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Kaununueckne pekomenaauuu — Ocrpoie JuM@o0IacTHbIE JIEHKO3bI —
2020-2021-2022 (20.01.2023) — YTBep:xkaensl Munzapasom P®

KoaupoBanue no MexyHapoaHOH CTaTUCTHYECKOW Kiaccuukanuu 0ose3Her u mnpooiem,
CBsI3aHHBIX cO 370poBheM: C91.0, C91.5, C91.7, C91.8, C91.9, C83.5, C83.7

lNon yrBepknenus (yactora nepecmotpa): 2020

Bo3pacthas kareropus: B3pocibie

[TepecmoTp He mo3anee: 2022

ID: 496

[To cocrostauio Ha 20.01.2023 Ha caiitre M3 PO

Odummansro npumensiercs ¢ 01.01.2022 B coorerctBum ¢ [locraHoBnenunem IlpaBurtenscTBa
P® or 17.11.2021 N 1968

Pa3paldoTynK KJIMHUYECKON peKOMEeHAANH

- Acconmarmsa ogkosoros Poccuu
- HeKOMMepquKOC HapTHepCTBO COJI@fICTBPIH paSBI/ITI/II-O TeMaToOJIOTUHu U TpaHCHJ'IaHTOJ'IOFI/II/I
KOCTHOTO Mo3ra "HanmosaiabsHOE TeMaTOI0OrHIecKoe 00IecTso"

Ono6peno Hayuno-npaktudeckum CoBetom Munzapasa PO

Cnucok coxkpaneHui

Anno-TI'CK — TpaHcriaHTalus aJUIOT€HHBIX T€MOMO3THYECKUX CTBOJIOBBIX KIIETOK
AJIT — anannHamMuHOTpaHChepas3a

ACT — acnmapratamuHOTpaHcdepasa

AyTto-TI'CK — TpaHCcniaHTalus ayTOJOTHYHBIX TEMOMOATUYECKUX CTBOJIOBBIX KIETOK
AYTB — akTHBHpPOBAHHOE YaCTHYHOE TPOMOOTIACTUHOBOE BPEMS

BPB — 6e3penuauBHas BBDKUBAEMOCTD

BKJI — BosmocaToKIIETOUHBIN JEHKO3

BO3 knaccudukanus — knaccudukanus BceMupHoi opraHu3anum 3paBoOXpaHeHUS
['-KC® — rpanynonuTapHbIii KOJIOHUECTUMYIIUPYIONTUH (HakTop

UT — unaykumoHHas Tepanus

NTK — Tupo3WHKMHA3HBIA HHTHOUTOP

KU — knuHMYecKue uccienoBanus

KM — kocTHbIi MO3T

KT — xomnbroTepHast Tomorpadust

JIb — numdoma bepkurra

JIBJI — mumdobnacTaas mumdoma

JIAI" — nakTatnernaporeHasa

MOBb — muHMManeHas ocTaToyHasi 60J1e3Hb

HXJI — HexomKKHHCKHE TUM(OMBI

OAK — o0muii (KITMHIYECKHIi) aHAIU3 KPOBU

OB — 0011as BEDKHBa€MOCTh

OJI — ocTpslii 1EHKO3

OJIJI — ocTpeiif iuMdoOIacTHBIN TeHK03

OMUJI — ocTpblii MUEIOUIHBIN JIEHKO3

OPJIC — ocTpblil peciMpaTOpHBIA TUCTPECC-CUHAPOM

OT-IILIP — nonuMepa3Has LieNHas peakuus ¢ 00paTHOM TpaHCKpUILIUEH
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[TIP — nosnHas pemuccus

[IIIP — monumepasHas LenHas peakus

[I3T/KT — no3uTPOHHO-?MUCCHOHHAs! KOMIIBIOTEpHAsi TOMOTpadust

TI'CK — TpaHCIuIaHTalMs TeMOMOATHYECKUX CTBOJIOBBIX KIIETOK

Y/ — ypoBeHb JOCTOBEPHOCTH JOKA3aTEIbCTB

V3U — ynbTpa3ByKOBOE UCCIICIOBAHNE

YVYP — ypoBeHb yOSIUTEIIBHOCTH PEKOMEH AU

XT — xumuorepanus

XMJT — XpOHMYECKUI MUENOJIENKO3

LIMB — uuromeranoBupyc

HHC — uenTpanpHas HepBHAs cCUCTEMa

OKT — anexrpokapauorpadus

Ox0oKI" — axokapauorpadus

CD — xnacrep muddepeHInpoBKH

ECOG (Eastern Cooperative Oncology Group status) — mikaia OleHKHA COCTOSIHUS TalueHTa
10 KpuTepusiM BocToOYHON KOONIEPaTUBHOM OHKOJIOTUYECKOW I'PYIIIIBI

EWALL - Espomneiickas wuccinefoBaTelnbCKas TpyIna 1O  HU3YyYEHUIO  OCTPOTO
muM(poO6IacTHOTO JeiKo3a

FISH-nccnenoBanue — nccieioBaiie METOI0M (UIyOPECIIEHTHON rHOpHUIU3aIiny in situ

GMALL - Hemenkas mccienoBaTebckasl TPyIa MO0 U3Y4EHUIO OCTPOTo JTHMQOOIaCTHOTO
neiko3a

GRAALL — ®panmy3ckas WucCleloBaTeNbCcKas Tpylma [0 H3YYCHHIO  OCTPOTO
nuMdoOIacTHOTO JIeHKo3a
MD Anderson CRC - AwmepukaHCKas HCCIIE€AOBATEIbCKAs TIPyIa OHKOJOTHYECKOTO

Hay4yHOTO 1ieHTpa umenn M.JI. Angepcona

Ph+ OJIJI wmm Ph-nosutuBneiit OJIJI — octpeiit mumMdoOIacTHRIN JI€HK03, MPH KOTOPOM
omnpenenesieTcs: TpaHciokamus t(9;22)

Ph- OJIJI wnu Ph-ueratuBubiii OJIJI — ocTpslit 1uMpoOIaCTHBINA JIEHKO3, IPU KOTOPOM HE
oOHapyXkuBaeTCs TpaHcIokamus t(9;22)

RALL — Poccwuiickas uccienoBaTeiabCKkas Tpynma Mo JEYSHHIO ocTporo juMmdorneiikoza y
B3POCIBIX

TdT — TepmuHanbHast 1€30KCHHYKICOTHAMATPAHC)epasza

** _ )HU3HEHHO HEOOXOUMBIC Y BAKHEHIITNE JICKAPCTBEHHBIC MTPEIapaThl

# — mpenapar, NMPUMEHSIONIMICS HE B COOTBETCTBUM C TOKA3aHHUSAMHU K TPHUMCHEHUIO U
MPOTHBOIIOKA3aHUSIMU, CIIOCOOAMU MPUMEHEHHS M J03aMH, COJICPXKAIIUMUCS B MHCTPYKIIUU TI0
MIPUMEHEHHIO JICKapCTBEHHOTO Tpernapara (odd-1eitomn)

TepMuHBI U onIpeaeICHUA

OCTpLIe J'II/IM(1)06J'IaCTHbIe JIEUKO3bI — 3TO TCTCPOrCcHHAaA Ipylnia KIIOHaJIbHBIX 3a0071eBaHUH
CHUCTCMbI KPOBH, BOSHUKAOIIUX BCIICACTBUC MYTAallUU B T- unu B'I(J'ICTKaX'HpeI[IJ_IeCTBeHHI/II_IaX.

Ph-HeratuBHbIie ocTpbie TUM(OOIACTHBIC ICHKO3bI — 3TO IPYIIIA, 00bEIHHSIONIAs HECKOIBKO
MOJATUIOB  OCTPBIX  JUMGOOJACTHBIX  JIEMKO30B, TMpU  KOTOPBIX HE  OOHapyKHBaeTcs
bunanenbduiickas xpomocoma (Ph-t(9;22)). B Hee BkitoueHsl Bce B-kierounsie u T-kieTouHbIe
ocTpble TUM(OOIACTHBIE JEHKO3bI U TMM(OOIACTHBIE TUM(POMBI.

Ph-rmo3utuBHBII oCTpbIil MMM(OOIACTHBINH JTEHKO3 — 3TO BapHaHT OCTPOTO JIMM(POOIACTHOTO
Jeliko3a, MPU KOTOPOM METOJOM CTaHJapTHOTO LUTOTeHeThdeckoro uccienosanus (G-banding)
wmn Meronom FISH ompenensercs Tpancnokanus t(9;22). Jluaruo3 Ph-mo3utuBHOTO OCTpOTO
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TUMQOOIIACTHOTO JIEHK03a HE MOXKET OBITh OCHOBAaH TOJBKO HAa METOJE MOJEKYISAPHOW NETEKIHUU
xuMepHoro TpaHckpunta. [{urtorenerndyeckoe wim FISH (meton ¢yopecueHTHON rrbpuan3anuu
in situ) WccleIOBaHMs SBISIOTCS 00s3aTENbHBIMH. METOJ0M MOJIMMEPA3HOW IICMHON peaKIiuu
OTIpEeNIeNAETCS BapHAHT XHWMEPHOTO TPAHCKPUITA, KOTOPBIA B JAJbHEHIIEM HCHONb3YeTCS IS
MOHHUTOPUHTa MUHUMAJIbHOW OCTATOYHOM OOJIC3HH.

[TomHas pemuccHst — 3TO COCTOSIHIE KPOBETBOPHOM TKAHH, TPU KOTOPOM B ITYHKTaT€ KOCTHOTO
Mo3ra oOHapyxkuBaercsi 5% U MeHee OJaCTHBIX KIETOK IPHU HOPMAJIbHOM COOTHOLIEHHH BCEX
POCTKOB KPOBETBOPEHUS, MIPH KOJIMYECTBE HEUTpOPHIOB B mepudepudeckoil kposu 6omnee 1,0 x
10%n, mpu konmuecTBe TpoMmbonmTOB Oosee mmm pasHoM 100 x 10%m, mpu orcyrcTBHE
AKCTpaMENyJUIIPHBIX 0YaroB JeWkemMudeckoro pocta. KoHcrartanmuss MOpQOIOTHYECKH MOJTHON
pemMuccun (COOTBETCTBEHHO, OIIEHKA PE3MCTEHTHOCTH) OCYIIECTBIISIETCS JIMOO TIOCIe TIEPBOM (pa3bl
MHIYKIMOHHOW Tepanuu, nub0 mnocine BTopoil. I[lpm oTcyrcTBUM MONHOM peMHcCHU TOCTe
3aBEpILIEHUS JIBYX ATAlOB WHAYKIIMOHHOW TEPAIlui PErHCTpUpYeTCs pedpakrepHas Gopma ocTporo
nuMpob6IacTHOrO Jieiiko3a. B 3Toil cBsA31 HE0OOX0IMMO TIOTYEPKHYTh, UTO Y PsAa MAllMEeHTOB MOCIIe
3aBepIIeHUs] BTOPOH (a3pl MHIYKIMOHHOW Teparnmuu Ha (POHE BOCCTAHOBIIEHHUS KPOBETBOPEHUS
Mociie IMTOCTaTHYECKOTO BO3JEHCTBHS B paHHHE CPOKH IIOCIE €ro 3aBepIICHHS MOXKET
OTIPENIETATHCA YBEIMYCHHBIM MPOIEHT OlacTHRIX KiIeToK (10 10-12%). B atom cimydae (ocoOeHHO
€CITH TIOJTHAsi peMUccHs Oblia 3adUKCHpOBaHa IMOCIe IepBOi (a3bl HHAYKIIMOHHOW Teparun) Jepes
He/lenro Ha (OHE BOCCTAHOBJICHHOTO KpPOBETBOPEHHS IEI€COOO0pPa3HO BHIOJHUTH TMOBTOPHYIO
CTEpPHAILHYIO TTYHKITHIO.

[TonHast pemuccusi mojapasneseTcs Ha TP OCHOBHBIX THIA: 1) IMTOreHeTHYecKas, 2)
MOJIEKYJIsIpHasi, 3) ¢ HEMOJHBIM BOCCTAHOBJICHHEM IOKa3arenell nmepudepudeckoil KpoBH, KOrna
gmcno Heiirpodunos menee 1 x 10%m1, a tpombonutoB mMernee 10 x 10%1m. Tlocnennss xateropus
OTOBapUBAaeTCs CIEUUAIbHO, TOCKOJBbKY, 10 PSAY JAHHBIX, IPOTHO3 Y TAKUX MAIlMEHTOB HECKOJIBKO
xyxe. IIpu 3TOM 5SKCHepThl HE PEKOMEHIYIOT KOHCTaTHUPOBaTh Yy TAaKUX MAIMEHTOB IMOJIHYIO
pemuccuto. Tem He MeHee BHE KIMHHUYECKHX MCCIEAOBaHUM 3Ty (OPMYIHPOBKY OTBETa
MIPUMEHSIIOT PEIKO.

YactuyHas pemuccus (YaCTHUYHBIA OTBET) — O3TOT TEPMHUH PEKOMEHIYIOT HCIOJIb30BaTh
TOJBKO B KIMHHYeCKUX wuccinenoBanusx [-1I  ¢a3pl, oleHHMBAaIOMKUX MTPOTUBOOITYXOJIEBYIO
3¢ dEeKTUBHOCTh, TOKCHYHOCTb, IE€PEHOCMMOCTh HOBBIX IMpemapaToB M  OIpPeIesOIINX
ONTHUMAJIbHBIE J03bl ATUX MPENapaToB.

Pesucrentnas popma — sta dopma 3a0oneBaHus, KOTOpask KOHCTATUPYETCS MPH OTCYTCTBUU
MIOJIHOM PEMUCCHH TOCIIE 3aBepIIeHHs IBYX (ha3 MHIYKIIMOHHOM Tepamnui.

PanHsas cmepTh — 3TO cMepTh NAalMEHTa B MEPHOJ HMHAYKIMOHHOW Tepamuu (OByx a3
UHIYKIHAW Ui OCTPBIX JTUMQOOIACTHBIX JIeliko30B). ClieyeT MOIYepKHYThb, YTO ATOT KPUTEpHUil
ABJISeTCA OOOOUIAIOMIMM Ui MOHSTHS THMOeIM ManueHTa B MPOLEcce MHIYKIMOHHOM Teparuu.
Yarie UCONB3yIOT TEPMHUH ""CMEpPTh B MEPUO MHAYKIUU'", 9TO O0Jiee YeTKO OTPa’kaeT CUTYalIUIO,
MOCKOJIBKY B psJie CllydaeB CMepTh MallMeHTa MPOUCXOIUT Ha BTOpOHl ¢a3ze MHAYKIIMOHHON
Tepamuu, MPH STOM y HUX Oblla 3aperucTpUpOBaHA TMOJHAS PEMHUCCUSl TOcie TMepBoil (asbl
WHJIYKIMOHHOM Tepanuu. B 3THX ciiydasx cMepTh pacCMaTpHUBAIOT KaK CMEPTh B KOHCOJMIALNU
WJIU CMEPTh MOCIIE JOCTUKEHHUS MTOJTHOW PEMUCCHH.

PeruinB — 3T0 COCTOSIHWE KOHCTATHUPYETCsl pU OOHApY>KEHHHM B MYHKTAT€ KOCTHOTO MO3ra
6onee 5% OnmacTHBIX KIETOK. PenuauB 3a0ojieBaHMS HE KOHCTATUPYETCS NMPU OOHAPYKEHUU B
OUYepeIHOM KOHTPOJILHOM ITyHKTaTe KOCTHOTO Mo3ra Ooiiee 5% O1acTHBIX KlIeTokK, HO MeHee 10%, B
TEX ClIy4asX, KOorja IyHKIMS KOCTHOTO MO3ra IPOM3BOJUTCS B pPAaHHUE CPOKHM IOCIE Kypca
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XUMHUOTEPAIUU WU UCIOJIb30BAINCH POCTOBBIE TEMOTIOITHYECKHE (PAKTOPHI C IEIbI0 COKPAIICHHUS
Nepruoia HEUTPOICHUH, MIPH 3TOM aHAIU3 NepuepruuecKoil KPOBH HOPMAIBHBIA U OTCYTCTBYIOT
SKCTpaMenyJUIIpHbIE MTOpaXeHUs. BTopas nuarnoctudeckas MyHKIUS ocymiecTBisercs yepe3 7-10
IHEW mocne nepBoid. Eciu coxpaHseTcs MpOoIeHT OJAcTHBIX KJIETOK BBIINIE 5 WM OTMEYACTCS MX
yBenudeHue (Hanpumep, ¢ 7 10 13%), To KOHCTaTUPYETCS PELU/IUB.

Pannwmii perauB — 3ta popma peruIuBa Ha3bIBACTCS B TOM ClTydae, €ClId OH PEeruCTpUpyeTcs
paHbllle, YeM Yepe3 MOoJIro/ia OT MOMEHTa OKOHYAHUS MOJ/IEpKUBAIOIIEH Tepaluy Wik Ha Teparnuu
1ocJjie JOCTHXKeHUs pemuccud. [lo3qHuM cuuTaercs TOT PEeLM]IUB, KOTOPBIM BO3HUKAET 4Yepe3
nosiroja U OoJjiee OT OKOHYAHUS MOJAJEpXKUBaroulell Tepanuu. PeumauBoMm Takke SBISETCS U
BHEKOCTHOMO3IOBOE TMOpa)keHUE (HEMpoJieHKeMHUsl, MOPaKEHUE SIMUEK, YBEIMUEHUE CEJIE3EHKH U
T.Jl.) JaXe MPU OTCYTCTBUU U3MEHEHUH B KPOBU M KOCTHOM MO3re. BHEKOCTHOMO3IOBbIE PELIUIUBBI
(0cOOEHHO MOpa)K€HHE UEHTPaJIbHOM HEPBHON CHUCTEMBI) IMPU HCIOJIB30BAHUM COBPEMEHHBIX
MPOTOKOJIOB JICYCHHUS] BCTPEYAIOTCS NpuONM3uTeNbHO B 4-8% ciydaeB. Ecnum koHcTaTtupoBaH
M30JIMPOBAaHHBIA BHEKOCTHOMO3IOBOM peUUAMB, TO, KpPOME JIOKAJIbHOW Tepanuu (JIeYeHHe
HelpoJieikeMuu, 00TyueHne/ yaalieHne suuka, yajieHne JeHKeMHUYeCKOro ouara B SMYHUKE | T.11.),
00s3aTeNbHO  TPOBEJEHHE M  CUCTEMHOM HHIYKIMOHHOM  Tepamuu 1O  MPOTOKOJIaM,
MPEeyCMOTPEHHBIM JJISl TAKUX PEIUINBOB.

MuHuMmanbHas ocTaTo4Has 0O0JIe3Hb, WM MHHHMalbHas pe3uayaibHas OOJIe3Hb — 3TO
HEeOOJIbIIAst TOMYJISAIHS OMYyXOJIEBBIX KIETOK, KOTOPasi He MOXKET ObITh 3a()MKCHUPOBAHA C TIOMOIIIO
CBETOBOTO MHKPOCKOIA, HO OOHapyKuBaeTcs Oojieeé TOHKHMH METOJaMU HCCIICIOBAHUSA,
BBISBIIAIONIMMHA | JIGMKEMHYECKYI0 KIETKY Ha 1046 uccienyemMbix. OCHOBHBIMH METOJIaMH
JNETEKIIMM MUHUMAJILHON OCTATOYHOM OOJIE3HH SBIISIOTCS MMPOTOYHAS [IUTOMETPHS U MOJUMEpa3Hast
LenHas peakuuss. MeToabl CTaHIAPTHOTO IMTOTEHETHYecKoro ucciegoBanus u meron FISH ne
HCIIOJIB3YIOTCS B IEJISIX OIICHKW MUHUMAJIbHOM OCTaTOYHOU 00JIC3HU.

I_II/ITOFGHCTI/ILICCKEUI PEMHCCHA — O3TO IIOJHAd KIMHHUKO-ITEMATOJIOTHUYCCKass PEMHUCCHUA, IIPpH
9TOM MCTOJaMH CTaHHapTHOfI ONUTOI'CHETHUKHU HE BBIABIAIOTCA HMCXOAHBIC aHOMAJIMKM KapUOTHUIIA,
KapruoOTHUII JOJDKCH OBITE HOpMAJIbHBIM, a YHUCJIO IIPOAHAJIU3UPOBAHHBIX MeTa(ba:«; JOJI2KHO
cocTaBiaTh He MeHee 20. HI/ITOFCHGTI/IHGCKaﬂ PEMHUCCHA — HOBOC IIOHATHE, IOABHUBIICECA IIPU
PErYJIIPpHOM HMCIIOJIB30BAHUM METOJOB LUTOI'CHCTUKH 1A I/ICCJ'ICI[OBaHI/Iﬁ ITYHKTATOB KOCTHOI'O
MO3ra B I€pruoa ITOJTHOM PEMUCCHUN.

]_[I/ITOFeHeTI/ILIeCKI/II\/’I pe€uuanuB — 3TO PEUUAUB, KOTOpBIfI KOHCTAaTUPYETCA IIpU HAINYUU B
IIYHKTATC KOCTHOI'O MO3ra MHUTO30B € XpOMOCOMHBLIMU a6eppaun;1MI/I, KOTOPBIC O6H8.py>KCHBI B
I[e6IOTC 3a0071€BaHNs Ha (1)0He COXpaHﬂIOIHefICH KJIMHHUKO-T€MaTOJIOTHYECKOM PEMUCCHH.

MoneKmepHaﬂ PEMHUCCHUA — OTO IIOJIHAad KIMHHUKO-IEMATOJIOTHYCCKasd PCMHCCUA IIpU
OTCYTCTBHUHM B KOCTHOM MO3Ir'€¢ HCXOJHO OIPEACIIBIINXCA MCETOAOM HOHHMCp&?»HOﬁ HGHHOﬁ
pCakiuu MOJICKYJIIPHBIX MApKEpPOB OCTPOIO JIEMKO3a C YYBCTBUTCIIBHOCTBIO MCETOJA 10_4. 9T0
TAKKE€ HOBOC IOHATHEC, CTABHICC B HACTOALICC BPEMS KIIFOUCBBIM. CJ'ICI[yeT OTMECTHUTDB, YTO MOXCT
OBITh AOCTUTHYTA HUTOICHCTHYCCKAA PEMHUCCHU, HO IIPHU 3TOM MOJICKYJISIPHBIC MApPKEPBI MOT'YT CIIC
OMpCACIIATHCA.

MOJ'IGKy.]'IHpHLIfI peuuanB — OSTO IIOABJICHHUEC HMCXOJHO OIMPECACIABIINXCA MOJICKYIAPHBIX
MapKepoOB OCTPBIX JIEIKO30B B ABYX IMOBTOPHBIX aHAJIN3aX (HpOBeI[eHHBIX C KOPOTKHUM HHTCPBAJIIOM
BpeMeHI/I) Ha (I)OHC COXp&HSIIOH.ICﬁCSI KJIWHHUKO-T€MaTOJI0THYECKOI PEMHUCCUH.

BaxXHpIM M OJHHM M3 CaMbIX TOYHBIX CII0C000B OLICHKH B(I)(I)CKTI/IBHOCTI/I TCpaliuu OCTPBIX
JIEHKO30B SIBJISIOTCS MPUMCHCHUC CTATUCTUYICCKHUX MECTONOB U INOCTPOCHUEC KPHUBBIX BBIZKUBACMOCTH
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MAMEHTOB, KOTOPbIM HPOBOAMIM TO WM HHOE JieyeHue. Yaiie Bcero OLIEHHMBAKOT OOLIyIO,
0e3peluINBHYI0, 0ECCOOBITHITHYIO BRDKUBAEMOCTh M BEPOSITHOCTh COXPAHEHUS IMOJIHON pPEMUCCUU
(v oOpaTHOE TIOHATHE — BEPOSITHOCTh PA3BUTHS PEIMINBA).

