii gHU
o Vmatuuu6** 600 Mr BHyTpb, 8—43-i1 THU

JliombanvHas 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 o MOMeHINA 3aeéepuleHuUss NociedHezo Kypca
koHconudauuu (nocie TI'CK noddepiycusarouian mepanus nposodumcsa movko UTK 6 meuerue

2 nem).

Mexcdy yuknamu noddepicusarouieii mepanuu Hem uHmepeanos: 1-ii deHb nocnedyruiezo Kypca

cnedyem cpasy 3a nocied0HumM OHem npeouiecmayiouiezo.

Ioddepacusaroman mepanun, yura Ne 3(1-3)(naaano 28-i nederu + 191-ii dens)

o HMmartuano** 600 s, 1-42-f gau (nan gasatanao 130ur)

¢ Bunkpuctaa** 2 mr, 28-it gens

o  Mepkanmronypua** 25 mr/af, 33—42-it aun AliKOLUHTOR H TPOMOOLHTOB

Mozadpuramna 10381

o Jexcametason** 10 mr/nm?, 28-32-if aun MepﬂamonypT:a“ H
MeToTpercaTa** B
FABHCHMOCTH OT YPDBHH

o  Metorpexcar** 30 mr/a?, 351, 42-fi qun

Ipodunakmuka Heliponelikemuu

e HuTpaTekaabHO (1mtapabun™* 30 Mr, MeToTpekcat** 15 Mr, JexcaMeTasoH** 4 Mr):

e BO Bpems uHaykuuu: 0, 7, 14, 21, 28, 35, 57-i1 nHu;

* BO BpeMsi KypcoB KoHcomupauun: 71-i nenb (I konconmpanus), 106-i gens (I koHconmupmaums),

134-11 nenp (111 koHCONMMUAALINS);

e Kaxable 3 MeC B XOfe 3 JIeT MoAAepKMUBaloleli Tepanuu B 1-1i IeHb Kypca 10 3aBepileHns Bcen

MPOrpaMMBbl JIeUeHUS 110 TPOTOKOIY (9 ITyHKLIMIA).




JleueHue Hetiponeiikemuu

[Tocsie MMarHOCTUKM HEMPOIeIKeMIM BCe MaIlMeHThI, MTOTyJalolye mMpegHN30/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: 6mHaTyMoMa6™* 9 MKr/cyT, 1-4-ii IHU, KPYIJIOCYTOUHAST HelpepbIBHAS MHPY3MSL.
Kypc: 6annarymoma6** 28 MKkr/cyT, 1-28-#1 qHuM, KPYIJIOCYTOUHAas HelpepbIBHAst MHQY3MSI.
WHTepBan mexny Kkypcamu — 14 nHeii.

PexomeHnnmoBaHo 2—-4 Kypca.

Cxema Tepanuu MHOTY3yMa6GoM 030raMMIIMH**

1 uymxn (21-28 gHedt): MHOTY3yMa6oM 030raMULIMH** neHb 1-it — 0,8 mr/m2, geHb 8-it u 15-it - 0,5
Mr/M2.

PexomeHpmoBaHo 2—-4 Kypca.
CxeMa Tepanuy #BeHeTOK/IAKC + #IenuTa0ouH
1-7i umko (28 gHeit): #menutabul 20 MI‘/MZ, 1-5-ii mau + #BeHeToknakc 400 mr, 2 p/cyT, 28 gHeI .

CnenmyeT 06paTUTh BHMMaHMe HAa HEOOXOOMMOCTb KOPPEKIMY O3bl #BeHETOK/IAaKca B CyJyae ero
JCIIOMb30BaHMsT BMecTe ¢ mHruburopamu CYP3A. Jlosa #BeHETOK/IAKca CHIDKaeTcst Ha 50 % mpu
COBMECTHOM MCIIOIb30BaHUY C yMepeHHbIMU MHrubutopamu CYP3A (Hampumep, iaykoHaA30m* ¥,
BOPMKOHA30M**) M CcHWKaeTcss Ha 75 % TIpM COBMECTHOM MWCIIOJIb30BAHUM C MOIIHBIMU
unrnburopamu CYP3A (Haripumep, KapbaMaseny™*, GeHUTOuH**).