OOmiass BbDKMBaeMOCTb. /J[s1 oueHkM oOuied BBIKMBAEMOCTH aHAJIU3UPYIOT BpPEMEHHBIE
rapamMeTpsl BCEX ITAlMEHTOB, BKIIIOYEHHBIX B HCCIelOBaHUE. TOYKOM OTCUeTa SBISAETCA JCHBb
Hayana Tepanuu. CoObITUEM CUMTAETCSl TOJBKO CMEPTh IMalMEHTa OT JKOO0W MPUYMHBI (paHHSIA
JIETAIbHOCTh, CMEPTh B MEPUOJ PEMUCCUU OT JIIOOOW HPUYMHBL, CMEPTH B IMEPUOJ PELUAMBA).
CoObiTHe HAa KpHUBOH BBDKMBAEMOCTH TpadUMUecKd OTOOpa)kaeTcs CTYNEHBKOH, HWAYIIeH BHU3.
[TaneHTOB, XMBBIX BO BpeMs INPOBEIACHUS AHAIM3A, PACLICHUBAIOT KaK Clydyaldl M OTMEYarT Ha
KpUBOH Y€pTOUYKOM, T.€. IeH3ypupyloT. IlanueHToB, cyap0a KOTOPBIX HEU3BECTHA, LIEH3YPUPYIOT B
TOT MOMEHT, KOrJa ObIJIO H3BECTHO, YTO OHM >KUBBL. BOJBHBIX, OTKa3aBIIMXCS OT JIEYCHHUS,
LIEH3YPUPYIOT B JICHb OTKa3a OT TEPAIIUU.

bespeunnuBHas BbDkUBaeMOCTh. [Ipu oneHke Oe3peruauBHON BBIKMBAEMOCTH YYHUTBHIBAIOT
JAaHHbIE TOJBKO TEX MAIMEHTOB, Y KOTOPBIX Oblja IOCTUTHYyTa MOJHas pemuccus. Toukoil oTcuera
CUMTAETCS J1aTa JOCTIXKEHUS MOJIHOM pemuccuu. COOBITHSIMU CUMTAIOTCS PELUANB UM CMEPTh OT
0001 MpUYUHBI (B MEpUOJ KOHCONUJAIMHN WM TOJJIEP)KUBAIOIIETO JICYEHHs, OT peluauBa, B
MEepUOJT PEMHUCCHUU OT JAPYrol NPUYMHBI, Hampumep, cyuruaa). LleH3ypupyroT TonbKO Tex
MAIMEHTOB, KOTOphIe ObUIM UBBl U HAXOJWJINCh B MOJHOW PEMUCCHU B MOMEHT INpPOBEICHUS
aHaynn3a. BoJbHBIX, Ccynbp0a KOTOPBIX HEM3BECTHA, LIEH3YPUPYIOT B TOT MOMEHT, Korjaa ObLIO
M3BECTHO, YTO OHH KUBBI B MOJHON pemuccuu. [lanmeHToB, y KOTOPbIX OblIa JOCTUTHYTA MOJTHAs
pEMUCCHs], HO OHU OTKA3aJIUCh OT JICYCHUS B PEMUCCHH, LIEH3YPUPYIOT B JICHb OTKa3a OT TEPaIHH.

BeposiTHOCT  cOXpaHeHHUs TMOJIHOM peMuccuu (0OpaTHOE OT BEPOSTHOCTH Pa3BUTHUS
petauBa). Ilpu olieHKe BEPOSITHOCTH COXpPAHEHMsI IMOJIHOM PEMHCCHHM YYUTBHIBAIOTCS JaHHbBIE
TOJIBKO TE€X MAIMEHTOB, Y KOTOPBIX IOCTHTHYyTa MojHas pemuccus. Ilpu 3tom Toukoil orcuera
CILY’KUT JJaTa JOCTHXKEHUS NOJHOU pemuccur. CoObITHEM CUUTAETCS TOJIBKO PELUIUB 3a00JI€BaHUSI.
Len3ypupyioT Bcex OOJbHBIX, KTO >KMB B MOJHOW peMHCCMM B MOMEHT IpPOBEICHHS aHaIu3a.
[TaruenTHl, yMepIIKMe B MEPUOJI MOJHOM PEMUCCUH OT OCJIOKHEHUH, CBA3aHHBIX C JICUCHUEM, WU
OT ApPYruxX MNPHUYWH, LIEH3YPUPYIOT B JEHb CMEPTH, KaK OOJbHBIX, HAXOIMBIIMUXCS B IOJIHOM
pemuccun. [lannenTos, cyap0a KOTOPBIX HEU3BECTHA, LIEH3YPUPYIOT HA TOT MOMEHT, KOTJa ObLIO
W3BECTHO, YTO OHH KUBBI B MOJHON peMuccuu. [lanineHToB, y KOTOPHIX Oblja JOCTUTHYTA IMOJIHAS
peMuccHs ¥ KOTOpbIe 0TKA3aJUCh OT JICYEHHUS B MEPUOJI PEMHUCCHHU, LIEH3YPUPYIOT B JIeHb OTKa3a OT
TeparnuH.

BepOHTHOCTL COXpaHCHUA ITOJTHOM PEMUCCHUHN ABJIACTCA TEM IIOKA3aTCIICM, KOTOprﬁ
MO3BOJISICT OLICHUMBATh UCTUHHYIO IIPOTUBOOITYXOJICBYIO 3(1)(1)6KTI/IBHOCTB KakoI-110o TCpalnuu 0e3
yd€Ta TaKux CY6’beKTI/IBHHX MOMCHTOB, KaK BBIXa)KMBAHHC ITAITUCHTOB OT OCHO)KHCHPIP’I, CBA3aHHBIX
C CaMHuM JICYCHUECM.

BeccoOpITHIiHAS BEDKUBAEMOCTD. JTOT ITOKa3aTellb OICHUBACT BIDKMBACMOCTD BCCX 6OJ'IBHBIX,
BKJIFOYCHHBIX B aHAJIM3, ¢ MOMCHTA Ha4dajla TCPAIIUH. CoObITHEM CUUTAETCS paHHAAd JICTAJIBbHOCTD,
(l)aKT HEJOCTHKEHUS MOJIHOM peMHUCCHUN YCPE3 [IBa MECALlAa OT Ha4daJa JICUCHUA, CMEPTh B MECPHUOIT
peMHUCCHUU OT OCJIOKHEHUM XUMUOTEpAIIU WA APYIUX MPUYHUH, a TAKXKE PCHUINB 3a00JIeBaHUs.
I_IeH3ypI/IpyIOT TOJIBKO IMAIIUCHTOB, Y KOTOPBIX ObLIa AOCTUIHYTAa IIOJIHass PpEMUCCHA B TCUYCHHC
NEPBLIX ABYX KYPCOB XUMHOTCPAIIUN, U OHHU OCTANOTCA KUBBIMH, COXpPAHAA IMOJIHYIO pEMUCCHUIO, HA
MOMCHT IPOBCACHUSA aHAJIN3a.

I/IH,Z[yKLII/IH — 9TO HICpUOJ HAYAJIBHOTO JICYHCHH:A, LCIBHO KOTOPOro SABJIACTCA MAKCUMAJIbHO
6LICTpOC U CYHIECCTBCHHOC COKpalICHUC OHYXOHCBOﬁ MacChl U JOCTHXKEHHE MOJIHOM peMuccuu,
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Ha3bIBACTCS MEpPHOAOM HHAYKIMU (00bruHO 1-2 Kypca). MmenHo B 3TOoT mepwox Ha ¢oHe
IIPUMEHEHHSI IUTOCTaTUYECKUX CPEACTB KOJIMUYECTBO JIEMKEMUYECKHX KJIETOK B KOCTHOM MO3re
yMmeHblaercss npuMmepHo B 100 pa3, T.e. B MOMEHT KOHCTaTalMM IOJHONW PEMUCCUU B KOCTHOM
Mo3re MopGhOJIOTHIECKH OIpenesieTcs MeHee 5% OIyX0JeBbIX KIETOK.

Konconmupanusa. BTopoi stam Tepanuu OCTPBIX JIEMKO30B — 3aKPEIUIEHUE JOCTUTHYTOIO
IIPOTUBOOITYX0JIEBOrO 3(dekTa (pa3HOe KOJIMYECTBO, B 3aBUCUMOCTH OT IPOTOKOJA). 3anauyeit
3TOTrO MEpHoJa SBIJISETCA MO0 BOZMOKHOCTH €lle 00JIblliee YMEHBIICHUE YKMCIIa OCTAIOLIUXCS MOCIIe
WHAYKIUYU JEHKEMAYECKUX KIIETOK.

Hozmepncmaa}omee JICYCHUE — 3TO MPOAOIZKCHHUE HUTOCTATUICCKOI'O BOSI[@fICTBHSI B MCHBIIINUX
A03ax, 4eM B IICPpUOJ MHAYKIIUU PEMUCCHUHU, HA BO3BMOKHO OCTaIOHII/II\/'ICﬂ OHyXOJIeBBIfI KJIOH.

Jleiiko3/mumdpoma  bepkurra — 3TO  BBICOKOArpeccuBHoe JuMdonpondepaTuBHOE
3a00JIeBaHNE M3 HMMMYHOJIOTHYECKH 3peiblX B-KJIeTOK ¢ NpenMyIEeCTBEHHO AKCTPaHOAAIbHOM
nokanuzanuel. KimnHuuyecku BbaensioT 3 BapuaHta jumpombl bepkurra: sHAEMHUYECKUH,
cnopaanuecknii 1 BUY-acconunpoBaHHBIN.

DOHaemuueckuil BapuanT uM@omel bepkurra — 310 Bapuant aumpombl bepkuTTa XapakrepeH
JUI TEMHOKOXKHX JIeTei-a0opUreHoB 3KBaTOpuaibHON AGpHUKU 1 MUTpaHToB U3 Adpuku B HoByro
I'BuHer0. B kIMHUYECKON KapTHHE YacTO HAOMI0IAeTCsl MOPAKEHHUE JTUIEBOTO CKEJeTa: BEpXHEH U
HIOKHEH 4YemtocTeil, opOUThI, a TakKe IMOYeK, SIMYeK, SUYHUKOB, CIIOHHBIX, MOJIOYHBIX JK€Je3 U
LEHTPAIIbHON HEPBHOW CUCTEMBI.

Cnopagndeckuii BapuaHT JuM@ombl bepkurra — 310 THnMuHas guMdoma bepkurra mo
MOP(OJIOrHIeCKUM, UMMYHO()EHOTHUITHYECKUM W IUTOI€HETUYECKUM IMpPU3HAKaM, BO3HUKAOIIAs
BHE DHAECMUYHOU 30HEI.

NmvmyHOaehUIIMT-acCOMUPOBaHHbI  BapuaHT JmuMdombel bepkutra — 510 JuMdoma
bepkutTra, BO3HHMKawmas Ha (oHE HMMYHOACHUIMTHBIX cOocTOosHUK (y mamueHToB ¢ BUY-
uH(pEeKIMen, Mocie TPAaHCIUIAHTAIUN OPTaHoOB, Y MallMEHTOB C MEPBUYHBIMA UMMYHOICHUITUTAMHU).
Yame Bcero Bcrpeuaercss y BUY-unuuupoBaHHBIX MallMEHTOB, NMPUYEM HA PAHHUX dTanax
passutus (10 cHmwkerns CD* -knetox).

1. Kparkas undopmanuss no 3a00/1eBAaHUI0 WJIH COCTOSTHHIO (TPynmbl
3a00J1eBAHNIT HJIM COCTOSTHUI)

1.1. Onpenenenue 3a60/1eBaHNSI WIH COCTOSIHUS (TPyNNbI 3a00/1eBaHUil UJIN
COCTOSIHU M)

Octpeie numdoOnactueie neriko3bl (mamee — OJLJI)/octpeie numdobdnacTHbie TUMGOMBI
(JIBJI) — aTO0 rereporeHHas TpyIia 3JI0Ka4eCTBEHHBIX KJIOHAIBHBIX 3a00J€BaHUN CHCTEMBI KPOBU,
MPOUCXOJAMINX M3 KIETOK-TIPEAIIECTBEHHHUI] TeMOT033a MPEUMYIIECTBEHHO JTUMQPOUTHOM
HampaBJIeHHOCTH TUGGEPEHIIUPOBKU M XapaKTEPU3YIOIIHECs Yallle BCEro MCXOAHBIM MOpaKeHHUEM
KocTHOro Mo3sra (manee — KM), BeITeCHEHHMEM HOPMAIbHOTO KPOBETBOPEHUS M BOBJICYCHHEM B
MPOLIECC PA3IUYHBIX OPraHOB W CHUCTEM opraHu3zMa (IleHTpajbHas HEpBHas cucTeMa (jaanee —
HHC), sauuku, numdaTideckas TKaHb JTIO00N JOKaIU3allii), a TaK)Ke BO3MOXKHOCTHIO MCXOJIHOTO
MOPaXEHUs1 OpraHoB JMMdaTHuecKoi TkaHu 6e3 BopiieueHuss KM [1-5].
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1.2. DJrTHosioruss W mnaroreHe3 3a00JieBaAHHSI MJIH COCTOSIHUSL (TPynIbI
3a00J1eBAaHNI1 WM COCTOSTHUM)

OTHONOTHSI TOYHO HE YCTAHOBJIEHA. DTHOJIOTUS M MATOT€HE3 OOBACHAIOTCS OOLIEHPUHATON
KJIOHOBOM TEOpHEH: BCE JEMKEMHMUYECKHE KIETKU SBIIAIOTCS MOTOMKAMH OJHOM pOJOHAYAIBHOU
KJIETKH, KOTOpasi MpeKpaTiiia cBO Au(QepeHInpoBKyY Ha OJHOW W3 PaHHUX CTaJUi CO3PEBAHUS.
W3-3a  HekOoHTponupyeMOW mposddepaluy OMyXOJEBBIX KIETOK YTHETAeTCs HOPMAallbHOE
KPOBETBOpEHHE, 00pa3yloTcsi Meracta3bl (JielikeMuueckue WHQWIBTPAThl) BHE OPraHOB
kpoBeTBopeHus [1-5].

1.3. DnugemMuosorus 3a001eBaHUA MJIH COCTOSIHUSA (TPynnbl 3a00JieBaHUM
WJIH COCTOSTHHI)

OJUI moxeT BcTpedarbes y JIMI JIIOOOTO BO3pacTa, HauUMHAs ¢ MIIaJIEHYECKOrO Bo3pacTa U
3aKaH4YUBas TOKUJIBIM, OJJHAKO MAaKCUMaJIbHBIC 3HAYCHUS 3a00J1€BAEMOCTH IPUXOATCS Ha JETCKUN
Bo3pact (60% marmentoB OJLJT monosxke 20 net) [1, 2, 6].

OJIJI saBnsiercs camMOM pacHpOCTPAaHEHHOM OIYXOJIbKO KPOBETBOPHOW TKAHM Yy JETEH,
coctaBisisi 30% Bcex 3JI0KaYeCTBEHHBIX OIMYXOJIEH JETCKOTO BO3pacTa. Y MAIMEeHTOB MOJOXe 15
ner OJIJI mmarHoctmpyetrcst B 75% ciiyuaeB BceX OCTphIX Jeiko3oB (manee — OJI). Tlux
3aboneBaemoctu OJIJI mpuxoautcst Ha Bo3pacT 3-4 roja, 3aTEM YacTOTa €ro CHIKAETCS, M BTOPOU
MOTbEM, XOTSI HE CTOJIb CYIIIECTBEHHBIH, 0TMeuaeTcs B Bo3pacte 50-60 set [1-5, 7].

B P® B 2014 r. auarno3 OJUJI 6b11 yctanoBneH y 1731 manueHTa, MoJIOBHHA W3 KOTOPBIX —
370 JuIa Mosioke 18 met [8].

3aboneBaemocts OJIJI y manueHTOB MOXHUIIOTO BO3pacTa HEYKJIOHHO Bo3pactaeT. CorjiacHo
JAHHBIM PETUCTpPOB, exeroanas yacrora OJIJI ysennunBaercs ¢ 0,39 cinyqas va 100000 nacenenus
B Bo3pacTe 35-39 mer, 10 2,1 cayuas ma 100000 Hacenenus — B Bospacte = 85 meT. Kpome Toro,
npubmmsutensio 30% OJIJI guarsocTHpyiotcs B BospacTe = 60 ner. ®umamenbouiickas
xpomocoma (Ph) onpenensiercs y 20-30% B3pocinbix nanuentoB B-OJIJL. B to Bpems kak Ph+ OJIJI
cocTaBisieT y Aereil MeHee 5% Bcex cilydaeB, ero yacrora Bozpactaer A0 40% y B3pocibIX B
Bo3pacte 40 jer, a 3aTeM Ha 10% B TeYSHHE KAXKIOTO TOCIEAYIONIEr0 AeCATHACTHS Ku3HH [9].

Jlumpomoii bepkurra (manee — JIb) 001€I0T NMPEeMMYIIECTBEHHO MYXYuHBL. Y ngerei JIb
coctapisieT okosio 30-50% Bcex mumdpom. COOTHONIICHUE MAIBUMKH : IeBOYKH — 3-4 : 1, cpenHuid
Bo3pacT — 8 neT. Y B3pocibix JIb BeTpeuaeTcs 3HauuTeNbHO peske — B 2% ciiydaeB Bcex JTUMQPOM.
BoneroT nmpenMyiecTBEHHO MOJIObIe MY>KYHHBI, COOTHOIIEHHE MYXYMHBI : >KEHIIMHBI — 3 @ 1,
cpeanuii Bospact — 25-30 net [1, 2, 10].

1.4. OcobGeHHOCTH KOXUPOBAHUA 3200/ieBAHMS WJIH COCTOSIHUA (TPYyNIIbI
3a00/1eBaHUIl  WIHM  COCTOSIHMI) 10 MeKIYHApPOAHOl  CTATHCTHYECKOM
kiaaccupuxkanum 00Jie3Hell U MPoo6JeM, CBA3aHHBIX €O 310POBbEeM

Jlumbounusrii neiko3 (C91):

- C91.0 Octpslit 1MMPOOIACTHBIN JTEHK03

- C91.5 T-kneTouHsbli J1€HKO3 B3POCIIBIX

- C91.7 dpyroit yrouHEeHHBIH TUMQPOUTHBIN JIEHKO3

- C91.8 3penslii B-kneTounslii neiiko3 Tuna bepkurra
- C91.9 JIumdounaHblii 1eiKo3 HEeyTOUHEHHBIH

- C83.5 JlumdobnactHas (nudpdy3Has) tumpoma

- C83.7 Onyxoab bepkurra
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1.5. Knaccudpukanus 3a001eBaHUSA WIN COCTOSIHUS (TPyHIbl 3a00J1eBaHUM
WM COCTOSTHUI)

B xmaccudukanmm BceemupHol opranmsanum 3xpaBooxpaneHus (mamee — BO3) OJLI
paccMaTpUBAIOTCS B pasjielie OMyxosel u3 npeamecTBeHHukoB T- u B-mumdoruros [3]:

- numdoOmacTHeIil  neiko3/mumpoma w3  B-npemmecrBenHnkoB (cunonum: OJUJI w3
NpEeAICCTBEHHUKOB B-KiIeToK);

- smmdoOnacTHbil  neiiko3/mumpoma u3  T-npemmecrBeHHUKoB (cuHOHUM: OJUI  u3
NPEAIICCTBEHHUKOB T-KIIETOK).

B03MOXHO  paBHOIIEHHOE  HWCIIOJIb30BAHWE  OINHCAHHBIX  ONPEJCIICHUH, W  aBTOPBI
KJIaccu(pUKaIMy UMb ToJiaratoT, 4To npu 25% u Gonee OmacTHhIX kieTok B KM 1enecoo6pasto
rooputb 006 OJI, a mpu menee 25% — 006 JIbJI. Ho wame Bcero 3Tu TEpMHHOJOTHYECKHE
CJIOKHOCTHU HE UMCIOT MPAKTUYCCKOI'0 3HAUCHU A, TIOCKOJIbKY UX TEpaIlusg OAUHAaKOBa.

B-nmumodaacTubiii Jeiiko3/1umdpoma

- B-mumdoOnactHeii neiko3/mumdoma, 6e3 crnenmuduueckux xapakrepuctuk (NOS — not
otherwise specified).

- B-nmumpobnacTHbIi eliko3/nuMdoma ¢ MOBTOPAIOUIUMUCST XPOMOCOMHBIMU aHOMATHSIMHU:

- B-nmumdoobnacTHsIi neiiko3/muMpoma c t(9:22) (q34;q11.2); BCR/ABL,;

- B-nmumdoobmactHeIi neiiko3/mumpoma c t(v;11g23); MLL rearranged;

- B-nmumdoobnactreiit aeiikos/mumdonma ¢ t(12;21) (p13;q22); TEL/AML1(ETV6-RUNX1);

- B-nmumdobmacTHbIH eiiko3/muMdomMa ¢ TUTIEP IUTITIONTUECH;

- B-nmumdobmactHeI neiiko3/mumdoma ¢ runoaummonanei (runoauruiongasiii OJUI);

- B-nmumdoobnactreIit aeiikos/mumdoma ¢ t(5;14)(q31;q32)(IL3-1GH);

- B-nmumdoobnactreiit aeiikos/mumdonma ¢ t(1;19)(q23;p13.3); E2A-PBX1; TCF3/PBX1);

- B-nmumdoobmacTHbIH seiiko3/muMdomMa ¢ uHTpaxpoMocoMHOM amiutudukaruei 21(1AMP21)

- B-nmumdoOnacTHbIi Jieliko3/muMdoMa ¢ TPaHCIOKAIMEH, BOBJICKAIONMICH THPO3MHKHWHA3HI
win uTokuHOBEIH penenitop (BCR-ABL1-like ALL).

T-mumdodaacTHbIN JeiKo3/TuMm¢pomMa

- JInmdoOnacTHBIHM JIeHKO3 U3 paHHUX T-KJIETOYHBIX MPEIIIECTBEHHUKOB;
- NK-kneTounslii muMdo06IacTHBIN JIeHKo3/mumMdoma.

Cornacuo knaccudukanmu BO3 2017 r. [3], JIBJI ¢ mopaxennem KM u 0e3 Hero
00BEAMHSIOTCS B €UHYIO Ipynny "nmuMQoOnacTHbIe JIEHKO3bl/TUM(POMBI U3 MPEAICCTBEHHUKOB B-
nmu T-knerok". HecMOTps Ha MIMPOKO paclpoOCTPaHEHHYIO TOUKY 3peHust o Tom, yto OJIJI u JIBJI
XapaKTepU3YIOTCSA PA3TUYHBIMU KJIMHUYECKUMHU MPOSIBICHUSIMU OJJHOTO M TOTO K€ 3a00JIeBaHMsI, B
NPOIIECCE BBIMOJHEHHOTO aHalHM3a JKCIPECCHMH T'eHOB [5] OBUIO MOKa3aHO YETKOE pa3zeieHue
Mexay T-knerounoir OJIJI u T-knerounoit JIBJI BBuAy pa3inyus SKCIPECCHU OTAEIBHBIX I€HOB.
Pan stux pasnuuuit MoXkeT ObITh OOYCIIOBJIEH CHEUM(DUYHBIMM MEXaHU3MaMH, HMEIOIIUMU
OTHOILIEHHE K CTPOMAJIbHBIM KJIETKaM. B TO jke BpeMsi UMEIOTCS J0Ka3aTeIbCTBA B I10JIb3Y TOT'0, YTO
BAYKHBIE CUTHAJIBHBIE ITyTH, PErYIHUpYroIKe pocT KieTok npu T-xierounslx OJIJI u T-kiaeTodnsIx
JIBJI, MOTYT OBITH Pa3JIMYHBL, YTO YACTUYHO OOBSACHSET pa3inyie KIMHUYECKUX MPOSIBICHUH 0001X
3aboseBanumii [5].
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1.6. KiuHuveckass KapTuHa 3a200JieBaHUSI WJIM COCTOSIHMS (TPynmbI
3a00J1eBAaHNI1 WM COCTOSTHUM)

JMTenpbHOCT, aHaMHe3a 3a00JIeBaHUS OT MOMEHTA TMOSBICHHUS IEPBBIX KIMHHYECKUX
MPU3HAKOB JI0 MOP(OJIOTHICCKON Bepru(HUKAIMK TUArHO3a COCTABISET OT HECKOJIBKUX HENIENb J0
HECKOJIbKUX MecaleB. KiinHnueckas kapTiHa onpeaensercs cTeneHblo Hapymenust pynkuuii KM B
BHJIC aHCMHH, TEMOPPArHIECKOT0 CHHAPOMA B Pa3BUTHEM UHPEKIUN Pa3IMIHON CTEIICHU TAKECTH,
HAJIMYUEM OTTYXOJICBOM MAaCChl B BUJIE OPTaHOMETATHH, OOJIBIIOTO KOJUYECTBA OMYXOJIEBBIX KIETOK
B nepudepuyeckoil KpoBH, JMM(OAICHOIATHH U MAacC B CPEAOCTEHUH; B HEKOTOPHIX CIyJasX C
pa3BUTHEM 0OJICBOTO CHHIPOMA, CBSI3aHHOTO C MOPAKCHHEM KOCTEH, C MOSBICHUEM KIMHUYECKUX
npusHakoB nopakenus [[THC u ¢ mopakenuem koxu [1, 2, 4, 5, 11, 12].

Knuandeckne mposiBienus y mnanueHToB ¢ OJIJI odeHs HecnenuUYHBI W CBS3aHBI C
pa3BUTHEM TEX WM HHBIX CUMIITOMOB, OOYCIIOBICHHBIX BBITECHEHHEM OITYXOJICBBIMU KIIETKAMHU
HOPMaJIBHOTO KpOBEeTBOpeHHUs. OCHOBHBIE CHUMITOMBI 3a00JIEBaHUSI — CJIa0OCTh, JIUXOpaaKa, He
CBsI3aHHAS C WH(MEKIHEW, OCCAIITUU W apTPAITHH, TeMOpparuvyeckuii cuHapoM. MHpeKInoHHbIE
OCJIO’)KHEHUST BCTPEUAIOTCS HEYACTO, M B OCHOBHOM B TE€X CIIydasx, KOTJa YHCIO HEHTPO(PUIOB HE
npessimaer 0,2 x 10%1. YV 1% manueHTOB OTMEYaroTCs TONOBHBIE GOJIHM, TOITHOTA, PBOTA, Yallle
Bcero mpu Boiedenun [THC [13].