IIpunoskeHue A3.2. [lonrocpouHsie pe3yabTaTsl Tepanuu Ph-HeraTuBHBIX
OJIJI B3pOCABIX B 3aBUCMMOCTU OT IPUHIMIIA XMMHUOTEPANIeBTUYECKOTO
BO3/1eliCTBUS

Ta6aua 5. [lJonrocpounbie pe3yibTaThl Tepanuy Ph-HeratuBHbix OJIJT B3pOCIbIX B 3aBUCYMMOCTHU
OT MPUHIINATIA XMUMUOTEPAIIEBTUYECKOIO BO3EICTBUS

MpuHuMn WUccnepoBaTtenbckas MaumeHTbl AnnoreHHas 5-netHsasa OB
XUMUoTEepaneBTUYECKOro rpynna TrcKke 1 NP

BO3AEeNCTBUA

MmnynbcHoe (Hyper-CVAD) OHKONOrnyeckuit Hay4HbIl n=178 Het 38 %

LUeHTp umMeHn M.A. AHaepcoHa

[56

TpaavumoHHoe 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,’/eanmaoBaHa y 7 60 %
]

IMIpunoxenne A3.3. TakTuKa npoBeaeHNs aJUIOT€HHOM TPaHCIIAHTAIUU
KM/reMonoaTuyeckux CTBOJIOBBIX KaeTOK mpu OJIJ1

Tabmuia 6. TakTuKa IIPOBEOEHMST aAUIOTE€HHOI TpaHCIUIaHTaluy KM/TeMOomosTu4ecKmux
CTBOJIOBBIX Ki1eTOK rpu OJIJI

Puck B ne6iote Moka3saHusa 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 O POACTBEHHbIN, .
HEepOACTBEHHbIN*

CTaHfapTHbIi puck OJ11 Mpun nepcucreHumn MOb HLA-MAEHTUYHBIV He pekomenayeTtcs
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)
* [eKcaMmeTasoH** (nepopanbHo, 12 Mr, unu B/B, B 1-it ieHb + nepopasnbHO WK B/B, 8 Mr, BO 2-3-i1 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 WCMoNib30BaTbCs Y
OTAENbHbIX MAaLMeHTOB, B 3aBUCMMOCTM OT MOJly4aeMOro UMU pexuMa XuMmoTepanun).
1-ih neHb 2-3-i1 AHn
AHTaroHuct 5-HT3-peuenTtopoB (Bbibupaerca 1 w3 AHTaronuct 5-HT3-peuentopoB (Bbibupaetcs 1 w3
MNpUBEAEHHOr0 NepeyHs): NpUBEAEHHOr0 NepeyHs):
® OHAaHCeTpoH** (nepopanbHo, 16-24 mr, nnu B/B, . oHAaHceTpoH** (nepopanbHo, 16-24 mr, nnu B/
8-12 mr) B, 8-12 wmr)
. rpaHuceTpoH  (nepopanbHo, 2 Mr, Wan ® rpaHUCETPOH (NepopasibHo, 2 Mr, UAK nepopanbHo, 1
nepopanbHo, 1 Mr, 2 pasa B cyTku, unu B/B, 0,01 Mr, 2 pasa B cyTku, wau B/B, 0,01 mMr/kr, Mmakcumym — 1
Mr/KF, MakcMMyM — 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

ncnonb3osasncs B 1-i AeHb)

Huskuit e fekcaMmeTa3oH** (nepopanbHo wnu B/B, 12 Mr)
e npoxsopnepasuH (nepopanbHo nnu B/B, 10 Mr, Kaxzable 4-6 4);
e MeToknonpamMua** (nepopanbHo unu B/B, 10-40 mr, kaxable 4-6 4)

MuUHUManbHbIR PyTuHHas npodwunaktuyeckas Tepanus He Tpebyetca (cnesyeT paccMOTpeTb BOMpoc 06 MCnonb3oBaHUMMU
AHTU3METUKOB, MepeUNCIEHHbIX AN NEPBUYHOW NPOMUNAKTUKMN TOLHOTbI/PBOThI Y MaLMEHTOB HU3KOro pucka)

[1]THYM yKa3aHbI OTHOCUTENBHO Havasa npedaspl Tepanmu.

[2] B 3aBMCHMMOCTYM OT IIePEeHOCMMOCTM IIPeAbIAyIero Kypca JO03bl IIperapaToB yBeIuuMBaOTCs
wiu ymeHbiawTcs Ha 20 %.



HpI/IJIO)KEHMe b. AJII‘OpI/ITMI)I BeadeHUs ITallMeHTa

Puc. 2. Anzopumm npuHsmus peweHust Ha momeHm duazrocmuxu OJUT



IIpunoxxenne B. UHGopmanius a1 mauMeHTOB

OJIJT wtv oCTpBIii TMMGOJIEiKO3 — 3TO 3JI0KAaYeCTBEHHOe 3ab0JieBaHMe KPOBEHOCHON CUCTEMBI.
KM, B KOTOpOM BbIPabaTHIBAIOTCSI KJIETKM KPOBU, TTPOM3BOIUT CJIUIIKOM OOJBIIOE KOIMUYECTBO
He3peJibIX 6esTbIX KPOBSIHBIX Tesell. B HopMe y uesioBeKka Bce KIeTKM KPOBU PACTYT U OOHOBJISIOTCS
JOCTaTOYHO pPAaBHOMEPHO, IIPOMCXOOUT CJIOXKHBIM Ipouecc uxX co3peBanus. OpHakKo Iipu
Bo3HMKHOBeHMM OJIJI 3TOT mpouecc BBIXOOUT M3-TIOZ, KOHTPOJSl. besnble 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. VI3HavaabHO JIe/IKO3bl HE OrPaHMYMBAIOTCS KaKOM-TO OIpeneneHHON
YacThi0 orpaHmsMa. Pacrpoctpanssich 13 KM B KpOBb, OHM MMOPAKAIOT U IMMGaTUIECKYI0 TKaHb
(mumdaTuyeckas cucTemMa), U JpyTMe OpTaHbl, 1, Kak CJeCTBYE, BCIO CUCTEMY OpraHoB. [ToaTomy,
KaK ¥ ocTanbHble Jeiiko3bl, OJIJI OTHOCUTCS K CUCTEMHBIM 3/I0KaYeCTBEHHBIM 3a00JIeBAHUSIM.
Teuenue OJIJI ocTpoe. be3 neueHns elikeMuueckKue KJIETKM YBEIUUMBAKOTCS M TTOPaKalOT OpraHbl
yesioBeka. 3abosieBaHMe TPUHUMAET TsKeJbie (OpPMbI, CMEpPTh HACTYIMaeT 4Yepe3 HeCKOJIbKO
MecsILeB.