JIBJI wame BcTpedaercs y myxkuuH (61-75%). Y OonpmmHCTBa (58-95%) mammeHToB Ha
MOMEHT IIOCTAaHOBKM 1uMargos3a 3aOoisieBanume wumeer III-IV cramguro. YV 3HaunTeNnBbHOH I0JIH
MAIMEHTOB OMPECIISIOTCS JTUXOpaaKa, HOYHAs TMOTIMBOCTh M CHIDKEHHE Macchl Tena (16-48%), a
TaKKe TOBBIINICHUE AaKTUBHOCTH JaktarneruaporeHasbl (mamee — JIJI') (48-84%). UYactora
nepsuuHoro nopaxenus HHC ananornuna nannomy nokasarento npu OJIJI (0-10%). [anuenTs! ¢
T-xknerounoit JIBJI umeror Gosiee MOJIOOM BO3PACT MO CPABHEHUIO ¢ MallMEHTaMu ¢ B-KkieTouHoi
JIBJI [14], 607ee BBICOKYIO 4acTOTy mHopakeHus nmumdoysnoB cpegocterus u KM, a taxke IV
cTanuio 3a00JieBaHMs, B TO BpEMS KaK AKCTPaHOAAJIbHOE MOpaKEHHE BCTpedaercs yaile npu B-
kiaerounbix JIBJI [15]. B npotusomonokaocts OJIJT npu JIBJI mapamerps! nepudepruueckoi KpoBH,
B YaCTHOCTH KOHIIEHTpAIIHs TeMOTJI00MHA U KOJMYECTBO TPOMOOIIUTOB B EJIOM, TPUOIMIKAIOTCS K
HOPMaJbHBIM 3HAUEHHUSM, YTO CBUJICTEIBCTBYET O MOTEHIMAILHO O0Jiee BBHICOKOM KOCTHO-
MO3TOBOM PE3EpBE U JIyullei nepeHocuMocTi xumuorepanuu (aanee — XT).

2. ImarHocTuka 3a00/1eBAHUS WU COCTOSIHUS (rpynnbl 3a00jeBaHUH WU
COCTOSIHMI) MeAMUMHCKHE MOKA3AHUS M TNPOTHBONOKA3aHHUS K NPUMEHEHHIO
METOA0B IMATHOCTUKH

MHorue peKoOMEeHJ0BaHHbIE METOJbl JUATHOCTHKU 3a00JeBaHMsI M CBSI3aHHBIX C HUM
COCTOSIHUII MMEIOT OTPaHWYCHHYIO JOKa3aTelbHyI0 0a3y (B COOTBETCTBUU C INKAJIaMU OIICHKHU
YpPOBHS JOCTOBEPHOCTH J0Ka3aTenbeTB (manee — Y/J1) u ypoBHS yOeTUTEIbHOCTH PEKOMEHIAIIHiA
(manee — YYP)) no npuunne otcyrcTBus nocBsauieHHbIXx UM KU. HeB3upas Ha 3TO, OHU SBISIOTCS
HEOOXOIUMBIMH dJIEMEHTaMU OOCJIeIOBaHUS MAallMeHTa AJsi YCTAaHOBJICHMS IUarHo3a M BbIOOpa
TaKTUKH JIeYeHUs, TaK Kak Oojee 3(pdeKkTrBHBIE U JTOKA3aHHbIE METOJbI B HACTOSIIEE BpeMsl HE
pa3paboTaHblL.

2.1. ’Kay100bI ¥ aHAMHE3

- PexomeHayroTCsl BCEM MallMeHTaM MallMeHTaM IMpU MOCTAaHOBKE MArHo3a, €XEJHEBHO B
Mpoliecce JIeYeHHsI THIATEeNbHBIM COOp aHaMHe3a W kalo0 3a0o0JieBaHUsI C YTOYHEHHEM TEparuu,
KOTOpasi MPOBOJINJIACH B CBSI3M C JaHHBIM 3a00JI€BaHHEM U paHee Mo MOBOY IPYruXx 3a00JIeBaHMUM,
a TaKkXKe MoAPOOHOE OMTUCAHUE JKAI00 MAIMEeHTOB 1 Bepudukanuu quardosa [1, 2, 4, 5].
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YpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YypOBEHb JIOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

2.2. DuzukajabHoe 00c/Ie10BaHNe

- PexoMeHayroTcss BceM NaIMEHTaM IpU IIOCTAHOBKE JMAarHo3a, €KEJHEBHO B IIPOLECCEe
Jie4eHus Ipu (U3MKAIBHOM OCMOTpPE U3MEPEHUE POCTa U MaccChl Teja, TEMIEPATyphbl TeJa; OLEHKa
COCTOSIHUSL ~ KOXKHBIX  IIOKPOBOB, KOCTHO-CYCTaBHOM CHCTEMBl; BBISBICHHE IPU3HAKOB
reMOpparn4eckoro CHHAPOMA; HAIWYHE TIelMaTOCIIICHOMETAINY, JUM(POaICHOTAaTHH; HaTN4ne
IIPU3HAKOB JAUCQYHKIUU CEpAlA, JETKUX, I1€YEHH, OPraHoB >SHIOKPUHHON CHUCTEMBl JUId
Bepudukanuu nuartosa 1, 2, 4, 5].

Yposens yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KomMeHTapuu: mnpu Qu3uKaabHOM 0O0OCIEI0BaHUU MOTYT OOHApY)KUBAThCS Pa3IUYHON
CTETNIEHU BBIPAKEHHOCTH OJEHOCTh KOKHBIX IOKPOBOB, NETEXHAJIbHBIC BBICHIIAHUS, CHHSKH,
KPOBOTOYHMBOCTh JIECEH, IOBBIIIEHWE TEMIEpaTyphl Tena, JAUMQoaJeHONaTus, B TOM 4YHUCIE
yBeJIMUEHNUE HEOHBIX MUHAAIUH, CIIJICHOMErajius, renaTOMEeraius, yBeJIM4YeHUEe Pa3MepoB MOYEK,
00JIe3HEHHOCTh IIPH MOKoJIauyMBaHUK KocTel. Bosneuenne koxu npu OJIJI ObiBaeT penko, U eciau
JIMAarHOCTUPYETCS, TO aCCOLMUPYETCs ¢ mpe-B-ummyHnodenorumnom [12].

- Pexomenayercss BceM NalMEeHTaM OILIEHUTh COMAaTUYECKUW CTaTyc Mo Ikaine BocTtouHoi
KooTiepaTuBHOM oHKoJornyeckoil rpymisl (ganee — ECOG) ¢ uenbio onpeneneHys Heo0X0aUMOro
o0beMa M 3KCTPEHHOCTH MEMIIMHCKO# oMoy (nmpuinosxenue ['1) [16, 17].

VYposeHs yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

2.3. JlabopaTopHble TMATHOCTHYECKHUE HCCIeI0BAHUS

- Pexomenayercst BceM ManueHTaM IpU MMOCTAaHOBKE JWarHosa Jjs BepuuKaluy IUarHosa,
BO BpeMs JIYeHHUs JUIsl OLIEHKH AMHAMUKH Ha (OHE Tepanmuu 2-3 pa3a B HEJIENIO BBIIOJHEHHE
obmero (KIMHUYECKOT0) aHainu3a KpoBH (panee — OAK) ¢ moacueTom neikonuTapHO hOpMYITBl |
ompeeieHneM urciia TpomooruTos [1, 2, 4, 5].

YpoBeHb yoeauTeabHOCTH pekoMenaamuii — C (ypoBeHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

Kommenrtapuu: npu auarnoctuke OJIJI y yacTu manueHTOB mOKa3aTead KPOBH MOTYT OBITh
HOpManbHBIMH. UHCIIO JeiKoIMToB MoskeT Bapbuposath oT 0,5 x 10%/1 1o 700 x 10%/71; yBenuueHne
yycna JeiikonutoB Beime 10,0 x 10%1 orMevaercs y 60% marmenTtos, Beime 100,0 x 10%m — y
10%; TpombouuTonenus meree 50,0 x 10%/n onpenensercst y 60% mNalueHToB.

- Pekomenmyercsi BceM manueHTaM TpU MOCTAHOBKE JMAarHo3a Ui onpezeicHus oObeMa
OITyXOJIEBOTO TOPAXCHHS, BEPOSATHOCTH PA3BUTHSl CHUHAPOMA JIM3HCA OIMYXOJH, a TaKXKe BCEM
MaIMeHTaM BO BpeMs JICUCHHUs 2 pa3a B HEICIIO C IeIIbI0 JMHAMUKY U3MEHEHUI Ha (JOHE Teparuu u
BBISIBJICHUSI OCJIO)KHEGHHH BBITIOJIHUTh aHAJIM3 KPOBU OHMOXMMHYECKHI OOIIeTeparneBTHICCKUI
(oOmuit 0eIIoK, OEJIKOBBIC bpakuuu, MOYCBHHA, KpEaTUHUH, ounupyouH,
acrapraramMmuHoTpaHgepasza (manee — ACT), amanunamuHoTpaHcdepasa (manee — AJIT), JIAT,
MarHui, HaTpUH, Kalnui, Kaabplui, rokosa) [1, 2, 4, 5, 18, 19].

VpoBeHb yoeautenbHoCTH pekoMenaanuii — C (YypoBeHb JOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

- PexoMeHnyeTcst BceM manueHTaM IpU MOCTaHOBKE JUarHo3a Ui ONpeAeIeHUs BEPOSATHOCTH
Pa3BUTHS TSDKEJIBIX KOATYISALMOHHBIX HApYIIEHUH, KaKk FeMOpparuyeckux, Tak i TPOMOOTHUECKUX,
a TaKKe BCEM MalMeHTaM BO BpeMs JIeYeHUs 2 pa3a B HEAENI0, OCOOCHHO B TEPHOJ BBEJCHMS
acraparuHasbl™*, c 11eJIbI0 BBIABICHHS OCJIOKHEHUH Ha (pOHE Teparuu BBIOJHHUTH UCCIIEIOBAaHUE
CBEPTHIBAOLIEH CHCTEMbI KPOBH (AaKTUBUPOBAHHOE YACTUYHOE TPOMOOIUIACTHHOBOE BpeMsl (1ajiee —
AYTB), nporpomOuHOBBIH wuHAEKC Mo KBHUKY, TpomMOuMHOBOE BpeMs, (UOPUHOTEH) s
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ONPENCICHUSI  BEPOSTHOCTH  Pa3BUTUS  TSDKCIBIX  KOAryJSIIMOHHBIX  HAPYIICHUH,  Kak
reMopparu4eckux, Tak u rpomboruueckux [20-23].
YpoBeHb yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB — 4).

- PexoMmenayercs BceM MalMeHTaM BBIMIOJIHUTH HCCIEAOBAHUE OOMIEro (KIMHHYECKOTO)
aHaJIM3a MOYH C IEJIbI0 HCKITIOYCHHUS IopakeHus mouek [1, 2, 4, 5, 24].
YposeHb yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

- Pexomenayercs BceM nanueHTtam onpezaeneHue anturen kiacco M, G (IgM, IgG) k Bupycy
ummyHoiepunuTa yenoseka BUY-1/2 (Human immunodeficiency virus HIV 1/2) B kpoBw;
onpezeneHue aHTuTen kK OnenHoil Tpernoneme (Treponema pallidum) B KpoBU A MCKITIOUEHUS
COIMyTCTBYOMIEH matojoruu [1, 2].

YposeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

- PexoMeHnayercsi BceM TalMeHTaM MOJIEKYISPHO-OMOJIOTHYECKOE HCCIIEOBAaHNE KPOBU Ha
BupycHbiii rematut B (Hepatitis B virus) u Bupycusiii rematutr C (Hepatitis C virus) ans
MCKITIOYEHUSI COMYTCTBYIOIIEH matosoruu [ 25, 26].

VYposens yoeautenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

- PGKOMCHHyeTCﬂ BCEM IMalITMCHTaAM HCCJICOOBAHUC MI/IKpO6I/IOI_[eH033 KHIIICYHUKA (Ma31<a nu3
MPSIMOM KHIIIKK) C TEIbI0 BBISBJICHUS KOJOHU3AIMN HECTEPHJIBHBIX JIOKYCOB MATOTeHHOHW (hropoit
[27].

YpoBeHb yOeAUTEIBHOCTH PEKOMEHIaIUil — B (YpOBEHb JOCTOBEPHOCTH J0OKA3aTEIbCTB — 3).

- Pexomenayercs BceM marMeHTaM OIpeAeNieHHe OCHOBHBIX Tpymnm kpoBu (ABO);
onpeneneHue antureHa D cuctemsr Pesyc (pesyc-dakrop); ompeneneHue MOATPYNIbl U IPYTHX
rpynn KpoBu MeHbinero 3Hauenus A-1, A-2, D, Cc, E, Kell, Duffy ¢ mnemnpto BbImOJHEHHS
3aMEeCTUTEIbHOM Tepanuu KOMIIOHEHTAaMU KPOBH M0 TIOKa3aHusM [28].

VYposeHs yoeauTenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

- PexoMeHmyroTCs BCEM MalMe€HTaM TMOJIy4€HHE IUToJiornyeckoro mpemnapara KM myrem
MYHKIHUK (CTEpHAIBHAS MHKIMS) M IUTOJIOTHYECKoe uccieaoBanue Mazka KM (MuenorpamMmma) us
CTEPHAJIBHOTO MYHKTATa C 1eJIbI0 BEpU(PHUKALNK JUArHO3a U OTIPEICICHUS MPOTHO3a MaIMeHToB |1,
2,4,5,12].

YposeHs yoeaurenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5).

Kommenrtapun: amarHo3 OJI ycranaBnmuBaroT mnpu oOHapyxkenun B KM 20% wu Oonee
omactHbIX KiaeTok. Omnako s OJUJI u3 kiertok-npeamecTBeHHUKOB uMdornodsa u it JIbJI u3
TeX K€ KJIETOK-TIPEIIIECTBEHHUKOB CYIIECTBYET HHOE OOILIECHPUHATHOE OIpEAeiICHHE: JUarHo3
OJUI (B-kmerounoro winu T-KIETOYHOTO) yCTaHaBIUBAIOT Mpu oOHapyxkenun 25% u Oomee
onmactHbIX K1eToK B KM. Eciin mpornieHT 6iactHbIX KieTok B KM menee 25% wnn 671acTHBIC KIETKH
otcyrcTBYI0T B KM, HO MpUCYTCTBYIOT B MHBIX O4Yarax mopaxeHus (JuMdarudeckue y3ibl 000
JIOKaIM3aIuH, TUMYC, KOKa, U T.J.), TO YcTaHaBauBaroT auaruo3 T- wiu B-JIBJI [1, 2, 4, 5].

- PexoMmeHyeTcss BCeM MallMEHTaM BBIMOJHUTH IIUTOXUMHUYECKOE HCCIEOBAHUE IMpenapara
KM (6nactabix kinetok KM) ¢ nenpto Bepudukanuu quaraosa [ 29, 30].

VYpoBeHb yoeauTeapHOCTH pekoMeHaauii — C (YypOBEHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 4).

KoMMeHTapuu: mpu HUTOXUMHYECKOM HCCIEIOBAHUN JTUMQOUIHBIE OJACThI YaCcTO COJEpKaT
PAS-nonoxxuTenbHbIe TpaHyllbl, OHU HETaTHBHBI B PEAKIMU HA MUEIOMEPOKCHAA3y M Ha JAPYyrue
MUEJIOUJHBIC I[MTOXUMHUYECKHUE peakiuu. Hepeako Tmpu  BHINOTHEHUH ITUTOXHUMHYECKOTO
WCCIIeIOBaHUST OJIaCTHBIC KIIETKU OMpPENeNsioT Kak HeauddepeHupyembple, MO3TOMY KIIOUEBBIM
MetoaoM nuarHoctuku OJUJI sBasercs ummyHodenoTunupoBanue. Hampumep, T-kieTouHble
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OnacTHeIe 3J€MEHTHl yamie ObiBaloT PAS-HeraTuBHBI, B HHMX BBIABISIOTCS Kucnas (ocdarasa,
Hecrienupuyeckas crepasa B (opMe KPYIHBIX OJWHOYHBIX TPaHy] B LUTOILUIa3Me€, B OTIUYHE OT
nuM$o06s1acToB B-uHuM, I/ie POIYKT PEaKIMU pacrojaractcs B BUAE MEIKUX rpanyin [1, 2].

- PexoMeHayeTcs BBINIOJHHUTH I1aTOJIOTO-aHATOMHYECKOE HCCIEOBAaHNE OHOICHITHOTO
(omepallMOHHOTO) MaTepuaja ovyara HOpaKkeHUs (OIMyXOJEeBOro oOpa3oBaHHsA), B TOM YHCIE C
IIPUMEHEHHUEM HMMYHOTHCTOXMMHUYECKMX METOJ/OB, y HalueHToB 0e3 nopaxenus KM c nenbio
TOouHO# Bepudukarmu nuarHosa [31].

VpoBeHb yoeautensHOCTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

- Pexomenayerca y Bcex manMeHTOB ¢ mnoao3peHneM Ha JIbJI BBIMOIHATE maTOJIOTO-
AHATOMUYECKOE WCCIIEIOBAaHNE OWOTICHHHOTO (OIMepalMoHHOr0) Marepuaina JauMdoysiia WIn
JPYroro oyara MopakeHHs ¢ NPUMEHEHHEM MMMYHOTHMCTOXHMHUYECKUX METOJOB C LIEIbI0 OLIEHKH
cyorunos JIBJI, a Taxke coxpaHsTb OMONCHMHBIM Marepuan A MOCIEIYIOIIEro BHIOJHEHUS
MOJIEKYJISIPHO-TEHETUYECKMX MCCIE0BAHUM, 4YTO TO3BOJUT pPa3paboTaTh HOBBIE TapreTHbIE
crpareruu tepamnuu [15].

VYposeHs yoeautenbHOCTH pekoMenaauii — C (ypoBEHb JOCTOBEPHOCTH JOKA3aTEIbCTB — D).

KomMeHTapun: uMMyHO(eHOTHUNHUYECKHE XapaKTepucTUKH mpubnusurensHo 80% JIBJI
XapaKkTepHu3yroTcs sKcnpeccuelt T-KieTouHbIX MapkepoB, B otiauune oT OJUI, mpu kotopom > 70%
oTHocaTcss K B-xnmetouneim. Cpemm  Bcex JIBJI  nmomunupyer T-KiIe€TOUYHBIA — CyOTHII.
NMMyHO(DEeHOTHIIMYECKHE XapaKTEPUCTUKH OMYyXOJjeBbIX KiaeTok mnpu T-JIBJI mo3uTuBHBI 1O
cnenytomuM Mapkepam: TdT, CD7 u mutoruazmarudeckass CD3; Bapuadensubr CD1a, CD2, CD4,
CDS5, CD8; moxet 0b1Th K03KcTIpeccust CD4 u CD§, CD10 +/-; peako onpenensieTcsi KOOKCIPeCCus
muenomapkepoB CD13; 33; 117. B tpetu T-JIBJI BbIsIBJIE€HBI TpaHCIOKALMKU C y4acTUEM T'eHOB T-

KJIeTouHsIx perientopos (&, B, T, 5) U pa3IMYHbIX MapTHEPCKUX T'eHoB, BKiIovyas MYC, TALI,
HOXI1T1 u ap.

NmvmyHOeHOTUTTHYECKHE XapaKTEPUCTHKN OMYX0JIeBbIX KiIeTOK npu B-JIBJI mo3utuBHEL: Mo
TdT (spepnast oxpacka), HLA-DR, CD19 u nuromnazmaruueckoi (cyt)CD79a; CD20 u CD22

BapuabenbHbl. MHOTIA B LIMTOIUIa3ME OMNPEAETSIOTCS JIeTKHe IeMH MMMYHOTJIO0O0yInHa (cyt-“).
[ToBepXHOCTHBIE KIMMYHOTIJIOOYJIMHBI Yallle OTCYTCTBYIOT, OJTHAKO UX OOHApYKEHUE HE MCKII0YaeT
muarHo3a B-JIBJI; CD45 Moxer ObITb HeraTUBEH. MOJEKYISAPHO-T€HETHYECKHE OCOOCHHOCTH
0XapaKTepU30BaHbI MAJI0, HE UMEIOT MPOTHOCTHUYECKOTO 3HAUCHHUS.

- PexoMmeHyeTcs BceM MalueHTaM BbINOJIHUTD UMMYHO(EHOTUIIMPOBAHUE T'€MOIIOATUYE CKUX
KIETOK-TipeamecTBeHHuI] B KM ¢ nenpio Bepudukanuu auartosa [32, 33].

VpoBeHb yoeautenbHOCTH pekoMenaanuii — C (ypoBeHb JJOCTOBEPHOCTH JI0KA3aTeIbCTB — 4).

Kommenrapuu: UMMYHO(EHOTUIINPOBaHHE BBINOJIHSIOT c HOMOIIBIO
MYJIbTUIIAPAMETPUYECKONH MPOTOYHOU LUTO(IyopuMETpUM (OOBIYHO KaKk MHUHMMYM 3- wiu 4-
1BeTHoM). Ero ncnosb3yror uist 60jee 4eTKOTO ONpesieeHusl IPUHAUIEKHOCTH OJIACTHBIX KIIETOK
K TOM WJIM MHOM JIMHUMU KJIETOYHOU TU(PEepeHIUPOBKH MOCIE YCTAaHOBIECHUS MOP(OIOTHIECKOTO
muarHoza OJIJI. HMmMmyHodeHOTHNHMUEcKass XapakTepucTuka OnacTHeIX Kietok npu OJII
npencrasieHa B npuwioxkenun ['2. OJIJI u3 npemmectBeHHnKoB B-nmumponuros (70-80% cirydaes)
MOTYT KJIacCU(HUIMPOBATbCA Ha YEThIpE TPYMIBbI, B 3aBUCHUMOCTH OT 3KCIIPECCUU AHTUI'€HOB
middepeHunpoBkr  B-xietok, a  Takke  LUTOIJIA3MATHYECKMX M MOBEPXHOCTHBIX
ummyHornooynuHoB (Ig). OJIJI u3 npeamectBenHukoB T-nmumdonutoB (20-30% ciayuaeB) Tarxxe
MOTYT JEIHUTbCA Ha 4 TpyNIbl B 3aBUCHUMOCTH OT YPOBHS 3pPEJIOCTH THMOLHUTA M 3KCIPECCUU
antureHa CDla T-OJIJI, MOryT TONOJHUTENBHO KIacCU(UIIMPOBATHCS B 3aBUCUMOCTH OT CyOTHIIA
peuentopa T-kimetok (TCR). B psnme cinyuaeB OnacTHble KJIETKM MMEIOT OJHOBPEMEHHO
nuMQOUIHbIE ¥ MHEIOHMIHbIE Mapkepbl. B mocnemneit kinaccudukanuu BO3 (2017 r.) [3] otm
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ciiydan ompeneisitorcss  kak  cMemanabslii - penotun  OJI (MPAL) (B-/mumenownnsrii, T-
/mMuenouanslii). Ilpu OTCYTCTBUM SKCHpPECCHH MapKepoB, CIEUU(UYHBIX A JTUMGOUTHOTO WIN
MUEJIONTHOTO POCTKOB, YCTAHABIMBAIOT TUarHo3 "HenuddepeHIIMpOBaHHbIN JeiKo3".

[Mpubnuzurensao 80% JIBJI xapakTtepusyrorcs 3kcmpeccueil T-KIeTOYHBIX MapKepoB B
ornmune ot OJUI, nmpu xotopom > 70% otHocsaTcst k B-knerounsim. [loatomy cpenu Bcex JIBJI
JOMHHHPYET T-KJIeTOYHBIN CyOTHIL.

NMMyHOMOP(OTIOTHIECKHE XapaKTEPUCTHUKU OMyXOJieBbIX KieTok npu T-JIBJI: mo3uTuBHBI
TepMUHAIBHAS Je30KCUHYKIeoTHamITpanchepaza (manee — TdT), CD7 u nmromnazmaTuyeckas
CD3; Bapuabensasl CD la, CD2, CD4, CDS5, CDS; moxet 0biTh Kodkcipeccus CD4 u CD8, CD10
+/-; penko ompenensercs Koskcmpeccus MmuenomapkepoB CD 13; 33; 117. B tperu T-JIBJI

BBIABIEHB TPAHCIOKAIMM C Y4acTHEM TeHOB T-kimeTouHblx penentopos (&, B, Y, d)nu
pa3IMyYHbIX apTHepcKuX reHos, Bkmodas MYC, TALIL, HOX11 u np.

NmmyHnoMopdosiornueckie XapakTepUCTUKH OTMYyX0JIeBBIX KieToK mpu B-JIBJI: mo3utuBHBI
TdT (smepnas oxpacka), HLA-DR, CD 19 u nuromnazmarudeckas (cyt)CD79a; CD20 u CD22

BapualenpHBl. MHOT/Ia B 1IMTOIUIa3ME OMPEACISIOTCS JIETKUE IIEMM MUMMYHOTJIOOYIMHA (cyt-“).
[ToBepxHOCTHBIE UMMYHOTJIOOYJIMHBI Yallle OTCYTCTBYIOT, OJTHAKO UX OOHApY)KCHHE HE MCKIII0YaeT
muar"os3a B-JIBJI; CD 45 moskeT ObITh HETaTUBEH.

- PexomenmyeTcst BceM maIMeHTaM BBITIOJHUTh IMTOTCHETUUECKOE MCClIeIoBaHNe (KapUOTHI)
acriupata KM c 11enbio onpeieNieHus TPYIIbl pucka u Bepudukanmu quar{osa [34].

VYposens yoeautenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

KomMeHTapuu: craHAapTHOE IIUTOI€HETUYECKOE HCCIIEeIOBAaHUE SIBISIETCS HEOOXOIUMBbIM
KOMIIOHEHTOM JIMAarHOCTUYECKUX MPOLEeAyp y nauueHrta ¢ nogo3penueM Ha OJI. [{ns onpenenenus
KapUOTHIIA TOCTOBEPHBIM CUUTAETCS TOJIbKO HMccienoBaHue kak MUHUMYM 20 metada3. AHOMaIuu
B KapuUOTHUIIE MOTYT yCTaHaBJIMBAThCS M HAa OCHOBAaHMM MCCJENIOBAaHUS KIETOK mepudepuueckoi
KpoBH. XpomocoMHble aHoManuu Tipu OJIJI moryr ObITh pa3zelieHbl Ha KOJMYECTBEHHBIC WIIH
CTPYKTYpHBIE, aCCOLMUPYIOUIMECS C KOJIMYECTBEHHBIMU aHOMAIMSIMH, JHOO SBISIOLIUECS
W30JIMpOBAaHHBIMU. ['mnepriionaus npeacTaBiser co0oil  MpuUoOpeTeHHe JAOMOJHUTENIbHBIX
XpOMOCOM TaKUM 00pazoM, 4yTo oOlIee YUCIO XPOMOCOM B OJHOW KJIETKE CTaHOBUTCS OoJiblie 46.
I[Ipu OJUJI »TOoT mpouecc, Kak MpeICTaBIsETCS, HE SBsAETCS ciy4daiHbIM. [uneprmounaus
oOHapyxuBaercs B 5-15% cmyuaeB OJIJI y B3pocnbiX, U ee acconuanus ¢ OJaromnpusTHHIM
MpOrHO30M MeHee o4yeBuaHa, Hexenun npu OJIJI y gered, Korja TUIEPIUIOWTIHOCTD
oOHapyXHBaeTcss MPUOIU3UTEIBHO B TpPETU ciydaeB. [umormonaus (KOJIUYECTBO XPOMOCOM
MeHblie 46) obnapyxuBaercs B 2-8% ciyuaeB OJIJI m accomuupyercs ¢ HeOIaronpusTHHIM
UCcX0oa0M. BOJBIIMHCTBO XPOMOCOMHBIX aHOMaiuid, obHapyxuBatomuxcsa npu OJUI, sBustorcs
CTPYKTYPHBIMH U OOBIYHO TMPEACTaBISAIOT cO0oi TpaHcnokauuu. Mnentudunmposano 6oixee 30
Pa3IMYHBIX HecIy4yailHbIX TpaHchlokanui. Crennduyeckue XpoMOCOMHBIE MEPECTPOUKH SBISIOTCS
HE3aBHCHMBIMU JIMATHOCTUYECKHMMH W TPOTHOCTUYECKUMH MapKepaMH U CIyKaT ajis BbIOOpa
takTuku Tepanuu. [Ipu otcyrctBum mnopaxenuss KM, kotopoe ObiBaeT y marueHtoB ¢ JIBJI,
[IUTOTEHETUYECKOE HCCIE0BaHUE JIOJDKHO OBITh BBIMIOJIHEHO Ha cyOcTpare OHONCHPOBAHHOTO
OITyX0JIEBOTO 00pa30BaHUsl.

- Pexkomennyercst  BBIMOJHWUTH  LIUTOICHETUYECKOE  HCCIENIOBAaHME  OMONCHHHOIO
(onmepanonHoro) marepuana TkaHed win KM ¢ npumeHeHneM Merona (IyopecleHTHOU
rubpuanszarnun in situ (FISH) ans onpenenenust tpancioxaruu t(9;22) (q34;q11) — BCR-ABL u
t(4;,11) — MLL-AF4 y Bcex namuenTtoB ¢ B-kierounsimu OJIJI u OJI cmernanHoro (eHOTHIA,
0COOEHHO y TeX, Y KOro METOJl CTaHIAPTHON LIUTOTE€HETUKU OKa3aycCsi HEMH(DPOPMATHUBHBIM, UL
YTOYHEHUS TUarHo3a, quddepeHnnansHoN IMarHOCTUKA U BEIPAOOTKU TaKTUKY JedeHus [35].

YpoBeHb yoeauTenbHOCTH pekoMenaanuii — C (YypoBeHb I0CTOBEPHOCTH JJOKA3aTEILCTB — 4).
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KommenTapun: npeumyiectsom metoa FISH siBisieTcst BO3MOKHOCTD HCCIIEIOBATH IECATKH
U COTHHU HE TOJIbKO AEJIIUXCS KIETOK, HO U TeX, YTO HaxojsaTca B uHTepdaze. Ho HeoOxoanmo
uMeTh B BUay, yro metol FISH no3BossieT aHannm3upoBaTh TOJIBKO TE€ YYAaCTKU XPOMOCOM, JUIS
BBISIBJICHUSI KOTOPBIX UMEIOTCS MOJIEKYJISIPHBIE 30H[IbI, @ HE BECh XPOMOCOMHBIM HA0OD LETHKOM.
Meto1 103BoJIIET OBICTPO, B TEYEHHE MAKCUMYM 2 JTHEH, BBIIBUTH UCKOMbIE TOJOMKH. JleTexuus
t(9;22) (g34;q11) — BCR-ABL u t(4;11) — MLL-AF4 Bo Bpems nipoBeeHus npendasbl Onpeneset
BCIO JIQIbHEMIIYI0 TEpaneBTUYECKYI0 TakTUKy. CTaHIapTHOE LUTOIE€HETHUYECKOE HCCIIEOBAHUE
SIBJIIETCS €IUHCTBEHHBIM METOJOM, IO3BOJIIOIIMM aHAJIU3UPOBAaTh BECH XPOMOCOMHBIN HabOp
KJIeTKU 1enukoM. OIHAKO €ro BBINOJHEHHE TpeOyeT JOCTATOYHO JUIMTEIBHOTO BPEMEHH; KpoMe
TOTO0, B PsiJie ClIydaeB KOHCTaTUPYETCS OTCYTCTBHE JENAIIUXCA KIETOK (MUTO30B). B 3THX ciaydasx
11e7IeCO00Pa3HO BBIMOIHATh HCCIENOBAHWE METOJOM (UIyOPECUeHTHOW THOpuAu3aluu in situ
(manee — FISH-uccienosanue) Ha kimo4eBbie nepectpoiiku 1(9;22)(q34;q11) — BCR-ABL u t(4;11)
— MLL-AF4 npu B-OJIJL

Xapaktepuoit st Ph+ OJIJI sBasercs peuunpokHas TtpaHciokauus t(9;22)(q34:;ql1),
npuBosamias k ciussHuio reHa BCR (o6mactu kiactepa TOUYKH pa3phiBa) XPOMOCOMBI 22 C TEHOM
ABL (tupo3unkuHazel AOenbcoHa) xpomocombl 9. Ilpu cTaHIapTHOM IUTOT€HETHYECKOM
UCCIIEIOBAaHUU OTO TPUBOJUT K YKOPOUEHHUIO XPOMOCOMBI 22, 4YTO TMOJIYYWJIO Ha3BaHUE
bunanenb@UIicKoil XpOMOCOMBI, JaHHOE€ HW3MEHEHHE MOXKET TakKe OIpelNeNsThbCs IpU
bayopectientHot ruOpunmsanuu in situ (FISH). JlomomauTensHble XpOMOCOMHBIE abeppaiuw,
npencranieHHble 2-if Ph-xpomocomoii (+der(22)t(9;22)), anomanuel KOPOTKOTo Ijieda XpoOMOCOMBI
9, MoHOCOMHUEH 7-i XPOMOCOMBI M TPHCOMHEH 8- XpOMOCOMBI BcTpedaroTcsi B ot 10 mo 79%
ciydaeB Ph+ OJIJI u sBastorcss (pakTOpoM HEraTMBHOTO MPOTHO3a, 0OYCIOBJIMBAs yYMEHBIICHHE
Oe3peruanBHON BEDKHBAaeMOCTH (j1aniee — bPB) u yBenudennem 9acToThl penuIiiBOB.

OcHOBHOM LIEJIbIO MEPBUYHOU nuddepeHnranbHOU JIMarHOCTUKHU SIBJISIETCS
muddepentiupoBanue Ph+ OJIJI ¢ mumbonaHbM OJaCTHBIM KPHU30M XPOHHUYECKOTO MHEINIOJICHK03a
(mamee — XMJI), B momb3y KOTOPOTO MOTYT CBHJICTEIHCTBOBATh HajguuWe B aHaMHe3e XMJI,
6azopunun  wim  do3uHOGUIMM KM nmubGo  ruranTckas — cruieHoMeranus.  OCHOBHBIM
b depeHnanbHEIM KPUTEpUEM sBIseTcs BhIsBIeHHe TpaHckpunta pl90BCRABL 1o 0GBIUHO
[103BOJIAET UCKIIIOUUTh XMJL.

- PexomeH1yeTcsl BBHITIOJIHUTH MOJIEKYISIPHO-TEHETUYECKOE HCCIEI0BAHNE TOUCUHBIX MyTallui
rena BCR-ABL (xumepHBIi reH, 00pa30BaHHBIM CIMSHHEM 00JIaCTH KJIacTepa pa3phIBOB Ha 22-i
XpOMOCOME U I'eHa TUPO3UH-KHHA3bl AOenbcoHa Ha 9-if XpOMOCOME); MOJIEKYISIPHO-TEHETUYECKOE
UCCIIEIOBAaHUE MHUHUMAJbHONW OCTAaTOYHOM OOJIE3HM TpU JIeHKO3aX MpH MOMOUIM MaIMeHT-
CHelU(pUYHBIX MpaiiMepoB (MOJEKYISIPHO-TEHETUYECKUE HCCIEAOBAHMS HAa HAJHMYME XUMEPHBIX
reHoB c-MYC-IgH, MLL-AF4 u npyrux, B 3aBUCUMOCTH OT PaHee BBISBICHHBIX IUTOT€HETHYECKUX
MOJIOMOK), € LeNbI0 JajbHelero MoautopupoBanus 3ddexruHocTr XT U OLIEHKH MUHUMAIbHON
ocrarouHoit 6one3nn (MOB) B pamkax KW Bcem naruentam ¢ B-xiretounsim OJIJT [36-38].

VYpoBeHb yoeauTeapbHOCTH pekoMenaaruii — C (YypOBEHb JTOCTOBEPHOCTH JIOKA3aTEeIbCTB — 4).

KommenTapun: nerexuust xumepHsix renoB BCR-ABL, ¢c-MYC-IgH, MLL-AF4 neob6xonuma
C LIEJIBI0 MOHUTOPHHIA IPOTHUBOOIIYXOJIEBOIO OTBETa W NPUHATHSA TEPANEBTUYECKHUX PELICHHI.
MouJiekynsapHO€E HCCIEN0BAHUE APYTUX MHOTOUYHMCICHHBIX IT0JIOMOK SIBJISIETCS] B HACTOSILEE BPEMS 32
pyOeKOM OJTHUM U3 KIIIOYEBBIX METOJOB CTpaTU(UKAIIMHU MAI[MEHTOB Ha Ipynmnbl pucka. Jlerekuus
XUMEPHBIX TPAHCKPHUIITOB, MYTAIIH T€HOB, MEPECTPONKH U TYTUTMKAIIUN T€HOB JOCTYIIHBI TOJBKO B
OO0JIBIINX MCCIIE0BATENbCKUX LIeHTpaX. Ha MoJleKynsipHO-TeHETHUECKOM YPOBHE TPAHCKPHUIT ber-
abl Mo)xeT ompenenaTbCs MOCPEACTBOM MOJMMEpPa3HOW IEMHOM peakuuu ¢ OoOpaTHOM
tpanckpunuuen (OT-IILP). Pacnonoxxenne Toukn paspeiBa B reHe BCR mpuBogur k ToMmy, 4ToO
6emok pl90BCRABL prigpnserca B 66,3% ciayuae Ph+ OJIJI, Takke y JaHHBIX MAlMEHTOB YacTO
onpenensiercs Oenok p2108CRABL (31294). B ocranbHbIX ciydasx ompeensioTcs TPaHCKPHITHI
000X TUTIOB TUOO ATHUIMUYHBIE TPAHCKPHUTITHI.
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- PexoMmeHnayeTcss BCEM IAlMEHTaM BBIIOJHUTL MOJIEKYJISIPHO-TEHETUYECKOE MCCIIEJOBAaHUE
T-xneroynoit kioHaNBHOCTU (IO TeHaM OeTa-, ramMmMma- M JenbTa-1eneil T-KIeTodHoro penenTtopa)
WJTU MOJIEKYJISIPHO-T€HETUYECKOe HcciieoBanrue B-kinerounoi kinonanbHocTu (o renam IgH, 1gK,
Igl) B acnupare KM na T- win B-kieTouHyr0 KIOHAJIBHOCTH C IIEJIbIO JAJIbHEHINEH OIEHKH
MOJICKYJISIPHOTO OTBETA M BepH(PUKAIMK AUATHO32 TIPH CIIOKHBIX JUATHOCTHYECKHX cirydasx [39].

YpoBeHb yoeauTenbHOCTH pekoMenaanuii — C (YpoBEHb JI0CTOBEPHOCTH JIOKA3aTEIbCTB — 5).

KomMMenTapuu: ¢ MosiexkynsipHod Touku 3peHus Bce ciaydan OJIJI pa3sBuBaroTCsi U3 KIETOK-
NpeIIIeCTBeHHUKOB B- mimm T-muM@onuroB, mosToMy BCe OHHM JEMOHCTPHPYIOT KIOHAJIBHBIC
MEPECTPOIKHN reHOB TsoKenbix neneil Ig n/umm renoB TCR. DToT GeHOMEH MO3BONISET OMPEAEIATh
MaIMEeHT-Cenn(pUIECKUe MEePECTPONKN M MCIOIh30BATh UX B KaUECTBE MOJEKYISIPHOT'O MapKepa
3a0osieBanus npu MoHuTopuHre MOB. Tlomumo nanuent-cnennduueckux mapkepon, OJIJI umeror
00JIbIIOE KOJMYECTBO TEHETUYECKMX M MOJEKYJSPHBIX IEPECTPOEK, MYTaluid, B KOTOPBIX
Y4AaCTBYIOT pa3jIMYHbIE TEHbL. IlepedeHb OCHOBHBIX MOJIEKYJISPHO-TEHETUYECKUX aHOMAJIUH,
uneHTuuurpoBanHbix pu OJIJI y B3pocibIxX U AeTel U UCMOIb3YEMbIX B HACTOSIEE BPEMsl MIPU
MOJIEKYJIIDHOM JUArHOCTHKE, NpPHUBEAECH B IpwioxkeHnu [2. J[aHHBIM mNepedeHb HE SBISAETCS
MOJIHBIM M TIPEACTaBIsieT CcOOOW KOMIPOMHUCC MEXIy COBPEMEHHBIM M 0oJiee aJeKBAaTHBIM
MOJIEKYJISIPHBIM ~ METOJIOM  BBISIBIIGHUS WJIM HCKIIOYEHHs AaHOMaluu U Hauboliee dYacTo
HCTOJIb3YEMON METOIUKOM.

- PekoMeHmyeTcss BceM TAI[MCHTaM  BBIMOJIHUTH  CITMHHOMO3TOBYIO — ITYHKITHIO  C
[IUTOJIOTHYECKAM HCCIEOBAaHUEM KIJIETOK CITMHHOMO3TOBOW JKHAKOCTH (MHUKPOCKOMTHYECKOE
WCCTIeIOBAaHUE CIIMHHOMO3TOBOM  JKMIKOCTH, TIOJICYET KIETOK B CUETHOM Kamepe) uis
UCKITIOueHUst/oATBepsk aeHust BoBiedenus [ITHC [13, 40].

VYpoBeHs yoeautenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KommenTtapun: npu Bcex Bapuantax OJIJI BeICOKa BEpOSTHOCTH BOBJICUCHHSI OOOJIOYEK
rojoBHoro wmosra. IlosToMy BceM mamueHTaM IIOKa3aHO BBIMIOJHEHUE JTUArHOCTUYECKOM
TOMOAIbHOM  MYHKIMU C  MOP(OJOTrMYEeCKHM HCCIEeIOBaHHEeM JIMKBOpa. Ecinu  ypoBeHb
TPOMOOIIMUTOB HE yAaeTCs MOBBICUTH 70 30 X 10%1 u BBIIIE, OT MYHKIIMA MOYHO BO3JIEPKATHCS 10
BOCCTaHOBJICHUS TOKa3aTelled TpoMOOUMTOB mocie Kypca. Eciau y manueHToB ompezensercs
neiikonuTo3 Bhimme 100 X 10%1m, TO mepByro TIOMOANBHYIO HYHKIMIO CIELYET OTIOXKHTbH [0
PEAYKIMHU Yucia JeHKOoIUTOB MeHee 10 x 10%m.

- Pexomenayercs BceM MalMEeHTaM IPH JUATHOCTHKE HEHPOJICHKEMHH YBEIUYHTH YacCTOTY
CIIMHHOMO3TOBBIX ITYHKIIMH W BBINOJHATH MX B cpemHeM | pa3 B 3 JOHS JIO MOJYYECHHS TpeX
JMHOMOABHBIX MMYHKIMK 0€3 OJIACTHBIX KJIETOK B JINKBOPE, 3aTEM YaCTOTY MYHKIIMHA MOKHO CHU3UTh
10 1 TyHKIUM B HEACTI BO BpeMs HMHIYKIHMUA (BO BpeMs JNaIbHEHIIMX OTallOB Teparuu
JMOMOAJIbHBIC MyHKIUU BBITIOIHSIIOTCS B COOTBETCTBHH C MPOTOKOJIOM) JIJISl KOHTPOJISL JTHHAMUKHU
3abojeBanus Ha Tepamuu [1, 2, 4, 5].

VYpoBeHb yoeauTeapHOCTH pekoMeHaaluil — C (YpOBEHb JTOCTOBEPHOCTH JJOKA3aTEeIbCTB — 5).

KommenTapun: B pamkax oOmiedi mporpammbl XT Bcem maruentam ¢ OJIJI HeoOxomuma
tepanusi nopaxkenus LHHC. B orcyrctBue npoduimakTUKd TOpa)KeHHs MO3TOBBIX 000JOUEK
permauBel B [[HC B TeueHMe HECKONBKMX MeECSIEB ¢ MOMEHTa peructpanuu [IP Bo3HUKaIOT
npubnau3uTenbHo y Tpetu namueHToB. Permaue B [IHC mpu OJIJI y B3pocibIX XapakTepusyercs
HeOIaronpusATHBIM IPOTHO30M, TIOCKOJIBKY 33 HUM OOBIYHO CIIEyeT TeMaTOJOTHUECKUN PELUIUB.
[Tpu sTom noaxoas! k neueHuto nopaxkenus: [IHC u ero mpodunakTiuke pa3nuyaroTcs ¥ yYUTHIBAIOT
XapaKTEePUCTUKH MAIMEeHTa, €r0 BO3PACT U IPYTHe MPOTHOCTUYECKUE (PaKTOPHI.

- Pexomennyercs y Bcex BeLIEIATh U coxpaHATh nepsuuHyto JJHK nmm PHK u3 xnerok KM
NAIMEeHTOB B OMOOaHKEe WM HANpaBiIATh MaTepHaj Ha XpaHEHHe B JIabopaTopuu (QenepanbHbIX
LEHTPOB U BO3MOKHOCTH MOCJICAYIOLIETO BHIMOTHEHUS MOJICKYIISIPHBIX HccienoBanuii [41].
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YpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpOBEHb JIOCTOBEPHOCTH JIOKA3aTENbCTB — 5).

KoMmMeHTapun: coxpaHeHue nepBuyHOro omosormdeckoro marepuana (JJHK, Beinenennas u3
KOCTHO-MO3IOBBIX KJIETOK, WJIM 3aMOPOXKEHHBIE KIJIETKH) JJIsi BBIIIOJHEHHS B Oyayliem
MOJIEKYJISIPHBIX UCCIEN0BAHUM, MO3BOJIAIOUIMX YETKO ONPEACIIUTD IPYIIIBI PUCKA.

- Pexomenmyercsi BceM MaiyeHTaM, y KOTOPBIX IPH CTEPHAIBHOW MYHKIMH HE TOJIy4eH
JMarHOCTUYECKUN Marepuall (Tak Ha3blBaeMbIil "CyXxoH MyHKTAr"), MOJy4EeHHE T'MCTOJIOIMYECKOIo
npenapata KM (TpenaHoOuoIicusl) U LIUTOJIOTHUYECKOE U MMMYHOIIUTOXMMHYECKOE HMCCIIEI0BAaHUE
otrevyatkoB TpermaHoOuontata KM ¢ MOp(hOJOrHYECKHMM W IIUTOXUMHYECKUM HCCIIEOBAHUSMH
0JaCTHBIX KJIETOK C I1eJIbI0 Bepudukaiuu Tounoro auartosa [30, 31].

YposeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

- He pexkoMeHayeTcsi BBINOJNHATH NYHKUHOHHYIO (aclMpanMoOHHYK) OHONCHIO oOdara
nopaxeHus:  (OMyXOJIEBOIO  3KCTpaMEAyJUIIpHOrO  00pa3oBaHMsS) B  CBA3M C  Mayoi
MH(POPMATHBHOCTBIO HCCIICIOBAHUIT TaHHOTO MaTepuana [1, 2].

YposeHb yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

2.4. UHCTpYyMEHTAIbHBbIE THATHOCTHYECKHE NCCJIeI0OBAHUSA

- PexomentyeTcst BceM MalyeHTaM BBITIOJTHEHHUE YIEKTPOKAPINOTPadUIeCKOTO HCCIISTOBAHUS
(mamee — OKI') um osxokapmuorpaduu (mamee — OxoKI') s BBISBICHHS COMYTCTBYIOIIEH
Kap)]I/IOJ'IOFI/I‘—IeCKOI\/'I IIaToJIOTUN U HpO(i)I/I.]'IaKTI/IKI/I WM JICUCHUA BO3MOXKHBIX KapAWOJIOTHUYCCKUX
OCJIOXKHEHHUH WU cepIeuHoi komopouaHocTH [42].

YpoBeHb yOeAUTEIBHOCTH PEKOMEHIaIiil — B (YpoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

- PexomenayeTcst BceM MalmeHTaM BBINIOJTHEHHE KOMITbIOTepHOK Tomorpaduu (manee — KT)
TOJIOBBI, OPraHOB TPYAHOM M OPIONTHOM MOJIOCTEH ISl BBISIBJICHUST BOBMOKHBIX OYaroB MOPaKCHUS
U COMYTCTBYIOIIEH maTojoruu [43].

YpoBeHb yoeauTeabHOCTH pekoMenaamuii — C (ypoBeHb JT0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

- PexomenmyeTcsi BceM NalMEHTaM BBINIOJIHEHUE YIbTPA3BYKOBOTO HCCIIEIOBaHMs (janee —
V3U) nepudepudeckux U BHYTPUOPIOMIHBIX JTUM(GOY3JIOB, OPraHOB OPIOIIHOM IMOJIOCTH, OPraHOB
MaJIOTO Ta3a y JKEHIIMH M MPEICTATEIbHON KeNe3bl Y MYKYHH JUIS BBISBICHHS COITYyTCTBYIOIICH
natojoruu [1, 2, 5, 14, 15].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii — C (ypoBeHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

- Pexomennyercs Bcem nanuentam ¢ JIBJI npu onenke 3hGEKTUBHOCTH JICUCHHS CPABHUBATh
pasMepbl TIOpaKEHHs JIO Havajga Tepaluyd W IOCIe Ha BCEX JTanaX XHUMHOTEPANEBTHYECKOTO
Bo3aeiicTBus (1o caumkam KT- wiun Y3U-uccnenoBanust ouara nmopaxenus) [14, 15].

VYpoBeHb yoeauTeabHOCTH pekoMeHaamuii — C (YypOBEHb JTOCTOBEPHOCTH I0KA3aTENbLCTB — 5).