OJIJ — camast pacmpocTpaHeHHast (opma Jeifko3a y JeTeil M IOAPOCTKOB, 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-
TIpeAIIeCTBeHHNKOB JUMAOIUTOB. MyTanus MOXeT MPOUCXOAUTb Ha Pa3IUYHBIX CTATUIX
pasBUTUS KIEeTKM. A 35TO 3HAUMUT, 4YTO IIOPaKAIOTCSI HE TOJNBKO paslMyHble IOAIPYIIIbI
AUMQOLUTOB, HO UM UX pomoHavyaibHUKK. [losTomy B OJIJI CyliecTByeT MHOXECTBO (opM
3aboneBanus. Hampumep, B-kimerounHas c¢opma OJIJI HaspiBaeTcs TaK IO MMEHM KJIETOK-
MpeAIIeCTBEHHUKOB B-nMbo1nToB, T-KIeTOYHbIE JIEIKO3bl YKa3bIBAIOT HA ITPOMUCXOKAEHUE OT
KJIETOK-TIpeIIeCTBeHHMKOB T-1MMdOoIMTOB. BaXkHO 3HATh, UTO CYIIECTBYIOT pasHbie GOPMbI WK
nogapuanTbl OJIJI. OHM MOTYT IOCTaTOUHO CWJIBHO OTJIMYATHCS OPYT OT Apyra U IO TeYeHUIO
60J1e3HM, ¥ IO BO3MOXXHOCTU M3JIEYUTHCS (TIPOTHO3). DTU Pas3jInMuusl YUUTHIBAIOTCS B BBIGOpE
TepaneBTUYECKON CTpaTerun.

CumIiTombl, ¢ KoTopbix HaumHaetcs: OJIJI, Kak TpaBWIO, pa3BUBAIOTCS 3a HECKOJIbKO Hemesb.
3/I0KauecTBeHHble KJIETKM pacrpocrpasHsoTces no KM u gpyrum opraHam. becripensiTCTBEHHO
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/IabJIEHNI0 MMMYHUTETA, Pa3sBUBAIOTCS yacTble MHQEKIMM C BBICOKOW TemIiepaTypoii. M3-3a
OTCYTCTBMSI TPOMOOLIMTOB, OTBETCTBEHHBIX 3@ OBICTPOE CBEPTHIBAHME KPOBM, MOTYT BO3HMKATh
TOYEUHbIe KPOBOM3JIMSIHMS Ha KOKE ¥ KPOBOTEUEHMS CJIM3UCThIX 000/10U€eK. PacpocTpaHsIsSIch 1Mo
OpraHu3My, JielikeMuuecKkue KJIeTKMU IPUBOAST He TONbKO K M3MeHeHMSIM B COCTaBe KpOBU. Y
JIeTeii MOSIBJSIIOTCST 60/ B pasMUHbIX opraHax. Tak Kak JieiiKko3Hble KJIeTKM 3aIlOIHSI0T 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 CMJIBHO OT/IMYATBLCS Y PasHbIX Jaoferi. OnVH Man Jaxke HeCKOJIbKO
CUMIITOMOB He 00s13aTeIbHO YKa3bIBAIOT Ha TO, UTO UeJIOBEK 3ab60sieN iejikemMueit. MHOTME 13 HUX
TIOSIBJISIIOTCSI TIPY CPAaBHUTEIBHO 6€300MIHBIX 3a00/IeBaHMIX, HE MMEIOIIVX OTHOLIEHMS K JIEIKO3Y.
OnmHako eciy TMOSIBASIOTCS 00, MbI PEKOMEHIyeM HeMeIJIeHHO 00palllaThCsl K Bpauy, YTOObI
BBISICHUTD UX NIpupony. V1 ecnu neiicTBUTENbHO MTocTaBjeH auardo3 OJI, ero Hy>kHO CPOUHO JIEUUTb.