- PexoMmeHnyercs manMeHTaM TMpU HATWYUM KIMHUYECKHX CHMIITOMOB TOPaXEHUS
KEITYIOYHO-KHUIIIEYHOTO TpaKTa BBIMOJTHEHHE 930()aroracTpoayoJeHOCKONUUA JUIS  OLIEHKH
COCTOSHUSL ~ CIIM3UCTOM  OOOJOYKM  MHINEBOJA, OKETyAKa, JIBEHAIIATUIIEPCTHOW  KHUIIIKH,
0OHapyKeHHs BO3MOXXHOTO UCTOYHHMKA KpoBoTeueHus [ 15, 44].

VYpoBeHb yoeauTeapHOCTH pekoMeHaaruii — C (YypOBEHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

- PexomeHyeTcsl malieHTaM MpH HAJIMYAU KIMHUYECKUX CHUMIITOMOB TOPaKEHHS OPTaHOB
JbIXaHUS  (JbIXaTeIbHOW  HEJIOCTATOYHOCTH, OOYCIIOBJICHHOW  OOIIMPHOW  ITHEBMOHHEH,
KPOBOXapKaHbsI) BHIMOJIHEHUE OPOHXOCKOIUH TSI OIICHKU COCTOSIHUS CITU3UCTON 000JIOUKH TPaxeH,
OpOHXOB, 0OHAPYKCHHUSI UCTOYHNKA KPOBOTeueHHs [45].
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YpoBeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4).

- PexoMmeHnyercsa manveHtam ¢ auarHoctupoBaHHod JIBJI npumeHeHue NO3UTPOHHO-
IMUCCHOHHOM KoMIbloTepHO# ToMorpadun (ITDT/KT) mist cramupoBanust 3aboseBanus [46].

YposeHs yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

Kommenrtapuu: y wHorux mnanumeHTtoB ¢ JIBJI, MMerommx MacCMBHOE IOpaXKEHUE
MEINAaCTHHAIBHBIX JTUM(OY3II0B UCX0AHO, mocie 3aepiienuss UT npu pentrenorpadgum wmm KT
OCTalTC pe3uayalibHble 00pa3zoBaHus. Llenblo JOMOTHUTENBHBIX IUArHOCTUYECKHUX IPOLELyp
SBIISICTCSL TOJIydeHHE OTBETa Ha BOMPOC, TPEACTABISAIOT JIM OTH O0Opa30BaHUS YYaCTKU
HEKPOTHYECKON MM pyOLOBOM TKaHHU, JIMOO COAEpP)KAT >KU3HECIIOCOOHBIE OIYXOJIEBbIE KIIETKHU.
JlyyeBble meToabl uccnenoBanus, B yactHoctu [IDT/KT, BeposiTHO, OJE3HBI NMPH CTaAUPOBAHUU
3a0osieBanus. bbno mokazano, uyro mo3utuBHble pe3ynbrarbl [IOT/KT mo3BossitoT ¢ BbICOKOMH
BEPOSITHOCTHIO MMPOTHO3MPOBATh Pe3nAyabHOE WK peruauBHoe nopaxenue npu HXJI [95].

2.5. Uuble TMATHOCTHYECKHUE UCCICT0BAHNSA

- PexomeHIyeTCs BBINOJHEHUE IKEHIIMHAM PENpPOAYKTHBHOTO BO3pacTa TecTa Ha
OepeMeHHOCTh (MCCIIeJOBaHNE XOPHOHUYECKOTO TOHAJOTPOIIMHA YEIOBEKa) C IENbI0 BBISIBICHUS
oepemennoctu [1, 5].

VYposeHs yoeauTenbHOCTH pekoMeHaaluii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

- Pexomenpayercs Bcem nanuenTam ¢ OJIJI/JIBJI u3 rpynmnel BEICOKOTO pUCKa U MIPHU PELUINBE
3a00neBaHMs, a TaKke uX cubauHram omnpenenearne HLA-aHTUTEHOB ¢ 1ETBIO  TIOHMCKA
moTeHIMansHoro foHopa KM [47, 48].

VYposeHs yoeauTenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTeIbCTB — D).

- Pexomenayercs BceM — MampMeHTaM — KOHCYJbTallds  HeBpoJiora, odraapmoliora,
OTOPHHOJIAPUHTOJIOTA JUIA OMNpPEJCICHUS COMATHYECKOro CTaTyca NaIlMeHTa W JUArHOCTHKHU
COIyTCTBYOMICH matooruu [1, 2, 4, 5].

VYposeHs yoeaurenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

- PekoMeHTyeTcst KOHCYJIbTAIUsl THHEKOJIOTA JUTSl YKESHIUH U YPOJIOTa ISl MY>KUYHH C IIEJIbI0
BBISIBJICHUS COMAaTHYECKOTO CTaTyca IMalMeHTOB M PEIICHHs BOIpoca O HEOOXOJAUMOCTH
OBApPHOIPOTEKIMH HWIIM KPHOKOHCEPBAIIMK TaMeT (OOIMTOB, criepMaTo3ouioB) [1, 2, 4, 5].

YpoBeHb yoeauTeabHOCTH pekoMenaaruii — C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTeNILCTB — 5).

KomMmeHTapuu: HEBBITIOJHCHHUE YKa3aHHBIX MPOIEIYpP M METOJOB OOCIIEI0BaHMS BO3MOXKHO
TOJILKO B KpalHMX CiIydasX, KOTJa MAIlMeHT HaXOJUTCS B TEPMUHAIBLHOM COCTOSHUM IIpU
MOCTYIUICHUU B CIICIUAIU3UPOBAHHOE YUPEKJICHUE WM €0 COMATHYECKHI CTaTyC TaKOB, YTO
HUKAKOTO CHEeNU(UIECKOTO JICUYCHHS BBITIONHATHCS HE OyIeT — TOJBKO MaUIMAaTHBHOE, WJIH, €CIIH
MAIMCHT OTKAa3bIBACTCS OT OOCICNOBAHUS W JICYCHUS, YTO JOJDKHO OBITh 3aJI0KyMEHTHPOBAHO B
UCTOPHH OOJIC3HH.

- PexomennyeTcss GepeMEHHBIM KEHIIMHAM BBINOJHATH MOJHBIM 00BEM HArHOCTUYECKUX
uccnenoBanuit npu OJIJI, kak W y HeOepeMEeHHbIX, KpOME BBIOJHEHHUS CTaHAAPTHBIX
PEHTI'CHOJIOTHYECKUX METOJ0B 00cCiHe0BaHusl (CM. KIMHUYECKHE pPYKOBOJACTBA IO BEICHUIO
OepeMeHHBIX MmarueHTokK) [1, 49].

VpoBeHb yoeautenbHoCTH pekoMeHaanuii — C (YypoBeHb JOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

KomMmeHTapuu: ¢ IMarHOCTUYECKOH 1IeNbI0 MpU OEpEeMEHHOCTH 11eJeco00pa3HO MPUMEHEHHUE
MarHUTHO-pe30HaHCHOM ToMorpaduu u Y3, B TOM UucIie JeroyHoil TKaHu.
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- Pexomennyercst mpu pa3BUTUU MH(EKIMOHHBIX OCJIOXHEHUH BBINIOJIHEHUE HEOOXOIMMBIX
JUIs TUarHocTuku odara mH(pekuuu mpoueayp odcnenoanus (Y3U, KT, mukpobuomoruyeckoe
(KyIpTypanbHOE) MCCIEA0BAHUE KPOBU HA CTEPUIIBHOCTH; MUKPOOHOJIOrMYECKOE (KyJIbTypalbHOE)
UCCIICIOBAHUE MOYHM Ha OaKTepHallbHBIE IMaTOTEHBI, MHUKPOOMOIOTHYECKOE (KYIbTYypaabHOE)
WCCIIEIOBAaHUE OTAEISEMOr0 M3 TMOJOCTH pPTa; HCCIEIOBAHHE MHUKPOOHMOIICHO3a KHIIECYHUKA
(mucOakTepro3) Ui YTOYHEHUS XapakTepa WHPEKINH 1 BRIPAOOTKHM a/IeKBATHOW TAKTHKH JICUCHHUS
[27, 50-52].

YposeHb yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

JAnHamMun4yecKkas oueHKa d(p(PeKTUBHOCTH Tepanuu

- Pexomenmyercsi BceM MalieHTaM Ha JTanax WHAYKIMA W KOHCOJWAAUU KOHTPOJILHOE
uccnenosanue KM (momnydenue nurosnorudeckoro npenapata KM myrem myHKuuu (CTepHaibHast
MyHKIUS) U LHUTOJIOTHYECKOe wuccienoBanne mazka KM (muernorpamma) W3 CTEPHAIBHOTO
MYHKTAaTa) BBIMOJIHATH MEpPe] HadyajaoM KaXKJI0TO MOCJIEeAYIOIIEro 3Tana (OnTuMalibHo) m1ubo 1 pas B
2 wmecsa (He pexe!) ¢ menpro BepudUKAMKM CcTaTyca MalKMeHTa 1Mo 3a00JeBaHuI0 (peMHCCHs,
PE3MCTEHTHOCTb, PeIUIuB, iporpeccus) [1, 2, 4, 5, 12].

VYposens yoeautenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

- Pexomenmyercs manueHTam Ha (DOHE MOIACPKUBAIOIIEH TEpanmuu MOBTOPSITH MOJYUYCHHE
nurosioruyeckoro mpemnapara KM myreM myHKOuM (CTepHajdbHAs MyHKIUS) W IIUTOJOTHYECKOE
uccinenoBanue Mazka KM (Muenorpamma) u3 cTepHajabHOTO MyHKTaTa 1 pa3 B 3 Mecsia B TeueHHe 2
JIeT U B JalibHEHIIIeM, TIOCTIE CHATHUS C JICYCHHMs], KaXable MoaroAa 10 3 jeT HaONoJIeHUs C LIEJbI0
BepuHKaIUU CTaTyca MalreHTa mo 3aboaeBanuio (pemuccus, peruaus) [1, 2, 4, 5, 12].

YposeHs yoeauTenbHOCTH pekoMeraaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KomMeHTapun: cranmapTu30BaHHbIE BpeMeHHble TOuykd B3sATHS KM HeoOXonumbl mnpu
MouuTopure MOB. Mounutopunr MODB  sBIsSIETCS KJIIOUEBBIM  HCCIIEIOBAaHUEM BO BCEX
coBpeMeHHbIX npoTokoiax jeuenust OJIJI. B Poccun, rae B KW BKitoyaercss MUHUMAJIBHOE YHCIIO
MaLUEHTOB, PEKOMEHAOBAaThb  CTAHJAPTU30BaHHbIH  MoHMUTOpUHr MODB u  npuHUMaTh
TEpaNeBTUYECKHE PEIICHUs B 3aBUCHUMOCTHM OT IIOJIy4aeMbIX I[IOKa3aTeleil IpeicTaBIIAeTCs
MIPEKIEBPEMEHHBIM. JTO CBA3aHO C T€M, YTO B OOJIBIIMHCTBE ciiydaeB mporpammbl tepanuu OJIJI
MOAU(PUIMPYIOTCS, HE COOMIOAAIOTCS MPHUHIMIMBL "103a — MHTEHCUBHOCTB', MHTEPBAJIbl, B Psie
ClIy4aeB OTCYTCTBYIOT IPELYCMOTPEHHbIE KOHKPETHBIM IPOTOKOJOM mpenapartbl. OmnpexneneHue
MOb HeoOxoaumo Juis peleHus Bompoca O LelecooOpa3HOCTH BBHIMOJHEHHS TpaHCIUIaHTAIUMH
QIJIOTEHHBIX T'€MOIO3TUYECKMX CTBOJIOBBIX KjieTok (nmamee — amio-TI'CK). Ilostomy
MpeACTaBIsIeTCs pa3yMHbIM Bcex manueHToB ¢ OJIJI, koTopble HE BKIIOYEHBI B KOHTPOJIUPYEMBbIE
KU, paccmarpuBarh B KauecTBE KaHAUAATOB Juia TpaHcruiantauuu amio-TI'CK, ocobenno ecnu
pedb UAET O POJICTBEHHON TPaHCIUIAHTALINH.

Bonpeku comuurtenbHol B ycnoBusx PO pekomennanuu MmonutopupoBate MODB y nanmenTon
¢ Ph-uweratrususiMmu OJUJI, monutopunr MObB y maumentoB ¢ Ph-mosutuBueiM OJIJI saBrsercs
kimoueBbIM yeroBueM Jedenus st BCEX (!) mamueHToB M B ycnmoBusix P®, mockonbky 3TO
HampsIMyI0 CBSI3aHO C TpeOOBaHHWEM PEKOMEHJIAIM MO CMeHe THPO3WHKMHA3HOTO WHTHOMTOpa
(manmee — UTK) B ciydae HEOCTHIKEHUS] MOJICKYIIsipHOTO oTBeTa [1, 2, 53].

MOBb

B Hacrosmiee Bpemsi cTaHZapTOM MOHUTOpUHra sddextuBHocTH nedeHuss OJIJI cran
MOHUTOPHUHT OCTATOYHOM ormyxoJieBoil nomymnsiuu kietok (MOB) ¢ momonibio METoI0B MPOTOYHOH
LHUTOMETPUU W/WIH  MOJIEKYJIIPHO-OMOJIOTMYECKMX METOJIOB. YKa3aHHbIE METOJbl 00JIaAatoT
BBICOKOM UyBCTBHTENHHOCTHIO (0OHapyxuBaeTcsa 1 neiikemuueckas kietka Ha 10%° mHopmambHbBIX
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T'€MOIIO3TUYCCKHUX KJICTOK) U C HUX IIOMOLIBKO MOXHO OTCIC)KHUBATh B JUHAMHKE CYI[B6y
neiikemudeckoro kioHa. OOHapyxkenne MOB mociie MUTOCTaTUYECKOTO BO3ICHCTBUS SBISETCS
CaMbIM MOIIHBIM TPOTHOCTHYECKUM (akTopoM y manueHtoB ¢ OJUI, cBHUIETENbCTBYIOIIUM O
HCO6XOZ[I/IMOCTI/I U3MCHCHU A TepaHeBTquCKOﬁ TaKTUKHW W TNPHUMCHCHUSA B IIpOrpamMme JICUCHUA
amo-TI'CK.

Metoas! onienku MOb

Pa3zpaborano Heckonbko meronoB oneHkn MObB mpu OJIJI. OTH MeToAbl OTIWYAIOTCS IO
TPYJOEMKOCTH,  BpPEMEHHBIM  3arpaTaM, [PUMEHUMOCTH B  OTAEIbHBIX  CHUTyalUsX,
YyBCTBUTEIBHOCTH, CTOUMOCTH M HEKOTOPBIM JIpyruM acrekraMm. Camoe Ba)KHOE B MCCIIE0BaHUU
MOB — 5T0 MHOTOKpaTHOE UCCIIEIOBAHKE, OIICHKA B TUHAMUKE, C TCYCHUEM BPEMEHHU.

Kak yxxe oTmeuanoch panee, MeTo/ibl ieTeKnKd U MOHUTOpUHra MODB 103BOJIAIOT OLIEHNBATh
3¢ $eKTUBHOCTD MMPOBOJUMOTIO JIEUEHUs Ha MOJIeKylsipHoM ypoBHe. Onienka MOB ocymiectBisiercs
TOJIBKO y nanueHToB, y KOTOPbIX MOJy4eHa MOJIHAs KIMHUKO-TeMaToJI0IrHuecKas peMHUCCHSL.

- Pexomenpayercst MorutopuHr MOB ocyiecTBiIsSTh METOIOM IPOTOYHOM LIUTOMETPUHN W/UITU
MetozioM ITLIP, To ecTh TeMH METOJaMH, Y KOTOPHIX UyBCTBHTEILHOCTh COCTaBIseT He MeHee 10
(T.€. BOBMOKHOCTB OTIPEICIIUTh OJHY OTyX0JieByio KieTky Ha 10000 HopmanbsHbIX) [54, 55].

VYposeHs yoeautenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KomMenTapuu: He pexoMeHayeTcsi ocymiecTBisiTe MoHuTopuHr MOB Meromom FISH n
METOJIOM CTaHJAapTHOTO LHUTOreHeTH4eckoro wuccneaoanus. llpum omenke MODB y mnanuenta
HE0OX0IMMO TMOJIb30BaTHCS TOJIBKO OJHUM U3 METOJIOB Ul IPUHATHS TEPANIeBTUUYECKUX PEIICHUMH,
IIPY 3TOM MOHUTOPHHT JIOJDKEH OCYILECTBIIATHCS C MEPBBIX JHEH TE€pPalUy U BBINOIHATHCA B OAHOU
naboparopun. Ananu3 MOB BeimostHsIeTcst B oOpasiax KM.

BpemeHnHble TOUKH MOHUTOPHUHIA

B pasueix KM ximrodeBbie TOuYkM uccienoBanus MODB, onpegensiomue MNporHo3, H
COOTBETCTBEHHO, HW3MEHEHHE CTpaTerud Tepamud, HECKOJbKO OTIM4alTcsi. B memnom
UCCIIEIOBATeNId OLICHUBAIOT OCTAaTOYHYIO [MOMYJISIIMIO OIyXOJIEBBIX KJIETOK B KoHLE 1-if
WHIYKITMOHHOM (ha3bl (6-51 Heessl OT Havajia TEparuK) U Ha dtarne konconuaanuu (12-16 veaens ot
Havana Tepanuu). [IpeacraBusiercs 1enecooOpa3HbIM HUCMOJIb30BaTh BPEMEHHBIE TOYKH OIEHKU
MOBb y naiueHToB B COOTBETCTBHHU C UCIOJIb3YEeMbIM IMPOTOKOJIOM JI€UEHUS U TOJIBKO MPU YCIOBUU
€ro aJeKBaTHOTO BBIMOJIHEHUS (HeMelkas rpynna — 10 u 16 Henensb, Gppaniry3ckas — 6 u 12 Henens
(6-s1 Hemens ISt onpeAeCHHs TaKTUKH JieueHus ), Benukoopurtanus — 10 u 15 nenens, Uramus — 10
— 16-22 nenenu (22-51 Hememns Il ONPEACIICHUS TAKTUKY JICYCHHUS)).

[Ipy ucmosib30BaHMU TMPOTOKOJIA POCCHIMCKON wHccinenaoBarensckoit rpymnmsl "OJLJI-2009™
o6pa3upel KM ananusupytot Ha 10-it u 16-i1 Henene Tepanuu.

Pexomenpanuu no mouutopuary MOb

- PexomenayeTcs BceM MalMEHTaM IOCJIE TPAHCIUIAHTALMM OCYILECTBICHHME MOHMTOPHHIA
tpanckpunrta pl190 wmm p210 nocpencrsom konnuectBeHHOU I[P B peanbHOM BpeMmeHH, KOTOpas
JOJDKHA KOMOMHMpOBATBCS CO CKpUHHMHrOoM Ha mnpeamer wmyrauuid BCR-ABL  nomena
TUPO3UHKNHA3 (MOJEKYJIIPHO-TeHETHUECKOe MCCIeJOBaHne TodeuHbIXx MyTauuii reHa BCR-ABL
(XuMepHBIN TeH, 00pa30BaHHBINA CIMSHUEM OOJIACTH KJIacTepa pa3phlBOB Ha 22 XpOMOCOME M T'eHa
TUPO3UH-KMHA3bl AOenbCcOHa Ha 9 XpOMOCOME) METOZOM MpPsIMOTO CEKBEHHPOBAaHUS) B Cllydae
MOJIO3PEHUS Ha PE3UCTEHTHOCTH [53].

YpoBeHb yoeauTenbHOCTH pekoMenaanuii — C (YypoBeHb I0CTOBEPHOCTH JJOKA3aTENbCTB — 5).
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- He pexomenayercs BBINOMHATH MOHHTOpUHT MODB mnpu HecoONIOAEHWH TPOTOKOJIOB.
Mounutopuar MODB uMmeer 3HaueHue TOJNBKO IpU npoBeAeHUM azaekBaTHOW XT corjacHo
BBIOPAaHHOMY TPOTOKOJY, IIPU COONIONEHUH NMPHUHLHUIA "703a — WHTEHCUBHOCTH', MHTEPBAJIOB H
3TanoB JieueHus [56].

YposeHb yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

- Onenka MOB y manueHToB MOKET OCYIECTBIATHCS Pa3HbBIMU METOJaMH, HO 00s13aTeIbHO
pekomenayercs [54, 55]:

- ONpeNeICHUE JICHKO3-CIeUPUICCKIX MapKepOB, MAIMCHT-CIEIU(PUICCKIX KIOHATBHBIX
MepPeCcTPOeK, abeppaHTHOrO UMMYHO(EHOTHITA IO Havajia TepaIum;

- TIPOBEJCHHE MOHHUTOpPUHIAa JUOO OJHUM W3 METOJOB, JIMOO OJHOMOMEHTHO ABYMs (HE
yepeays, He 3aMeHss OJIUH JAPYTHM);

- BBINIOJIHEHWE WCCIEOBAaHUS B OJHOM J1a0OpaTOpUU  COTJIACHO PEKOMEHAYEMBbIM
CTaHJAPTU30BAaHHBIM TOJXO0/JaM B YETKHE CPOKH, MPEIyCMOTPEHHBIE MPOTOKOJIAMH TIPU HX
aJICKBATHOM HCTIOJTHEHUH.

YposeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — D).

3. JleueHnne, BKJIIOYAsH MEIMKAMEHTO3HYIO U HEMEIMKAMEHTO3HYI0 Tepanuu,
AHETOTEePANHIO, 00e3001MBaHHeE, MeTUIIHHCKHEe NnoKa3aHus u
NMPOTUBONOKA3aHUS K MPUMEHEHHUI0 METO/10B JIeUeHHUs

3.1. OcHoBHBbIe MpUHIUNBI XuMHuoTepanuu OJLJI

[Tpu mr060M MpUHIIMIIE XUMHUOTEpANeBTUUECKOTo Bo3aecTBus B JedeHuu OJIJI cymectByer
HECKOJIbKO OCHOBHBIX J3TallOB Tepamuud — HUHIYKIUS PEMUCCUHU, KOHCOJUAALNS PEMHCCHH,
MO ICPKUBAFOIIAs Teparusi U MpopuIakTUKa (JeYCHUE) HEUPOICHKEMUH.

[leprion HayalbHOTO JIEYEHMS, LEJIbI0 KOTOPOTO SIBISETCS CYIIECTBEHHOE YMEHBIICHHE
OIyX0JIeBOM Macchl U aoctwkeHue 1P, Ha3piBaeTcsa mepuogoM MHAYKIMU pemuccuu. B tepanuu
OJUI wucnonw3yror nBe ¢a3bl HHAYKIUH JUIMTEIBHOCTbIO 4 HeA. Kaxknaas, IepepblB MEexXIy
KOTOpBIMH He npeaycMoTpeH. MIMeHHO B 3TOT mepuo] Ha (oHE MPUMEHEHUS IUTOCTATHUECKUX
CpPEACTB KOJUYECTBO JeHKeMuyeckux kierok B KM ymenbmaercs npumepno B 100 pas, 1.€. B
MomeHT koHctaTauu [IP B KM mopdonoruuecku onpezaensiercss MmeHee 5% OMyXOeBBIX KIETOK.
[Ipr HCMONB30BaHUKM HMMITYJIBCHOTO Mojaxoaa (mporpammel Hyper-CVAD) sTamoM HHIYKIHH
CUMTAIOTCS JIBa Kypca — COOCTBEHHO 2-HenenbHbIi Kype Hyper-CVAD u cinenyromuii 3a HUM TOCIIe
nepepriBa Kypc BBICOKOJIO3HOTO ITapabuHa*™* u merorpekcata**. B OonpimmHcTBe ciiydaeB [1P
nocturaercst yxe nocie 1-i ¢aspl uaykuuu (i nocie l1-ro kypca Hyper-CVAD), u numb y
yactu manuentoB (10-30%) — mocnme 2-i ¢a3pl uHAYKIUH (WK 2-TO Kypca BBICOKOIO3HOTO
uTapabuna** u merorpekcara**) [57-61].

Bropeim stamom tepanuu  OJI  sBusieTrcs KOHCONMUAALUMS PEMHCCHM  (3aKperuieHue
JOCTUTHYTOTO TPOTHBOOMyxoJieBoro 3ddekra). B Hacrosiiee BpeMs B OOJBIIMHCTBE CIydacB
KOHCOJIMJAIMs SIBJsieTCsl HauboJiee arpecCMBHBIM M BBICOKOJO3HBIM 3TanoMm B jedeHuu OJIJL
3amaveil ATOro mepuoJa SBIAETCS IO BO3MOXHOCTU elle OoJblliee YMEHBIIEHUE YHUCIa
OCTAIOUIUXCSl MOCTIE MHAYKIHMH JIEMKEMUYECKUX KJIeToK. Yalle Bcero mpeaycMOTpeHbl 1-2 Takux
Kypca, 3aTeM, IMepe] MOJACPKUBAIONIUM JIEYEHHUEM, MOTYT MCHOJIb30BAaThCA MPOrPaMMBbI
peunaykiuu  (Oonmee  anmuTenbHble, aHamormuynele WT). B mpoTokone  poccuiickoii
HCCIEA0BATENIbCKOM TPYNIbl  MEPUOJAOM KOHCOJIMJALMKA HA3BAHbl MSTh MPOJOKUTENBHBIX
MOCJIeIOBATEeNbHBIX (3-4-HEeAeNnbHBIX) dTarna, MeXIy KOTOPHIMU HE MPEeTyCMOTPEHbI mepephiBhI (1),
HO M3MEHSETCS JIMIIb HAOOp JIEKapCTBEHHBIX MpPENaparoB, MCIOIb3YeMbIX B JaHHBIN MEPHOM, U
MOAU(PHUIMPYIOTCS TO3UPOBKU psijia IUTOCTaTHUECKUX cpeAcTB. CrenyeT MOAYEPKHYTh, 4YTO
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BO3MOJKHA POTAlUsl MPEITyCMOTPEHHBIX MPOTOKOJIOM STAaloOB KOHCOJHIAIMH, B 3aBUCHMOCTH OT
IUTOTICHUYECKOTO CHHIPOMAa U BAPHAHTOB OCIIOXKHEHU [57-61].