Eciu B victopuu 60se3HM (aHaMHe3) MM JAHHBIX OCMOTpPA Bpad HaxoauT npusHaku OJI, mamyeHT
I0JIyyaeT HallpaBleHMe Ha pa3BepHYThI aHanu3 KpoBU. Ecin ompeleneHHble M3MEHEHUS 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,
COBpPEMEHHbBI MUMMYHOJIOTMYECKMiT I TeHeTUUeCKNi JabopaTOPHbIIi aHaIU3 TI03BOJISIET He TOJIbKO
BoiAesnTh OJIJI 13 Ipyrux BUAOB JieiiKO3a, HO U ONpeaeanTb KOHKpeTHbI Tuil OJIJI. OTo BaxkHOe
yCI0BME OJ151 TUIAHMPOBAHUS TOUYHOM Tepanuu, NOTOMY 4TO pasiandHbie Tuiibl OJIJI oTandarnTcs
IIPYT OT ApyTa Ha KJIETOUHOM U MOJIEKY/ISIDHOM YPOBHe, IT0-pa3HOMY ITpoTeKaeT Xof, 60ye3Hu, To-
PasHOMY OLIEHMBAIOTCSI LIAHChI Ha BBI3JOPOBJEHME (IIPOTHO3) U UYBCTBUTEIBHOCTb K TepaInum.
Kak Tonbko moctaBieH nauarHo3 OJUI, nss 1wiaHa JiedeHUs BbBISICHSIIOT, MOPaskeHbl JiN
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
HaJIM4uMe JIeliIKeMUUeCKUX KIeTOK. JlampHelias MoAroToBKa K JIEYeHUIO 3aK/II04aeTcsl B IPOBEPKe
CepIevHoii mesiTeIbHOCTU (3nmekTpokapauorpadus, OKI' m sxorapamorpadwms, IOxoKI) u
(DYHKIIMOHATBHOTO COCTOSTHMSI Mo3ra (9nekTposHiedanorpadus, D3T). M3MeHeHMs, KOTOpPbIe
MOTYT IIPOM30MTU BO BpeMsl Tepanuy, NOKHBI OLIEHMBATHCS HAa OCHOBAHMUM ITUX MCXOIHBIX
IaHHbIX. KOMILIeKCHbIe J1abopaTOpHbIE MCCIEAOBAHUS TIOMOTAIOT OLEHUThH 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 Pa3paboOTaHHBIM M CUCTEMATUYHO YCOBEPIIEHCTBYEMbIM IJIAHAM TePaTIN.

HentpanbHoe mecto B seueHnn OJUI 3anumaeTt XT. XT — 3T0 n1edyeHne MeauKaMeHTaMu, KOTOpbIE
MEIIaIoT POCTY KJIETOK (IIMTOCTATHKM). Y HEKOTOPBIX MAIIMEHTOB IOMOTHUTEIbHO 06mydaeTcst ITHC
(obmydeHue TOMOBBI). B HEKOTOPBIX Cyuyasx mpumeHsieTcst XT BBICOKMMM JT03aMU TPENapaToB C
nocnenywoiein TT'CK. Lienb edeHns — MO BO3MOXHOCTHU TOMHOCTBI) YHUUYTOXUTD JIefiKeMudecKue
KJIeTKM BO BceM opraHu3me, utobbl KM BHOBb CMOr paboTaTh Kak KPOBETBOPHBIN Opras.
VHTEHCUBHOCTD U MPOAOKUTENbHOCTh XT, HeobxogumocTb obmyuenust ITHC mau TT'CK, a Takke
MPOTHO3 60JIe3HM 3aBUCIT IPEXAE BCErO OT TOTO, KakuM MMeHHO Turom OJIJI 6oseH 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
JIe4YeHUSI 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 MCIIOIb30BaHNIO HEKOTOPBIX MEeIMKAMEHTOB, a TAKKe IT0 MHTEHCMBHOCTU U LIeJISIM JieueHus. 1.
Nupykuums: stan MHTeHCUBHOM XT, ero 1enab — YHMUYTOXUTD 3a KOPOTKOe BpeMsI MaKCUMMaJIbHOe
YMCIO JIEIKO3HBIX KJIETOK U JTOCTUYb pemuccun. JleueHne JIUTCS MPUOIU3UTETBHO OT TISITU 0
BOCbMU Hefenb. 2. KoHconupauusi M MHTEHCUBHAS Tepamnusi: JieueHue MPOBOIAUTCS HECKOIbKO
Mecs1eB (IIpUMEepPHO OT 2 N0 5), ero menb — C MOMOIIbIO HOBbIX KOMOWHAILIMII ITperapaToB
MIPOIOJDKATD YHUUTOXKEHMeE JIeiIKeMUUEeCKUX KJIETOK U 3aKPeIlUTb PEMUCCHUIO. BaskHbIM 31eMeHTOM
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 IJIUTeIbHAsl Tepamnusi:
Ha 9TOM 3Talle Ha3HAvaloTCs HeBbICOKME N03bl XT. OCOGEHHOCTD JIeUeHMST 3aK/II0YaeTCs B TOM, UTO
OHO TIPOBOAUTCS IJINTETbHOE BpeMs, KaK MMpaBuIo, TIOKa ero OobIIuii CPOK He COCTABUT 2 roja.
JleueHVE TTPOVICXOAUT B OCHOBHOM aMOyJIaTOPHO, €ro 1ieJIb — YHUUTOXUTH BCE Te JIefIKeMUuecKue
KJI€TKM, KOTOPbIE CMOIJIM BBIKUTB Jaske TOC/ie MHTEHCUBHOI Teparnn.

Bonpiioit mporpecc B Tepanuu 3a NMOCIeSHUE TPU AECITUIETUS 3HAYUTENbHO YBEIUUMII IIaHChI
usneuntbcs ot OJIJI. Brnaromapsi BHeOPEHMIO COBPEMEHHBIX METOJOB MCCIeNOBaHMS U Oojee
3¢ }eKTUBHBIX CTAaHAAPTU3UPOBAHHBIX 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 MPOIIEHTHI BbI3TOPOBEBIINX SIBISIIOTCSI CTATUCTUUECKMMM MOKaszaTeasaMu. OHU TOYHO
M JOCTOBEPHO OIMCHIBAIOT JIMIIb COBOKYITHOCTH 3a6oseBmimx OJI. CTaTUCTMKAa He MOXKeT
MpejicKa3aTh, BbI3AOPOBEET IMalMeHT, UM HeT. JIeiKo3bl Jaske NPy caMbIX OJIaroNpUSITHBIX WIN
HeO6IaronpUsTHBIX YCIOBUSIX MOTYT IIPOTEKATh aOCOTIOTHO HellpeIcKasyemo.



IIpnnokenmne I.

IMpunoskenune I'l. llIkana omeHKM OOIIEro COCTOSTHMUSA IMAIMEHTA [0 BepCum
ECOG

IlIkajia oeHKM 06IIero cocTosTHus nauyenTa mo sepcun ECOG
OpuunHanbHOe Ha3BaHue: The ECOG Scale of Performance Status.

Wcrounuk: 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].

Tur: mkansa OLeHKMN.
HasHaueHye: KIMHMYECKas OL[eHKa 00Iero COCTOSIHMS IallieHTa.
CopnepskaHue 1 MHTepIpeTaius:

Ta6muia 8. [1Ikana oeHKM 06IIero CoCTOSHM nanueHTa 1o sepcun ECOG

CraTtyc (6annbi) OnucaHue o6ero COCToOsHUSA NauueHTa

0 MauMeHT NONTHOCTbIO aKTUBEH, CNOCO6EeH BbINOJIHATL BCE, Kak M A0 3a6oneBaHus

1 MaumneHT Hecrnoco6eH BbINOJIHATL TSAXKENYI, HO MOXXET BbIMNOJIHATbL JIEFKYIO WU cuaavyro pa6orty
(HanpumMep, nerkyio A 010 U/IN KaHL pckyto paborty)