[Tocne 3aBepiieHus dTana KOHCOJIUAAIUH CIEIyeT MEePHO TOICPKUBAIOIIETO JICUCHUS, T.C.
MPOJOJDKEHHE ITUTOCTAaTUYECKOTO BO3JCHCTBUS B MEHBIIMX J103aX, YeM B MEPUOJ HHIYKIUHU
PEMHUCCHH, HAa BO3MOXHO OCTAIOIIUIICS OMyXO0JIeBbIi KiIoH [57-61].

B Hacrosmee Bpems 0asucoMm Bceld nmporpammHoiM  Tepanuu  OJIJI  aBnsercs
maddepenunpoBanHoe Bo3zaeicTBHE: 1) i mMMyHoormdeckn 3penbix B-OJIJI  nmoxazana
3¢ PEKTUBHOCTh MOIIHOTO HMITYJBLCHOTO KOPOTKOTO BO3JCHCTBUS B coderanmu ¢ aHtu-CD20-
MOHOKJIOHAIBbHBIME aHTUTeNamMu (90% 5S-netnsas BPB) [62]; 2) mis Ph-nmosutuBhbix OJIJI
KITFOYEBBIM (PakTOpoM 3(H(HEKTUBHOCTHU SBIISETCS HCIIOJIB30BAHIE HHTHOUTOPOB abl-THPO3HHKUHA3EI
(80% 3-nerHss BeKMBaeMOCTh) [53]; 3) myIs mAIMEHTOB, Y KOTOPBIX ONPEACISCTCS MePCUCTECHITHS
MUHHMAJILHON OCTATOYHOW TOMYJISIIUH OIyXOJEeBbIX KIIeTOK, — ayuto-TT'CK [56, 63].

[TpuHIIMTIHATEHO HEOOXOIMMO BBIJICNSATh TPU KIFOYEBBIE, TPEOYIOIIHE Pa3HOTO JICYCHHS
rpyrmsl OJUT: 1) B-3pensie OJUJT; 2) Ph-nosutusabie OJIJI; 3) Ph-neratususie OJIJI [1, 2, 4, 5, 53,
56, 62, 63].

- Pexomennyercs s ummyHosormdecku B-3penoro Bapuanta OJIJI  (Bepkurt-
neiiko3a/muMpoMbl)  UCIIOJIB30BaTh  HWHTEHCHUBHOE HMITyJIbCcHOE (OJI0OKOBOE)  BO3IEHCTBHE
xumuonpenaparamu (o nporpamme JIb-M-04 u 1.1, cM. punoxenue A3.1) B coueTaHUU C aHTH-
CD20-MOHOKIOHAILHBIMH aHTUTEIaMHU (pUTYKcHMabom™**) [64].

VYposeHs yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH JOKA3aTEIbCTB — D).

KommeHnTapun: 00bI9HO TIOCIIE BHITIOJTHEHHS 4-6 OJIOKOB NAIIMEHTH CHUMAIOTCS C TEPAITHK, UM

HE MPOBOAUTCA NOAJEP/KUBAIOIIEE JICUCHNUE, OHU HE HYXIAIOTCS B BBIIOJHEHUHM ayTO- WIH aJuIo-
TI'CK.

- Pexomennyercs mpu Ph-nmosutuBabIX OJIJI ncnonszoBanne MTK, Haunnast ¢ umatuanba™* B
1-ii nmuHuK, ¢ JanpHEHIIeH Moau@UIMel TapreTHOTO BO3ACHCTBHS Ha OCHOBAHWHM MOHUTOPHHTA
MHUHUMAJIBHOW OCTAaTOYHOW TOMYJISIIIMU OIYXOJIEBBIX KJICTOK W HAJIMYMUA MYTalluii KHUHA3HOTO
nomena BCR-ABL [65, 66].

VYposeHs yoeaurenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4).

KommenTapun: 310 BO3aeiCTBHE MOMKHO ObITh moCcTOsHHBIM. OO0beM XT mnpu Ph-
no3utuBHBIX OJIJI 10 cux mop ocraercs npeaMeToM AucKyccuil. Mcnosb3yroT Kak MUHUMAaJIbHOE
IIUTOCTATUYECKOE BO3NeHcTBHE (JIMOO OJHU TIIFOKOKOPTUKOWIBI, JIMOO TIIOKOKOPTHUKOWIBI B
COYETaHHH C BUHKPUCTUHOM**), Tak M 00JIee MHTEHCUBHOE (KJIACCHYECKUE XUMHUOTEPANICBTUUCCKIE
npotokoJibl ieuenust OJIJI, BBICOKO03HbIE UMITYJIbCHBIE TIPOTOKOJIbI).

- Pexomennayercs B Tepanuu Ph-neratuBHbIX OJIJI B3pOCIBIX MAlMEHTOB HCIOJIB30BATH B
OCHOBHOM JIBa MPHHIIUIIA XUMHUOTEPATIEBTHYECKOTO BO3JACUCTBUS: 1) UMITYJIbCHOE, BHICOKOIO3HOE C
MOCIIEAYIONIEH TOCTOSIHHOW ToJiiep kuBaroieii Tepamnueit (mporpamma Hyper-CVAD); 2) Gosee
TpamuiuoHHOe (craHmaptHoe) — 8-9-HenenbHas HENpPEpbIBHAS MHIYKIUS C IOCICAYIOIIMMHU
HEOJTHOKPATHBIMH  BBICOKOJIO3HBIMH ~ MHEJIOA0ISTHBHBIMH KypcaMH ¥ B MOCICAYIONIEM —
[O/UIEPXKMBAIOIIAM JieueHreM (cM. rpusiokerue A3.1) [57, 67].

VpoBeHb yoeautenbHOCTH pekoMeraanuii — C (YypoBeHb JOCTOBEPHOCTH JIOKA3aTeNbCTB — 4).

KomMeHTapuu: pe3ynabTaThl KPYMHEUIINX HWCCIENOBATENbCKUX TPYNI Mo JedeHutro Ph-
HeratuBHblXx OJIJI y B3pocnbIX, B 3aBUCUMOCTH OT TMPHUHIMIA XUMHUOTEPANEBTUYECKOTO
BO3JICHCTBUS, OTpaskeHbI B pusioxkeHnn A3.2. CymMMupys JaHHbIE TaOIUIIBI, MOKHO OTMETHTb, YTO
B IIEJIOM S5-JeTHss oO0riasi BeukuBaeMocTh (fanee — OB) B3pocabix naruenToB ¢ OJIJL, Bapbupys B
3aBUCUMOCTH OT TpYIIbl pHCKa M Bo3pacrta, cocTaBisieT 45-55%. PesynbTarhl poccuiickoro
UCCIIEIOBaHUST  a0COJIOTHO  COTMOCTaBMMBI W JI@XK€ MPEBBILIAIOT  JIaHHBIE  3apyOe’KHBIX
UCCIIeIOBaHU, HECMOTPs Ha Maiyto noito amto-TT'CK [67].
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- Pexomennyercs nanuentam ¢ OJIJI, 0co0OEHHO OTHOCSIUMCS K T'pYIIIIaM BBICOKOTO PHCKa,
omHUM U3 3TanoB JedeHus BoIMoNHATE TT'CK mubo ayronmormussix (manee — ayro-TI'CK), nmu6o
QJJIOTEHHBIX (OT pOACTBEHHOrO WK HepoacTBeHHoro HLA-coBmectumoro noHopa — amio-TI'CK)
IUISL TOCTYDKEHHMs TeparneBTruYeckoro addekra [1, 2, 4, 5].

YpoBeHb yoeauTenbHOCTH pekoMenaanuii — C (YypoBEHb JIOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

Kommenrtapun: B Poccum ayro-TI'CK paccmarpuBaeTcsi Kak TO3/HSAS BBICOKOJO3HAs
KOHCOJHIAIMs vamie Bcero B jedeHnn T-xietounsix OJI. B 3apyOekHBIX HCCIEIOBAHUSAX ayTO-
TI'CK pexomeHzyeTcss y HallMEHTOB B MoOJeKyiasipHoi pemuccuu Ph-nozutusnoro OJIJI. Aso-
TI'CK siBnsieTcst 00s13aTeNIbHBIM 3TarioM Teparuu nauueHToB ¢ OJIJI u3 rpynmsl BHICOKOTO pUCKa, U
ee 2pPEeKTUBHOCTh CBs3aHA C (DOPMHPOBAHHEM IOCTOSTHHOTO MMMYHOJIOTHYECKOTO KOHTPOJIS 3a
OCTaBIIMMCSl  IOCJI€  IUTOCTAaTUYECKOIO  BO3JCHCTBUS  ONYXOJEBBIM  KJIOHOM  (peakuuu
""TpaHCIIJIaHTAT MPOTUB XO35IMHA").

- Pexomengyercss BceM maiMeHTaM BBIMOJIHATH NMPOGUIAKTUKY WA, TIPU HEOOXOJIUMOCTH,
neuyenue Helponeiikemun [40].

YposeHs yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KommenTapun: 3TOT »Tam pacmnpenensieTcss Ha BCE TMEPHOJbI MPOrPAMMHOTO JICUEHUS —
MHIYKIHIO PEMUCCUH, KOHCOJMJALMIO U MojJepKuBaroliee jeueHue. OObIUHO MPOPUIAKTHKY
HelposeiikeMu (OCHOBHOM MepHoJ] — 5-6 HHTpaTeKaIbHbIX BBEICHUI IPernapaToB) OCYIIECTBISIOT
B nepuoa HWT, 3arem B TedeHHME BCEX HSTANOB KOHCOJWJALUMHU W TOJJICPKUBAIOIIECH Tepanuu
BBITIOJTHSIOTCS MPO(UIAKTUUECKHE MYHKIIMU C Pa3HOW YacTOTOM Ha Pa3HBIX dTamax (B CpeaHeM
YUCIO0 NPOPMIAKTUYECKUX JIOMOAIBHBIX MYHKIUH JOJDKHO cocTaBidaTh 15-20). Jleuenue
HEHpOJeKeMUH OCYILECTBISIOT MO HMHBIM MpuHOMNaM. CHadajga TPOBOAST HHTpaTeKaIbHbIE
BBEJICHUS LUTOCTATHYECKUX IMpEmaparoB ¢ 4acrorod 1 pa3 B 2-3 1OHA A0 HOpMaIM3ALMHU
nokasaresei nepeOpoCnuHaNbHON KUAKOCTH U MOJy4YEeHUS] MUHUMYM 3 HOPMAaJIbHBIX PE3YJIbTaTOB
aHaJv3a JUKBOpPA. 3aTeM MyHKIMHU B TEYEHHUE MOJIYroJia MPOBOIATCS ¢ YacToTou 1 pa3 B 2-3 Hexenu
C MOCJIEAYIOUIUM IE€PEX00M Ha MPOPHIAKTUYECKUN peXUM BBeIeHHsS. B OOJBIIMHCTBE CilydaeB
o6mydenue royioBbl B 03¢ 2400 pag He TpeOyeTcs. DTOT MOIX0 ] MOXKET OBITh MCIIOH30BaH JUIIb Y
TeX MalMeHTOB, Y KOrO BCJEACTBUE PAa3IMUHBIX NPUYUH (aHATOMHYECKHE OCOOCHHOCTH, KpailHe
TsDKeNasi IEPEHOCUMOCTh CIIMHHOMO3TOBOW IMyHKIIUU) MPO(UIAKTHKA HEUPOJIEHKEMUHU C TIOMOIIBIO
MHTPATEKAIbHBIX BBEACHUM IIUTOCTATHYECKHUX IPENapaToB BBINOJHEHA OBITh HE MOXeET. Takxke
BOIIPOC O TMPUMEHEHUU OOJIydeHHUS TOJIOBBl TMOJHUMAETCd NpU pedpakTepHOM TEUYECHUU
HelpoJielikeMuu (OTCYTCTBHE TTOJTHOTO OTBETA Yepe3 S-6 BBEICHHI MperapaToB).

3.2. IIpornocTnyeckue pakTopbl 3IPPEeKTUBHOCTH JIeHEHHUS

- Pexomenayercs npuMeHATh (GaKTOPHI pUCKA C LEbI0 OLIEHKH TPYIIBI PUCKA U OTIpeACTICHUS
MOKa3aHUM K ucnoJib3oBaHuio B nepuoa nepsoil [IP amno-TI'CK B cooTBETCTBMM ¢ KOHKPETHBIM
POTOKOJIOM Jieuenus [1, 2, 4, 5].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii — C (YypOBeHb JTOCTOBEPHOCTH JIOKA3aTEeNbCTB — 5).

KomMmMeHnTapuu: nonoxkeHue o mpornoctudeckux Qgaxropax mpu OJI BOZHHKIIO C MOSIBICHUEM
anexBaTHOW XT, Tak Kak TOJIBKO HCIIOJBb30BAaHHWE CTAaHIAAPTHBIX IPOrpaMM MO3BOJISET BBIICIUTH
MAIMEHTOB C OMpEeACNEHHBIMH KIMHUYECKUMHU, MOP(POIOTHIECKIMH, UMMYHO()EHOTUITHYECKUMU,
[IUTOT€HETHYECKUMH, MOJIEKYISIPHO-TeHETUYECKIMH XapaKTepUCTUKaMU 3a00JIeBaHMs, Y KOTOPBIX
ylaeTcss WU He ypaaercs nooutbes sddekrta. [leranpHoe u3ydyeHHE MPUYMH HEyclexa Mpu
WCIIOJIb30BAHUU CTAHJAPTHBIX MPOTOKOJIOB TMPHUBOIUT K (OPMUPOBAHUIO TPYNI pHCKA W,
COOTBETCTBEHHO, CO3JJAHUIO HOBBIX AU(PEepeHITUPOBAHHBIX MOAX0I0B K JICYCHUIO ITUX MAIIEHTOB.
CrnenyeT moI4epKHYTh, UTO HAIMYKE Y MAIlMeHTa GakTopa HEOIAroMpHUATHOTO MPOTHO3a HU B KOEM
cllydae HE MOKET OBITh OCHOBAaHUEM JJIs Tepexoja K NalTMaTHBHOW Tepamuu. Bcee (dakTopbl
MPOrHO3a MCIOJIB3YIOT U HCCIEAYIOT TOJIBKO B KOHTEKCTE BO3MOKHOCTHM TaKOTO HW3MEHEHUS
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Tepanuu, KOTOPOe MOBBICKIIO ObI €€ 3(h(heKTUBHOCTh Y TAKUX MMALUEHTOB.

B Teuenne kak MHUHMMYM JBYX JecCATWIETUH Juid B3pocibix nanueHtoB OJIJI Tak
Ha3plBaeMble (PAKTOPBI PHUCKA, ACCOIMHPOBAHHBIE C A(PPEKTUBHOCTBIO JIEYCHHS, OCTAIOTCA
Hen3MeHHbIMH. Mckmtouenue cocraBisiior  Ph-mosutuBusie OJIJI u B-OJIJI co 3pensim
MMMYHO(EHOTHIIOM, KOTOPBIE OBLIN BBIJICIIEHBI B COBEPIICHHO OT/EIbHBIEC TPYIIIBI, HYXIAIOIHUECs
B ocobom TtepameBTudeckoM Bo3zzaeiictBuu  (MUTK w OmokoBas HMMMyHOXHMHOTEPAIUS
COOTBETCTBEHHO), U IPOTHO3 MPU KOTOPBIX BCIEICTBUE 3TOTO U3MEHWICS CYLIECTBEHHBIM 00pa3oM.

[Ipu Ph-neratuBusix OJIJI, HecMOTpss Ha MHTEHCH(HMKALWIO TEPANUH, BBIMOJHEHHIE
3HauuTesnbHOro uncina amo-TI'CK Ha pa3HBIX NMPOTOKOJIAX pa3HbIX MCCIEA0BATEIbCKUX TPYIIIL,
ONpEJeNICHHblE  KIMHHUKO-TA00paTOpHblE IapaMeTpbl  MPOJOJDKAIOT  ONPEAENsATh  IMPOTHO3
3a00JI€BaHUs, TaK K€ KaK M HECKOJBKO IECATKOB JeT Hazajd. [[ns Ph-neratuBubix B-kieTouyHbix
OJUI ¢akropamu pucka OOJBIIMHCTBOM HCCIIEAOBATENeH NMpHU3HAIOTCA: OoJjiee CTapIIMii BO3pacT
(30 net u Gonee), MEUIMANEHBIH NeiikormuTo3 (30 x 10%/1 u Gonee), parHuii heHOTHTI (paHHMIT TIpe-
B nwnu BI no xnaccudukauuu EGIL), yBenuuenune nokasarens JIJII' B 2 pa3a u Gonee, no3nHee
(6onee yem Ha 35-i1 nmenb) noctwkenue [IP, oOnapyxenue t(4; 11). Hna T-xknetounsrx OJUI —
pannue u 3penbii ummyHodpeHotunsl (TI/II u TIV no knaccuduxanuu EGIL), muuImanbHeii
neiikoruTo3 (100 x 10%1 n Gonee), mosmaee noctmxkerne ITP. TToMuMo 3TOTO, TIOCTEIHNIE JECAT
JeT KIr4eBbIM (pakTopoM nporHosa ais Beex OJIJI cran mokazarens, onenuBatomuiit MObB: ipu ee
0OHApyKEHHHM C UYYBCTBHTENBHOCTBIO MeTona 10* B TedeHHe 6 MecslleB J€YeHHs IPOTHO3
onpenensercs kak HeraTuBHbIM. [lammentam ¢ OJIJI ompeneneHue rpynmel pucka, Mo KOTOPOU
OTIpeieNisieTCsl TeparneBTUYecKasi TaKTUKA, JOJDKHO BBITIOJHITHCS TOJIBKO B paMKax TOTO MPOTOKOJIA,
KOTOPBIN MCITOJIB3YETCSl Y KOHKpETHOTo manuenTa [1, 2, 4, 5, 12].

Heo0xoauMo cuMTaTh HEBBINOJHEHHME IIPOTOKOJA TEpaluy, HEperJaMeHTUPOBAHHOE
CHWKEHHE JI03 IIpenapaToB, /JIMTEIbHbIE WHTEpBalbl 0€3 JIeUeHHUs, HE IpeIyCMOTPEHHBIE
IIPOTOKOJIOM, I'pyOBIMH HAPYIIEHUSMH XMMHOTEPANEeBTUYECKOIO MPOTOKOJA, U OLECHUBATH TAKUX
MAaI[MEHTOB KaK MalHCHTOB C KpaiiHe HeOIaronpusATHBIME HCX0AaMu Tepanuu [1, 2].

3.3. IlpornocTnyeckas 3Hauumoct MOb

M3BectHo, uto mepcuctupoBanue MObB mnocne UWT/kKOHCONMMIAIMOHHOW — Tepanuu
accoLMUpyeTCsl ¢ HEeOIAronpusATHBIM MPOTHO30M U BBICOKOM 4YacTOTOW PEelMIMBOB, HECMOTPS Ha
npononkerre XT, u npu Ph-nosutuBHeIX 1 Ph-HeraruBusix OJIJI [56, 68-73].

Takxe kpaiiHe HEOIAronmpuUsITHBIM (AKTOPOM SIBIISIETCS MOJIEKYJSpHBIA peuuauB. Menuana
BpemeHu oT aetekuuu MObB B KM 10 pa3BuTHsS reMaToJIOTMYECKOTO Pa3BEPHYTOT'O PELMIMBA
COCTAaBJISIET OKOJIO 2-4 MecsLEB.

- Pexomennyercs nedyenue mousekynsapHoro peruausa Ph+ OJIJI u Ph- OJIJI B cooTBeTCcTBUU
CO CTaHJapTamMH, pa3paOOTaHHBIMH JUISI Pa3BEPHYTOr0 MOPQOJIOrHUECKOro peluIuBa, Kak
muaumym ipu OJUT y B3pocnsix [1, 2, 4, 5].

VpoBeHb yoeautenbHOCTH pekoMenaanuii — C (ypoBEeHb JJOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

Kommenrapuii: npu MosekyisipHoMm peuuaue Ph+ OJIJI HeoOXoauMO BBIMOJHUTH CMEHY
NTK, pekoMeHJ0BaHO MpU 3TOM HccienoBaHue MyTannoHHoro craryca BCR-ABL rena ¢ nensto
HaszHaueHus 3¢ ¢extuBHoro UTK. Kpome toro, u npu Ph-, u npu Ph+ OJIJI nmokazana BbIcOKas
3¢ deKTUBHOCTh MpUMEHEHHUs OnuHatymomaba** [74], B Tom umcne ¢ Bkmouenuem WUTK, mpu
MOJIEKYJIIPHOM peuuauBe WM nepcucreHunn MPb. Hannune MOnEKyJIsspHOrO penuauBa MOXKET
ABJIATBCA KpuTepreM BKIro4ueHHsd B KM 1o MCIosib30BaHUIO 3KCIIEPUMEHTANIBHBIX JIEKapCTBEHHBIX
CPEICTB.

@DaKkTOpoM HEraTMBHOTO MPOTHO3a B IJIaHE Oe3pelUIMBHOIO TeUEeHUs 3a00JIeBaHUs SBISETCS
oOHapyxenne MObB kak 10, tak u nocine TI'CK. BeposTHOCTh pa3BUTHs peLUMBA JOCTOBEPHO
BBIIIIE y MALMEHTOB, Y KOTOpbIX onpenensercs MOD.
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3.4. Jleuenne manuenToB ¢ Ph- OJLJI

Br100op nporpammbl T y nauuenToB B Bo3pacre 10 55 jer

Paznmunble  WcclemoOBaTENbCKUE TPYIIBI  MPUMEHSIOT — Pa3IUYHBIC CXEMBl  Teparuu
(mpunoskenne A3.1), emunoro mportokosa Teparmu OJIJI He cymectByer. OOImMA MPHUHIAI
Tepanuy TPEACTABIICT COOOH BBIOMHEHHE TpeAda3bl, WHIYKIHUH PEMHCCHUU, KOHCOJIWIAINH
PEMUCCHH, TTOIJICPIKUBAOIIEH TepaIuu.

- Pexomenpayercs nanuentam ¢ Ph-neratuubiv OJIJI B Bo3pacTe MoJIoKe 55 JI€T BBINOIHSTH
tepamnuio 1o mporokosry OJIJI-2009 (cm. npunoxenue A3.1) [67].
YposeHs yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

- PexomeHtyeTcst B KauecTBE abTEPHATUBHI TSI MOJIOJBIX MAIMEHTOB B Bo3pacte jo 30 et
MIPOTOKOJI POCCUUCKON TieuaTpuueckon rpynmsl 1o JiedeHuto OJIJI — MB-2008 (cM. mpuioxkenue
A3.1) [75].

VYpoBeHb yOeAUTENBHOCTH PeKOMEHIaInil — B (YpOBEHb JOCTOBEPHOCTH JOKA3aTEIBCTB — 3).

- Pexomennayercst B kauecTBe anbTepHaTUBBI mpoTokosy OJIJI-2009 npumeHeHue mporpamMm
neuenus Hemenkux (GMALL), dpanmysckux (GRAAL) u amepukanckux (MD Anderson CRC)
uccrenoBatenei (mporpaMMbl Tepanuu MpUBEACHBI B Tipuiioxkennu A3.1) [76-79].

VYpoBeHs yoeauTenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5).

- PexoMeHyeTcst HCTIONIb30BaTh (haKTOPBI PUCKA, ompeestone ctpareruto tepanuu OJLI,
B 3aBUCHUMOCTH OT KOHKPETHOTO BBIOPDAHHOIO BpayoM IMPOTOKOJa JieueHus (cM. pazzen 3.2
"ITporaoctuueckue hakropsl dpdekTuBHOCTH NeucHus") [1, 2].

YposeHs yoeauTenbHOCTH pekoMeraaiuii — C (ypoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — D).

KommenTapun: He3aBUCHMO OT BBIOpaHHOTO mpoTokoJia Tepanuu mamueHToB ¢ OJIJI ¢ t(9;
22), t(4; 11) HEOOXOIUMO OTHOCUTH K TPYIIE OYEHb BBHICOKOTO PHCKAa M Y BCEX C CaMOro Hadyala
paccMaTpuBaTh BO3MOKHOCTB BblnosiHeHHs aiio-TI'CK.

- PexoMenayercss mpu TrpyObIX HapyIICHUSX JHOOOTO MPOTOKOJA MEPEBOJAUTH MAIMEHTOB B
TPyIIy OYeHb BBICOKOTO PHUCKa M NMPHUHUMATH PEIICHHE O BO3MOXKHOCTH BbINOJIHEHUs ayuio-TT'CK
(cm. paszen 3.2 "TIpornoctudeckue dakTopsl d3pdexkruBroctu neuenus") [1, 2].

VYpoBeHb yoeauTeapbHOCTH pekoMeHaaiuii — C (YypoBeHb JJOCTOBEPHOCTH JI0KA3aTENbCTB — 5).

pengasa

[Ipendasy HeoOX0AMMO HAYMHATH Cpa3y MOCIIE TOro, Kak BCE IMarHOCTUYECKUE MEPOTIPUATHS
OyZyT 3aBepILEHBI.

- Pexomennyetcst BceM nanMeHTaM ¢ BepU(HUIMPOBAHHBIM JMArHO30M HauuHaTh npeadasy
MPETHU30JOHOM™** ¢ 11eIbI0 IUTOPEAYKIIMH U OTIpeIeNIEHUs] YyBCTBUTEIBHOCTH K IMPEIHU30JI0HY ™ *
[80].

VpoBeHb yoeauTenbHoCTH pekoMeraanuii — C (YpoBeHb JJOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

KommeHTapuu: MoOHOTepanusi TIFOKOKOPTUKOCTEPOUJIAMM SIBIIsieTCSl OCHOBOHM mpeadasbl —
uHUIManbHoi Tepanuun OJUIL. dnutensHocTh mpedasbl cocTaBiseT 7 AHEH, M HEMOCPEICTBEHHO
nocie Hee ciexyeT MHAyKuMoHHas ¢aza I. Ilpendasa mo3Bosiser cTaOMIN3UPOBATH COCTOSIHHUE
MAIMEeHTOB, KOTOpbIE IOCTYMAIOT B OTAEJICHHE TE€MAaTOJOTMH C TKEIbIMU HHQOEKIMOHHBIMU
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OCJIOXKHEHUSIMH, META0OJMUYECKUMH  HApYUICHUSAMU W/WIH CEphe3HBIMH  KPOBOTCUCHUSMH
(aHTHOMOTMKAMM W TIPOTUBOTPUOKOBBIMH  CpEICTBAMH,  TpaHC()Y3MOHHOW  Tepammue,
3aMECTHTENBbHON Tepamuel, (akTopaMu CBEpTHIBaHUS, aJUIOMypHHOJIOM™*/pa3dypukazoii**), u
HauaTh 1-10 a3y mHAYKIUM Oe3 3aJep>KKW WIM ¢ MHUHAMAIbHBIMH OTKJIOHEHHSIMHU. Bo Bpems
BBINIOJIHEHUS TpeAda3bl OCYHIECTBISETCS IUTONEHETUYECKash JAMAarHOCTUKA, YTO IO3BOJISIET
BBIICNTUTEL ManueHToB ¢ Ph-mosutuBHbM OJIJI m Ge3oTnarareiabHO HadaTh UM TEPBYIO (a3y
WHIYKIAA 110 MeHee TokcmuHomy mportokonry st Ph+ OJUJI. Ecte HeOosbmias 07 B3pPOCIBIX
nanueHToB ¢ OJIJL, y KOTOpBIX perucTpupyercss OUeHb BBICOKAs YyBCTBUTEIBHOCTb OITYXOJIEBBIX
KJIETOK K TPEAHU30JIOHY™**, u monHas pemuccus (nanee — [IP) moxxer ObITh mocTUTHYTaA Tocie 7
JHEW MOHOTEpAIuH TITIOKOKOPTUKOUAaMu. HecMoTpst Ha TO, 4TO B psifie IPOTOKOJIOB Ipendasza He
SIBIISIETCSL 00s3aTEIbHBIM KOMIIOHEHTOM, Hampumep, B nporpamme MDACRC (Hyper-CVAD),
poccuiicKHe SKCIIEPThI MOJIAraroT, YTO BHINOJIHEHKE Tpeada3bl KpaiHe 1enecoo0pasHo.

Nuaykuus pemuccnu

- Pexkomenmyercs BceM MmanueHTaM CTPOTO BBINOJHITH HHIYKIIMOHHBIN Kypc Teparuu
COTJIAaCHO BBIOpAaHHOMY MpOTOKOIy JieueHus Ph-ueratuBueix OJUI [1, 2].

VYposens yoeautenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — D).

Komwmenrtapun: 1 ¢aza mHIYKIMM siBisieTcsl HanOoJee KPUTHYHOH, €€ MPOJOJDKHTEIHHOCTD
coctaisieT 4 Heaenu (wu 2 Henenu B npotokose Hyper-CVAD). iMeHHO BO BpeMsl BBIIIOJIHEHUS
storo stana UT peructpupyercsi camoe OOJIBIIOE YHCIO OCJIOXHEHWH, KaK TOKCHYECKUX, TaK U

MH(EKIIMOHHBIX, C 0KUJAEMOIN YaCTOTOW PaHHUX JIETATHHBIX UCXOJ0B MPUOIUZUTEITHHO > 5%. B
poccuiickoM MHoroueHTpoBoM KU, BxmounBmem wHbopmammio no 300 manuentam ¢ OJIJI B
BO3pacte oT 15 1o 55 ner, nokazarens paHHEH JIETATbHOCTH cOcTaBuII 9%.

B sToT mepuoa He06X0AMMO BBIMOIHITH BECb 00BEM COMPOBOIUTENILHOMN Tepamuu, BKIIOYas
MOHUTOPUHI M KOPPEKIHUIO IJIA3MEHHOTO TeMOCTa3a, TPOMOOLMTOTCHHH, AaHEMUH, JIeUEeHUE
MH(EKITMOHHBIX OCJIOXHEHUW, META0OJNYECKUX HAPYIICHHH (caxapHOTo auadeTa), MCUXHUYECKUX
paccTpoiicTB, HEBPOJOTUYECKOW CUMITOMATUKH, OCTPBIX T€MaTUTOB, TAHKPEATUTOB U T.1. B ciryuae
Pa3BUTHS KpaiiHE TSOKEIBIX OCIOKHEHUN /WK TITyOOKOM mUTOoneHuH (JIeikonutoB Menee 500 ki1 B
MKJI) IIMTOCTaTHYEeCKas Tepamus JOJDKHA ObITh IIpepBaHa (KpoMe MpeaHu30JoHa**) wu
BO30OHOBJIECHA C MOMEHTAa OCTAHOBKHM TMPU KOPPEKIHH OCJIOXKHEHUH ¥ BOCCTAHOBJICHUU
roKasareseil KpoBu.

Bce mporpammbl JiedeHHS BKJIIOYAIOT BUHKPUCTUH™*, MPeNHU30NOH** W aHTpalUKIMHBI
(mayHOpyOHITHH**).

[IpumeHeHre TOTO MM HMHOTO TJIIOKOKOPTHUKOCTEPOUIHOTO TOpMOHA (TPETHU30JIOH™**,
METHJIIPEAHU3OIOH™ ¥, nmekcameTa3zoH™*) ompenenseTcs BbHIOPAaHHBIM IPOTOKOJIOM JICUCHHS.
[Ipennuzonon™* wHOrAA 3aMEHSIOT Ha JeKCaMeTa30H™* mocie OIEHKH YyBCTBUTEIBHOCTH K HEMY,
MOCKOJIbKY JeKcameTa3zoH** oOmamaer Oojee BBIpaXEHHBIM LUTOCTaTUYECKUM 3(ddekToM u
nponukaer B L[HC. B poccuiickom mnpotokone "OJIJI-2009" mpenHuzonoH** 3amMeHSIOT Ha
JIeKcaMeTa30H™** mpu KOHCTaTallMi MHULIMATIBLHOU HEeHpOJIeiiKkeMUH WK Ha 7-i JeHb, €CIH MPOIEHT
onmactabix Kki1eTok B KM mocne mpeadassl paBeH unu npesbimaeT 25%. [lexcamerazon** Ooinee
TOKCHYEH W TpeOyeT THIATeNIbHOTO MOHUTOPHUPOBAHUS C IENbI0 CHIKEHHS PHCKA CEPhE3HBIX
uHpekumii. YUTto KacaeTcs aHTPALMKIWHOB, TO ONTHMAIBHBIM TpernaparoM MOKHO CUHMTATh
nayHopyounna**. Cnoco6 ux BBEACHUS MOXKET OTIn4athes (3 AHs nmoApsn, 1 pa3 B Heaento, 2 pa3a
yepe3 2 HelelH), HO JTOT MapaMeTp HE OKa3blBaeT BIMSHUS HAa 4acToTy JocTwkeHus [IP u ux
MPOJIOJIKUTETHEHOCTb.

Yacto B | dasze MHAYKIIMU TPUMEHSIOT acmaparnHasy**, xoTopas B JaJIbHEWUIIIEM MOXET
MCIOJIb30BaThCA U HA IPOTshKeHUU Beel mporpammel niedennst OJIJL. [Tomaratot, 4to 3TOT mpemapat
YBEIIMYUBAET MPOAOLKUTEIBHOCTh [IP (HO He BeposSTHOCTH ee AOCTIKeHus). OIHAKO paHHSISA
OTMEHA aclaparvHasbl** BCIEICTBUE Pa3BUTHs TOKCHYECKUX PEAKIUi HE OKa3hbIBaeT BIUSHHUS Ha
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JIOJITOCPOYHBIE PE3YIbTAThI, B TO BPEMS KaK HapyLIEHUs KOAryJIILIMOHHOTO T€éMOCTa3a OTMEYAI0TCA
gacto (O6onee yem y 60%) u TpeOylOT MOHMTOpPMHIa KOAryIsIIMOHHBIX MapaMeTpoB, a MpHU
HeoOxouMoCTH — 3amenieHus anTutTpomobuna 1 n/wnmu udpunorena.

B mepuwon 1 ¢aser UT pomkHO OBITH BBIOJHEHO S5 JIFOMOANBHBIX MYHKIHHA C
npoMIaKTUYEeCKUM  BBEICHHMEM  Tpex  npenapatoB  (MeroTpekcar®*,  murapaOua**,
JeKcaMeTa3oH**),

IT ¢a3za uHAYKIMHM COCTABISAET MO [UIUTEIBHOCTH 3-4 HeAenu B OOJIBIIMHCTBE MPOTOKOJIOB M
MpeIyCMaTpUBaeT HWCIOIb30BaHue IuKIopochamuaa**, craHAapTHBIX 103 ImUTapabuHa*™* u
MepkanromypuHa**. Ha 3ToM 3Tare Taxke BBITOJHSIIOT CIIMHHOMO3TOBBIC TYHKITHH.

B npotokone Hyper-CVAD 2-it stan UT mnpexacraBnser co00il BBICOKOJO3HBIH Kype C
BKJIIOUEHUEM IUTapabuHa™* u Mmerorpexcata™*.

Henoctuxenue IIP mocne 3Tolt ¢a3bl MHAYKIMM paclieHHBAaeTCs Kak pedpakTepHOCThb, U
MalUeHThl TEePEBOJTCA Ha TMporpammbl JedeHus pedpaktepHsix (Gopm  OJUJI, kotopsie
CYIIECTBEHHO OTJIMYAIOTCS, B 3aBUCUMOCTH OT MMMYHO(EHOTHINYECKOTO BapuaHTa. [IpoTokosibl
XT npusenensl B npwioxenun A3.1.

- Pexomennyercsa Bcem manueHam ¢ 15-ro gHsS OT Hauvana jedeHuss Ha Bce Bpemsa XT
BBITIOJTHATH npOoPUIAKTHKY ITHEBMOITUCTHOM MTHEBMOHHH #KO-TPUMOKCA30JI0M
[cynbhamerokcazont+Tpumeronpum]** (480 mr 1 pa3 B neHb exenHeBHO) [1, 2].

VYposens yoeautenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KoHcoangauusa

- Pexomenmyercsi Bcem maruenTtaMm, jgocturmuM [P mocne 3aBepmieHUs] WHAYKITHOHHOTO
9Tamna, BBHIMOJHUTH 3Tall KOHCOJUIHMPYIOUIETO JICYEHUS CTPOTO IO TOMY JK€ MPOTOKOIY, IO
KOTOPOMY IIpOBOAMIACk HHayKnus [1, 2, 4, 5].

YpoBeHs yoeaurenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KomMeHTapuu: Tepamnusi, KOTOPYIO MNPOBOAAT mociie noctwxkeHusa [IP — xoHconmmpanus, B
pa3HBIX MPOTOKOJAX JICYCHUS CYIIECTBEHHO OTJIMYACTCS 10 CBOCH MHTEHCHMBHOCTU. BOJBIIMHCTBO
EBPOMEHCKUX HCCIIEI0BATEIILCKUX TPYII MPUMEHSIOT BBICOKOJO3HBIC MPOTOKOJBI C BKIIOYCHUEM
HECKOJIbKUX KypcOB HUTapabuHa™* u metoTpekcaTa™** B BBICOKHX J103aX, 00JaAal0MIUX 3HAYUMBIM
MUEIIOCYIPECCUBHBIM ~ 3()(EeKToM HM  CONPOBOXKIAMOIIUXCSA  JUTMTEIBHBIMU  TIEPHOIAMHU
MUEIIOTOKCUYECKOTO arpaHyjonuTo3a W mepuomamu 0Oe3 JedeHus. LlIupoko wucmonb3yemblit
amepukaHckuii niporokos Hyper-CVAD sranoM KOHCOJHMIAIIMM HAa3bIBaeT 4 TOCIIENOBATEIBHBIX
YepeNYIOIUXC Kypca, aHAIOTUYHBIX WHAYKIMH, JIBAa W3 KOTOPBIX — BBICOKOJO3HBIE [57].
[TpUHIMNIHATEHO OTIMYAIOIIUMCS TIOJIXOJI0OM SIBIISIETCS  3Tall KOHCOJIMAALUU B POCCHICKOM
npotokosie "OJIJI-2009", koropelli mpeAcTaBiseT Cco00M HENMPEphIBHOE ITUTOCTATHYECKOE
HU3KOJI03HOE Bo3jeiicTBUe. MHTepBan Mexay 3aBepiicHreM Il (a3bl HHAYKIIUM ¥ HAa4ajaoM dTara
KOHCOJIMJIAIIMK TIPEJICTaBIsieT co00i 7 JTHEH, BCe OCTajbHbIC dTarbl KOHcomuaanuu (1-3-if srarmbr)
npoBoaaTr 6e3 mepepbiBoB. Koncosmpmanus 4 B npotokosie OJIJI-2009 (cm. mpunoxenue A3.1)
Tpe/CcTaBlIeHa OJHOKPATHBIM BBEJEHMEM MeToTpekcaTta** B Bhicokoit jno3e (1,5 r/m?) Ha done 3
IHEeW JexcameTa3zoHa** W OJHOKpAaTHBIM BBEIEHHEM aclaparuHaszbl™*; KoHconmuaanus S5 —
OJIHOJIHEBHBIM BBEJCHHEM HUTapabuHa** B 03¢ 2 r/M° 2 pa3sa B JeHb Ha (oHe 3 jHeif
nekcameTa3oHa** M 0JTHOKpaTHBIM BBEACHHEM acnaparuHassr** [67].

Xotenoch Obl OTMETUTb, YTO B POCCHUICKMX TIeMaTOJIOTMYECKMX LEHTpax (HaKTHUYEeCKU
OTCYTCTBYET BO3MOXKHOCTh MOHUTOPHMHIA KOHLEHTpAallMU METOTpeKcaTa**, 4ro HEeyKOCHUTEIbHO
TpeOyeTcsi NpH BBINOJHEHUHM BBICOKOJO3HOHM Tepamuu. BcenenacTtBue 3Toro gaxe OJHOKpaTHOE
UCIOJIb30BAHUE METOTpeKcaTra®™™ B BBICOKOW /103€ COIMPOBOXKIAETCS JIETAIbHOCTBIO, CBSI3aHHOM ¢
TOKCHUYHOCTBIO Ipernapara. B cBs3M C 3TUM XOTenoch Obl OOpaTHTh BHHUMAHHE I'€MaToJIOrOB,
KOTOpBIE€ BBHIOMPAIOT WHBIE 3apyOe’KHble MPOTrpaMMBbl JIEYEHHS, Ha TO, YTO B ITHX MPOTOKOJIAX
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METOTpeKcaT** B BBICOKMX J103aX NMPUMEHSIOT HEOJHOKPATHO M MCIIOJIb30BaHHE METOTpeKcara™™ B
IIPEAIIMCAaHHBIX J03aX 0e3 Haluuus aJeKBATHOT'O MOHUTOPHHIA C BBICOKON BEPOATHOCTHIO MOXKET
3aKOHUYUTHCS JIETATIBHBIM UCXO/I0M.

- PexomeHnyercs manueHTaMm MCIOJIb30BaHME METOTpeKcaTa®* B BBICOKHMX J/103aX COIJIACHO
IIPOTOKOJIaM JIEUEHUS TOJIBKO B F€MaTOJIOIMUECKUX LIEHTPaX, /1€ €CTh BO3MOKHOCTh OCYILECTBIISATh
M3MEpeHue KOHLIEHTpAllUM Ipenapara B CbIBOPOTKE KPOBM, Ul MPEIOTBPALICHUS TAKEIbIX
HEXeJIaTeNIbHbIX SIBJICHUH, OOYCIIOBJICHHBIX HEaJEKBAaTHOW »JIMMUHaLUEN MeroTpekcara. llpu
OTCYTCTBHH 3TOH BO3MOKHOCTH LIEJI€CO00pa3HO BBIOMPATH MPOTOKOJIBI 0€3 BHICOKOJO03HBIX KYPCOB
[1, 2, 4, 5].

YposeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

- Pexomenmyercs BceM MalMeHTaM HEYKOCHHUTEIBHO COOJIFO/IaTh BPEMEHHOH pErJIaMEHT
npoTokosioB [1, 2, 4, 5].
YposeHb yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

- PexomeH TyeTcss BceM MaIieHTaM Ha BCEX Tanax KOHCOJIHMJIAIUH BBITTOJTHATE TPO(QUIaKTHKY
ITHEBMOIIMCTHOM ITHEBMOHUU #KO-TPUMOKCA30JI0M [cyab(ameTokcazon + Tpumeronpum|** (480 mr
1 pa3 B neHb exeaHeBHO) [1, 2].

Yposens yoeautenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

IIpopunakTuka u JJeyeHue HeHpPoIeHKeMHuH

Hauano mnpodunaktuku nopaxenus [[HC, kak xmroueBoro kommoneHTta tepanuu OJLI,
MIPOBOIUTCS OJTHOBPEMEHHO ¢ HavasioMm cucrtemuoit UT [1, 2, 4, 5].

- Pexomenmyercs BceM TMalnMEHTaM B KayecTBE NPO(PMIAKTUKA  HEHpOJEeHKEeMHUH
OCYIIECTBIISITh CIMHHOMO3TOBBIC IYHKIIMM C WHTPATEKaJIbHBIM BBEICHHUEM TpEX IPEraparos:
MetoTpekcara** (15 mr), nurapadbuna** (30 mr), npeaauzonona** (40 mr) wim nekcameTazoHa™*
(4 Mr) cormacHo cxeMe BbIOpaHHOTO IPOTOKOoIa (cM. mpuitokenue A3.1) [1, 2].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii — C (ypoBeHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KomMmeHTapuu: HMHTpaTeKallbHOE BBEICHHE XUMHOIPENApaTOB PEKOMEHIYETCS BBITOJHSATH
BCEM TallMEHTaM B MOMEHT IIEPBOM, TaK Ha3bIBAEMOI TMarHOCTUYECKO CITMHHOMO3TOBOW MTYHKITHH
C JIe4eOHO-TIPOPHUIAKTHUECKOHN TIEITBIO.

- He pexomenmyercss TpH BBICOKOM HHHIIMAILHOM JielikonuTo3e (Gosmee 50 ThIC.),
BBINIOJIHEHHE CIMHHOMO3TOBOM MYHKIMHM B 1-i JieHb Tepanuu; €€ BBIIOJHEHUE IOJDKHO OBITh
OTJIOKEHO JI0 MOMEHTAa CHIDKEHHS 4YUCla OJAaCTHBIX KJIETOK B IMEPUPEPUUECKON KPOBHM IS
n30€XaHusT KOHTAMMHAIIMY OJIACTHBIMH KJIETKAMU CIIMHHOMO3TOBOM JKUIKOCTH IIPY TPABMATHYHOM
nyHkiun [1, 2].

VYpoBeHb yoeauTeapbHOCTH pekoMeHaamuii — C (YypOBeHb JTOCTOBEPHOCTH JI0KA3aTeNILCTB — 5).

- PexoMenayercs BbinosiHeHue npodunaktruueckoit aydeBoit Tepanuu (JIT) (B noze 24-30 I'p)
TOJBKO y TMAIMEHTOB, MOJYYAIOIIUX JEUEHUE B paMKaxX 3apyOeKHBIX MPOTOKOJIOB, BKIIIOUYAIOIINX
JIT B mporpammy (cMm. mnpunoxenue A3.1), nub0 y MNalMEeHTOB, y KOTOPBIX BCJEACTBUE
AHATOMHUYECKHX 0COOCHHOCTEH HEe MOTYT OBITh BBIIIOJIHEHBI CITMHHOMO3TOBBIE MyHKIHH [1, 2, 4, 5].

VYpoBeHb yoeauTeapHOCTH pekoMeHaaruii — C (YypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — b).

KommenTtapuu: B pamkax Poccuiickoro mpoTokona BeImoHeHHE npodunakruyeckoit JIT He
pekomeHnayercs [67].

- PeKOMeH,Z[yeTCH BCCM MaUCHTAM MHUKPOCKOIIMYCCKOC HCCICIOBAHUC CIIMHHOMO3IOBOH
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KHUJIKOCTH, TOJCYET KJIETOK B CUETHOM Kamepe (OIpeneseHHe IUTO03a) W/UIH LUTOJIOTUYECKOe
UCCIIEIOBAaHUE  KJIETOK  CIIMHHOMO3TOBOM  JKMIKOCTH IS WCKIIIOUYCHHS/TIOATBEPXKACHUS
Heitposerikemun [40].
YpoBeHb yoeauTenbHOCTH pekoMenaanuii — C (YpOBEHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).
KoMMeHTapuu: pauarHo3 HeWpoJieMKeMUM  yCTaHaBIMBAlOT Ipu  OOHAPYKEHUU B
CIIMHHOMO3TOBOM JKUAKOCTH OJACTHBIX KJIETOK (B JIFOOOM KOJIMYECTBE) WJIM TaK HAa3bIBAEMOTO
uTo3a 6osiee 15/3 (Mam 5 KIETOK B MUKPOIIUTPE).

- Pexomennyercsa BceM ManuveHTamM NPH KOHCTAaTallMM HEHPOJEHKEMHUM B MOMEHT IIEPBOM
JMAarHOCTHYECKOW CIIMHHOMO3TOBOW IMYHKIMU IEPEBECTH MAIMEHTa Ha JeKcaMeTa3oH** (103bl
COrJIaCHO TMPOTOKOJIy Tepanuu — cM. mpuioxeHue A3.1), kak mpemnapaT, MPOHUKAIOIIUNA uyepe3
reMaTodHIedannyeckuii 6aprep [81].

YposeHs yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

[MopnepxkuBarmas Tepanus

[loanepxuBaromas Tepanus sBISETCS HEOThEMJIEMON M HEOOXOAMMOM YacThIO CTaHAAPTHOU
tepariun  OJIJI 'y B3pocibix, 3a wuckmodenuem OJIJI u3 3pensix  B-numdornurtos. Ee
IIPOJIOJDKUTEIBHOCTD COCTABIIIET B CPETHEM 2 TOJA.

- IMaumentam ¢ Ph- OJIJI (kpome Ttepanum 3penoro Bapuanta B-OJIJI) pexomenmyercs

MPOBEJICHUE  MOJJICPKUBAIOMICH  TEpamuH,  COCTOSAIICH W3  ©KEJHCBHOIO  IpueMa
MepKanTomypuHa**, Merorpekcata** (103UpoBKa COTJIACHO MPUMEHIEMOMY Y JaHHOTO IMalMeHTa
MPOTOKOJIY  JICUeHHs, CcM. mpuiokenne A3.1) — 1 pa3 B  Hememo, MYyJIbCOB

[IIOKOKOPTHKOCTEPOUIHBIX TOPMOHOB M BUHKpHCTHHA** — 1 pa3 B mecs [1, 2, 4, 5].
YposeHs yoeauTenbHOCTH pekoMeraaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).
KomMMmeHTapun: 3TOT 3Tam JICYCHHS MOXKET OCJOXHSATHCS Pa3BUTHEM MHUEIOTOKCHYECKOTO
arpaHyJIOIITO3a, TOATOMY HEOOXOJWMO YETKO BBIMOJHATh PEKOMEHIAIMH IO KOPPEKIUH 103
[IUTOCTATUYCCKUX MPETapaToB.