2 nauueu'r ne4yuTtca aMGynaTopHo, cnocobeH k camooﬁcnymuaaumo, HO He MOXeT BbIMNOJIHATb

pa6oty. Bonee 50 % BpeMeHU MPOBOAUT aKTUBHO — B BEPTUKaJ/IbHOM MOJIOXKEHUU

3 MaumeHT cnoco6eH NULLb K OrpaHUYEHHOMY CaMOO6C/Y)KMBaHUIO, MPOBOAUT B KPeCsie Uan nocrenm
6onee 50 % BpeMeHn 6oapcTBOBaHUA

4 WHBanup, coBeplieHHO He crnocobeH k caMoo6Cny>KMBaHMIO, NPUKOBAaH K KPec/y Win nocrenm

IIpunoskenue I'2. UmmyHonornueckas kinaccudukanysa OJIJ1

Ta6auiia 9. iMmyHonornyeckas kinaccudurauys OJIJT

KntoueBble Mapkepbl anst avarHoctnkn OJ1J1 us npealectseHHnkos B-numdoumntos: CD19+ n CD79a+ wn/unn cyCD22+

CD 10- OJ1N n3 npo-B-numdobnactos (B-I)
CD10+ cylg- Common- OJ1N1 (B-II)

cylg+ slg— OJ11 n3 npe-B-numdobnacros (B-IIT)
slg+ OJ11 13 3penbix B-numdoumntos (B-1V)

Kntouesble Mmapkepbl ans OJ1J1 u3 npeawecTBeHHWKoB T-nuMdoumnTos: cyCD3+ n CD7+

cyCD3+ CD7 Tonbko OJ11 n3 npo-T-numdobnactos (T-I)

CD2+ u/vnu CD5+ OJ11 n3 npe-T-numdobnactos (T-1I)

CDla+ OJ1N n3 KopTukanbHbix T-nuMmdbobnactos (T-III)
sCD3+ CD1la- OJ1N n3 3penbix T-nuMdounTos (T-IV)

sCD3+ aHTu-TCR a/B+ a/B+ T-knetounblin ONJ1 (rpynna a)
sCD3+anti-TCR y/d+ y/d+ T-knetouHblit O (rpynna b)

IIpunokenue I'3. OcHOBHBIe reHeTUUYeckue anomaauu npu OJIJI

Ta6muia 10. OcHoBHbIE TeHeTHuecKye anomastuu mpy OJIJI

onn AHOoManusa BoBne4yeHHbI€ reHbl YacroTta MeTtoa aetekuum

B-KNeTouYHbI t(9;22)(q34;q11) BCR ABL B3pocnble: 30 % oT-nup
fetn: 3 %




t(12;21)(p33;922) TEL AML1 B3pocnble: <1 % oT-nup
Letun: 20 %
t(4;11)(g921;923) MLL AF4 B3pocnble: 5 % oT-nupP
fetn mnaalero
Bo3pacTta: 60 %
t(1;19)(q23;p33) E2A PBX1 5 % oT-nupP
t(8;14)(q24;932) c-MYC IgH 1% FISH
t(17;19)(q22;p33) E2A HLF <1 % oT-nupP
t(11;19)(q23;p33) MLL ENL <1 % oT-nupP
MyTauun JAK1/2/3 10 % CekBeHMpoOBaHue
T-KNETOYHbIN HOX11 TCRa/B B3pocnbie: 31 % oT-nupP

t(10;14)(g24;q11) t(7;10)
(934;q24)

HOX11 TCRP

Aetn: 7 %

t(5;14)(g35;932)

HOX11L2 TCRa/B

B3pocnble: 13 %

OT-nupP, FISH

HAetn: 20 %
t(1;14)(p32;q11) TALI TCRa/B 1-3 % oT-nupP
HopmanbHbiii Ip32 SIL TALI 9-30 % OT-nupP
inv(7)(pl5q34), t(7;7) leHbl 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;q934) EML1 ABL1 <1 % FISH
MyTtauun NOTCH 1 NOTCH1 50 % CekBeHnpoBaHue
MyTtauun JAK1 JAK1 18 % CekBeHMpoOBaHue