- TTarieHTaM PEKOMEHIYETCS TIPOBEICHUE TIOAAECPKUBAIOIICH TEPAIMU C YIETOM yKA3aHHBIX
B NPUMEHSIEMOM Y JAHHOTO ITal[MeHTa IPOTOKOJIE JICYCHHUS PEKOMEHIAIMHA 0 PEIYKIMH 103 C
HEeIbI0  MUHHMH3AIMM  YWCIa HHQPEKIHOHHBIX  OCJIOKHEHHM, CBA3AHHBIX C pa3sBHUTHEM
[UTOIICHHYECKOro cuHapoma (cM. npunokenne A3.1) [1, 2, 4, 5].

VYpoBeHb yoeauTeapbHOCTH pekoMenaaiuii — C (YypOBeHb JTOCTOBEPHOCTH JJOKA3aTeIbCTB — 5).

- He pekomenayercss mnpoBeAeHHE MOAJepkuBaomel Tepanuu nocne amio-TI'CK
(uckmouenue cocrasnsier Ph/BCR-ABL-no3utuBsbiit OJUJI, npu KOTOpoM MOKa3aHO MpUMEHEHHE
NTK nocne amio-TI'CK B Teuenue 2 ner) [1, 2, 4, 5]

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii — C (YypOBEHb JTOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

- Pexomenyercs mpoBelieHHEe MoAJepKUBaolIeil Tepanuu namuentam nocie ayro-TI'CK c
Y4eTOM PEeAYKIHH 03 MpPEernaparoB, Pe3yJbTaTOB PEryIsipHOTO MCCIIEJOBAHUS KIMHHUYECKOTO U
OMOXHMHYECKOTO aHATM30B KPOBH, M IPU OTCYTCTBHH HH(MEKIIMOHHBIX OCI0OXKHeHH i [ 1, 2, 4, 5]

VpoBeHb yoeauTenbHoCTH pekoMeraanuii — C (YpoBeHb JJOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

- Bcem mnammeHTam peKOMEHIyeTcs TpuUeM #HKO-TpUMOKca3zona [cynb(ameTokca3on -+
tpumeronipuM|** (480 mr 1 pa3 B JIeHb €KEIHEBHO) BO BPEMS BCEH MOAICPKUBAIOIICH Teparuu C
EJIBI0 TPO(GUIAKTUKY THEBMOIMCTHOW THeBMOHMH [ 1, 2].

YpoBeHs yoeautenbHOCTH pekoMeHnaiuii — C (ypoBeHb JOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).
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Jleuenune sumodaacTHOM JuMPp oMbl

- PexomeHtyeTcst Bo Bcex ciydasix SKCTpaMeqyJUISIPHOTO MOpakeHUs (JlaXKe MPU OTCYTCTBUU
nopaxenuss KM) npoBoauTe Tepanuio namnueHTam 1o mnporokoity gedeHuss OJIJI (cm. npunoxenue
A3.1) [14].

YpoBeHb yoeauTenbHOCTH pekoMenaanuii — C (ypoBeHb JIOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

- PexoMeHnayercss BCeM NalMEHTaM BBIMOJHUATH JUCTAHIMOHHYIO JIy4EBYIO TEParUio MpU
MOPAXEHUU CpeloCTeHUs B J03e 36 I'p B koHue koHcoaupanuu uiau nocie ayro-TI'CK, ecnu
pasMephl CpeloCTEHHSI MOCIIE BBHITIOIHEHUSI BCEX 3TANOB KOHCOJIHMIAIMHA OCTAIOTCS YBETMYCHHBIMU
(3 cm u Goutee) [1, 2, 4, 5].

YpoBeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

Kommentapun: mnpu OJUI mnopaxenue nuM@paTH4eCKUX Y3J0B, TIEUEHH, CEJIC3EHKH,
CPEAOCTeHHBIX JHM(OY3JIOB W THMyca HE OTHOCAT K OKCTPaMENy/UIIPHBIM, MOCKOJIBKY
BBIIIIENIEPEYHCIICHHBIC OPTaHbl SBISIOTCS YaCThIO TUMQAaTHIecKoi crucTeMbl opranuima u npu OJ1J1
WX BOBJICUCHHE B MIPOIIECC SABISIETCS OOBIYHBIM MPOSIBIICHHEM 3a00JeBaHus. K skcTpaMenyisipHbIM
OTHOCST HEHpOJIENKeMHIO (CM. BBILIE), MOPaKEHUE KOXKH (KOXKHBIE JIGMKEMUIbI), MATKUX TKaHEH,
KOCTEH, SIMUeK, IMYHUKOB U JIP.

3.5. Ph- OJIJ1 y mo:KuJibIX NalieHToB

- Pexomenmyercss JedeHWe y TMAMEHTOB cTapmie 55 JeT HayuHaTh C  mpeadasbl
KOPTHKOCTEpOUIaMH (JI03MPOBKa COTJIACHO MPOTOKOIY, MPEACTABICHHOMY B mpuiokeHun A3.1)
[1, 2, 4,5].

YposeHs yoeauTenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

- Pexomenayercss manuentam crtapme S5 ser ¢ Ph-weratuBeiMu  OJIJI ¢
YIIOBJICTBOPUTEILHBIM COMATUYECKHM CTAaTyCOM 0€3 TSDKEIOH COIyTCTBYIOIIEH MAaTOJOTHH
npoBeaenne UT muTocTaTnyeckuMu mpenapaTaMd B CHIDKCHHBIX JI03aX C TOCIEIYIOIIMMHU
KypcaMu KOHCOJUIAIMK U ToepkuBatomieid Tepanuu (npuioxenue A3.1, mpotokos OJIJI-2009
VIS TIalMeHToB cTapire 55 ner) [1, 2, 4, 5].

YpoBeHb yoeauTeabHOCTH pekoMenaamuii — C (ypoBeHb JTOCTOBEPHOCTH JJOKA3aTeIbCTB — 5).

- He pexomennyercs maumentam OJIJI B Bo3pacte crapmie 65 neT paccMmarpuBaTh
BO3MO>KHOCTH BbITIOJHEHUs aJu10-TT'CK B CBsI3M ¢ BBICOKUM pUCKOM JieTaibHOCTH [82].
VYpoBeHb yoeauTeabHOCTH pekoMenaamuii — C (YypOBEHb JTOCTOBEPHOCTH JJOKA3aTEeIbCTB — 5).

- PexomeHnyercss manmeHTaM crapiie 65 JeT mpoBOAMTH JiedeHue 1o mporpammam XT ¢
KOPPEKIHEH 03 UTOCTATHYECKHX Mpernaparos (cM. npunokenune A3.1) [1, 2, 4, 5, 82].
VYpoBeHb yoeauTeabHOCTH pekoMenaaruii — C (YypOBeHb JTOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

- Pexomennyercs mnamuentam ¢ Ph-weratuBHsiMu  OJIJI B HeyaoOBIETBOPUTEIHHOM
COMaTHYECKOM CTaTyce W/MIM C TSDKEJIOW COMYTCTBYIOIIEH MATOJOrMed  BBINOJHEHHUE
NAJJIMAaTUBHONW TepanmuM — KyNHPOBAHUE CHMIITOMOB 3a00JI€BaHHUs, NMPOBEJCHNUE 3aMECTUTENILHON
Tepanuu TpaHc(hy3MOHHBIMU cpenamu [82].

VpoBeHb yoeauTenbHoCTH pekoMeraanuii — C (YpoBeHb JJOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).
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3.6. Jleuenune manuentTos ¢ Ph+ OJLJI

UuT

- [Tammentam B Bo3pacte < 55 ner, nub0 kauaumaram uis BbinosiHeHus ajwio-TI'CK
pEeKOMEHIyeTCsT TPOBEIACHUE Tepanuu uMmaTuHHOOM** (600 mr/cyr.) B komOumnHanmu ¢ XT Ha
OCHOBe 4-5 mpemnapatoB (cxemy Tepanuu cM. B puwiokennn A3.1) [53].

YpoBeHb yoeauTenbHOCTH pekoMenaanuii — C (YpoBEeHb JIOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

KommenTtapun: oGuapyxenue y ~30% mnaumentoB ¢ OJIJI tpancnokamuu t(9; 22) wu,
COOTBETCTBEHHO, xuMepHoro Tpanckpunta BCR-ABL mo3Bosisier MCNosib30BaTh B JICUEHUU ITOU
dbopmer OJIJI umatuan6** — UTK 1-ro mokosieHus, MOAABISIONIMN aKTUBHOCTh THPO3UHKUHA3BI
BCR-ABL, no3Boisfofii 10CTHYh B MOHOPEKAME TEMATOJIOTHUECKUI 0TBeT Y 70% ManuenTos, ¢
yactotol goctmkenust [P numb B 19-20% cnydaeB. B cBsi3u ¢ 3TuM B HacTosiee Bpems
pa3pabaThIBalOTCsl pa3inyHble KOMOMHHMPOBAHHBIE CXEMBl C HCIOJIb30BAHHUEM LIUTOCTATUYECKUX
npenaparoB, Mo3BossttonMX HocTudb [P y 90-95% mnanueHToB, a Takke YIy4IIUTh KauyecTBa
otsera nepen TI'CK.

- PexoMenyeTcs marnpeHTaM crapiie 55 JieT, He SBJISIONTUMCS KaHIUIaTaMi Ha BBITIOJTHEHUE
TI'CK, Tepamusi ”MaTHHUOOM™** ¢ BO3MOYKHBIM J100aBJICHUEM K HEMY TIIFOKOKOPTUKOCTEPOHUIOB
w/umn XT [82].

VYposens yoeautenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KoMMeHTapuu: TeparmeBTHYSCKUEe IMOAXOJbl K JICYCHHWIO TAIMeHTOB cTapiie 55 Jer
HampaBJIeHbl B OOJbIIEH CTENEHH Ha CHM)KEHHE WHTEHCUBHOCTH TEpariH 3a CUET MPUMEHEHUs B
KadecTBe 0a30BOM Tepanuu uMatuHuOa** (B hukcupoBanHoi no3e 800 Mr/cyTkn) B KOMOMHAITUH C
TIepOPANBHEIM TPEIHM30JI0HOM** (B 103¢ 40 MI/M? B CYTKH), a TaKKe C HH3KOMHTEHCHBHBIMU
pexumamu XT (BUHKpUCTHHOM** 1 mekcameTazoHOM **).

- PexomeHnyercss BBINOJIHATh MPOGMIAKTUKY HEHpoieKeMUH BCeM MaleHTaM COTJIacHO
BBIOpaHHOMY MPOTOKOIY (cM. mpuioxkenue A3.1) [40].

YpoBeHb yoeauTeabHOCTH pekoMenaamuii — C (ypoBeHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KomMenTtapun: umaTHHHO®** HEIOCTaTOYHO MPOHUKAET uepe3 remMaTodHIehaIndecKuit
0apbep, U ero KOHIEHTpalusi B CIHHHOMO3TOBOW MKUAKOCTU JOCTUTaeT jullb 1-2% OT TakoBOM B
ceiBOpoTKe KpoBH. IloaTromy Bcem mamumenTam ¢ Ph+ OJIJI HeoOxomumo TMpoBeleHHE aKTHBHOU
HEeHponpoGUIaKTHKY.

HOCTHHI[yKIIHOHHaH Tepanusda

- Pexomenayercs wimonHenue amwio-TI'CK or cubnmHra wiam HEpOJCTBEHHOTO J0HOpa
MaIMeHTaM, KOTOPbIe UMEIOT TOKa3aHUsI U OTHOCSATCS K TPYIIE BBICOKOTO pHcka (cM. paszzaern 3.2
"IIporaoctrueckue hakropsl dddexTuBHOCTH JdeucHus") [48, 56].

VYpoBeHb yoeauTeapHOCTH pekoMeHaaruii — C (YypOBEHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 4).

- Pexomennyercsa BeimonHenue ayro-TI'CK mpu orcyrctBum HLA-upenTHuHOro noHopa y
MOB-HeraTHBHBIX AIIMEHTOB € TIOCIENYIONIeH moaaepkuBatonieit tepanueit UTK [83].
VpoBeHb YOeIUTENbHOCTH peKOMeH A — B (YypoBeHb JOCTOBEPHOCTH JIOKA3aTEIbCTB — 3).

l'[ozmepmnnalomaﬁ TEpanud

- Pexomengyercs Bcem manmentam ¢ Ph+ OJIJI ucnonwszoBanme komOuHanmu WTK ¢
nepopanbsHoit XT [53].
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YpoBeHb yoeauTenbHOCTH pekoMeHaauii — C (YpOBEeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

Tepanus Ph-nosutuBaoro OJIJI y noKuJipIxX NanueHToOB

- Pexomennyercst Bcem manuentam ¢ Ph-mosutusasiM OJIJI craprie 55 ner mposenenne UT
UMaTHHUOOM™** +/- cTepomagamMu +/- BHHKPUCTHHOM™* C MOCHEAYIOmEH KOHCOIUAAIMOHHON
Tepanuen u NoIep)KUBalOIIeH Tepanuei (CxeMy nmpoTokosa cM. B npuioxenun A3.1) [53, 82].

VpoBeHb yoeautensHOCTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

- Pexomenpayercst narentam crapuie 55 et ¢ Ph-mozutusasiv OJIJI BemonasTs amio-TT'CK
C  HEMHENOaONATUBHBIMHU  peXMMaMH  KOHAWLMOHUPOBAHUS  MOCJIE  OLEHKHM  PHUCKOB
TPaHCIIAHTAIIMOHHOM JIETATbHOCTU M KOMopOuaHocTH [82].

YpoBeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KoMMeHTapuu: pe3ynbTaThl JICUEHHS y MOXKWIBIX MMAllUEHTOB 3HAYUTENIBHO XYK€, HEXKEIN Y
neteil u Oojee MOJIOABIX B3POCHBIX. IJTO OOBIACHIETCS OTrPAHMYCHHBIMH BO3MOKHOCTSIMHU
MIPOBEJICHUS] MHTEHCUBHOM TEpaIliU 32 CYET COMAaTHUECKOI0 CTaTyca NAlMeHTOB U COMYTCTBYIOIINX
3a00JIeBaHMI B TMOXWUJIOM BO3pacTe, a TaKkKe HeONaronpusaTHBIMU (akTopaMH MpPOrHO3a,
MPUCYIIMMH TMallMEHTaM JaHHOW Bo3pacTHOM rpynmnsl. [lanmentsr ¢ OJUJI moxxwioro Bo3pacra B
HACTOSIIIee BPEMsI OIPENENSIIOTCS Kak OT/AeIbHas rpyIia MalueHToB, TpeOyromas UCIoIb30BaHUs
cHelu(pUUHBIX U1 JAaHHOTO BO3pacTa MpOTOKoJoB. B GonbmmHcTBe nccnenoBanuit st OJIJI B
CTapuIyi0 BO3PACTHYIO TPYNNy BKJIIOYAKOT MAallMEHTOB B Bo3pacte 55 ser u crapue. [Ipu stom y
nanuenToB crapiie 55 net 30-50% cocrasmsitotr Ph+ OJIJI.

CrtpaTterum jieyeHus1 B IepHO/ NOCJIe TPAHCIUIAHTAIIUM

- PexoMeHmyeTcs WCIIONB30BaHME WMAaTHHHOA*™* B KauecTBE MOICPKUBAIOIICH Teparmuu
nocie amio-TI'CK (mpunmokenne A3.1); Kpome TOro, JaHHAs Tepamus PEKOMEHAYETCS TIpH
oOHapykeHnn TpaHckpuntoB pl90 wmmm  p210 mnpu  yCIOBUM  OTCYTCTBHS — MYTaIlWH,
aCCOIMMUPOBAHHBIX C PE3UCTEHTHOCTHIO K UMAaTHHHUOY** [84].

YpoBeHb yoeauTeabHOCTH pekoMenaamuii — C (ypoBeHb JTOCTOBEPHOCTH JIOKA3aTEIbCTB — 4).

- Pexomennyercsi nepexonq Ha WUTK 2-ro mokosieHuss NpU Pa3BUTUM PE3UCTEHTHOCTH K
UMaTHHUOY** (mazatuHuO**, #uunotuHub**) (npunoxenue A3.1) [84].

YpoBeHb yoeauTeabHOCTH pekoMenaamuii — C (YypOBeHb JJOCTOBEPHOCTH JJOKA3aTeIbCTB — 4).

KomMeHnTapuu: BbIOOp mpenapara A0DKeH ObITh OCHOBAH Ha aHAIM3€ MYTAllMOHHOTO CTaTyca.

Peuuaus

- Pexomennyercs y mnamuentoB ¢ OJUJI ¢ penuauBom 3a0oJjieBaHMS HCIOJIb30BAaHUE
nazaTuHUOa**  u  #HwoTMHMOA**  mpUM  OTCYTCTBHM  MYyTalui, acCOIMHUPOBAHHBIX C
PE3MCTEHTHOCTHIO K HUM (cM. mpuiioxenune A3.1) [53].

VpoBeHb yoeauTenbHoCTH pekoMeraanuii — C (YypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 5).

Kommenrtapuu: OnactHele kietku npu Ph+ OJIJI xapakrepusyroTcss HpuoOpeTeHHBIMU
TEeHETUYECKUMHU aHOMAJIMAMH, 4YTO 3HAYMMO BJMSET Ha €ro TIpOrHO3 M CHOCOOCTBYET
IIPOrPECCUPOBAHUIO 3a00sIeBaHMs. Y B3POCIBIX HaJIMYUE LUTOIC€HETUYECKUX AHOMAIUN, TOMHMO
Ph-xpomMocombl, oTMeuaeTcsi HPHONU3UTENPHO B TpeTH ciydaeB. [lpuOnmsutensHo y 50-80%
naruenToB, pocturmux [P Ha ¢one Tepanmum mmatuHnOOM**, B TeueHue 1 roga pasBuBaeTCs
pEeLMINB, YTO YacTO ACCOLMUPYETCS C HAJMYMEM TOYEYHOM MyTaluuu KuHazHoro nomeHa BCR-
ABL, uro nenaer ¢epment BCR-ABL HeuyBcTBHTENBbHBIM K npenapaty. [Ipubmusurensuo 80%
narueHToB ¢ Ph+ OJIJI, y KoTopbIX oTMe4aeTcst peluIuB Ha (JoHE Tepanui UMAaTHHUOOM**, UMeIoT
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mytanun ber-abl, cpeny koTopbix qoMuHUpyT T3151. MeroTcs naHHbBIE, YTO 3TH MYTallid MOTYT
BO3HUKATh CIY4allHO B pE3yJbTaTe BBIPAKEHHOW T'€HETHYECKOW HECTaOMJIBLHOCTH, 4YTO JaeT
KJIETKaM IIPEUMYLIECTBO B POCTE B YCIIOBUSX celneKTUBHOrO Bo3aencTausa MTK.

Hazatuau6** sBisercs MyiabTUTapreTHbiM HHruOuTOpoM kmHa3 BCR-ABL, SFK, kunazbr
penentopa 3¢puna, PDGFR u Kit. [lazatuau0** sBnsercss 6oiee akKTHBHBIM IPEMapaToM II0
CpaBHEHHIO C MMAaTUHHOOM™* 1 3(PEeKTUBEH MpH PE3UCTEHTHBIX K MMAaTHHHOY™* KOH(pOpManmsax
KrHa3HOTO JoMeHa. OH crnocoOeH MHTMOMPOBATH MPOJHQEPAHI0O U AKTUBHOCTh KWHA3bl JUKOTO
tumna, a Takxke 14 u3 15 myrantHsix BapuantoB BCR-ABL, 3a uckmouennem myranuu T3151. B
KN 11 ¢as3er Obuta moarBepkaeHa S((GEKTUBHOCTh Ma3aTMHMOA™* Tpu pE3HCTEHTHOCTH K
uMaTuHUOY** y marmentoB ¢ Ph+ OJIJI, a Taxke y manueHToB, HE MEPEHOCHBIINX UMATHHUO™*.
Jazatuau6**  Xopomo MEepeHOCUTCs, OJHAKO YacTO  OCJIOKHSETCS  TeMaTOJOTrHYeCKOn
tokcuuyHocteto  III-IV  cr.,, ocobenHo B  pacnpocTpaHeHHbIX  (azax  3ab0JieBaHMS.
Heremaronorunueckumu no0ouHbiMu 3¢ ¢deKkTaMu JaHHOTO Ipernapara sSBJISIOTCS Auapesi, TOIHOTa,
roJIoBHast 00Jib, TIepU(PEPUUYECKUE OTEKHM U IUICBPATbHBIA BBHIMOT. OaHAKO TPOOIEMON Takke
SIBJISIETCS PE3UCTEHTHOCTh K Ja3aTUHUOY**, HamOojee YacTOd MPUYMHOM KOTOpPOW SIBISIETCS
mytanus T3151.

B Hacrosimiee Bpemsi #HUIOTUHUO** U #003yTHHHO™™* MOTyT paccMaTpuBaThCsi B KauecTBE
albTepHATUBBl UMATUHUOY** u ma3aTuHHOY**. B TO ke Bpems A0 cUX MOp OHU (HOPMajbHO IJis
nedenuss OJIJI ne 3apeructpupoBanbl. Hasnauenwe toro wm wuHoro WUTK momkHO OBITH
OCYILIECTBJIEHO TOCJIE OTIPEAETICHUS MYTAIlHOHHOTO CTaTyca.

3.7. OcoOble cOCTOSIHMS MIPH JICYEHUH OCTPOro JuM@osieiiko3a

I'unepJiieMKOUMTO3BI

- Pexomenayercs BceM TalMeHTaM [pPOBEJEHHE CEaHCOB JielkouuTadepesa Mpu
6EeCCHMITOMHOM TEUEeHHHU THIIEPIIEHKOIMTO3a TIPH dHcle jeiikomuToB > 300 x 10%/1, a Take mpu
HAJIMYHH KIMHIYIECKOH KapTHHBI JTEHKOCTa30B MPH YHcIe JeikonuTtos > 150 x 10%/1 [85].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii — C (ypoBeHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KomMenTapuu: uncio jieiikouutoB B reMorpamme > 100 x 10%n B ne6rote OJIJI nabromaercst
B 10-30% cnygae OJIJI u sBnsgercs, kak u mnpu Japyrux Bapuantax OJI, dakropom
HeOmaronpusTHOTO MporHo3a. Yame runepraeiikonuro3d npu OJIJI pa3BuBaeTcs B MOJIOJAOM
BO3pacTe, y MyX4uH, npu T-kineroynoMm Bapuante (B 38% ciyuaeB umcino jneiikormroB > 100 x
10%n), TpM HanMuUMM TOPAKEHHS  CPEJOCTEHHsA, MACCHUBHOH  IelaTOCIUIeHOMETalny,
Helponeiikemun, a Takke npu Ph+ OJIJI u MLL-neifikemun. KinunHudeckue mnposiBIeHUS
runepiaeiikonuro3za npu OJUJI oOycnoBneHbsl MpOSBIEHUSMU JIEHKOCTa30B. OAHAKO TSKECTh UX
3HAYUTENILHO MEHBIIIE, YeM MPH OCTPOM MHUEIOUAHOM Jieiikose (nanee — OMJI), u, COOTBETCTBEHHO,
HUKE paHHsS JeTanbHOCTh (2-6%). Pexke BcTpeuaercs KIMHUKA JIEHKOCTa30B, MPOSBIISAIONIASCS
MpU3HaKaMu TkaHeBou runokcuu, JIBC-cunapomom, opranHoi aucyHKIUEH, TeMopparuuecKuMu
OCIIO’KHEHUsIMHU, B ToM uncie co croponsl LHIHC (2-3%), a Takke mopakeHHeM JIETOYHOUM TKaHU C
pa3BUTHEM OCTPOTO pecnmupatopHoro auctpecc-cuuapoma (mamee — OPIIC) (6%) u modeuyHOi
HEJIOCTAaTOYHOCThI0. Tepanusi gaHHoro coctostHus npu OJIJI mpeumyiecTBEHHO HampaBjieHa Ha
IpeJoTBpalleHre cuHapoMa jausuca omyxosuu u JABC-cunapoma Ha gone Hayana XT. [{ng storo
MpUMEHSIOTCS NeikoruTadepesbl, ogHako dhdexktuBHOCTh uX pu OJIJI 3HAUMMO HUXKE, YeM MpHU
OMJL

- Pekomennyercss Bcem mnarnueHtaM ¢ MomeHTa auarHoctuku OJIJI mpoBeaenue Tepanuu
aIIOMyPHHONIOM**, afeKBaTHAs THAPATALMOHHAS Tepamus (10 3 J/M%), TIpH HEOOXOIUMOCTH —
(dbopcUpOBaHHBIN IUype3 ¢ MOMOIILI0 UHPY3HUI U METIEBBIX AUYPETUKOB C IENbI0 MPOPUIAKTUKI
CHHJIpOMa Jiu3uca omyxouu [1, 2].
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YpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YypOBEHb JIOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

- Bcem mamumentam mpu OBICTPOM CHW)KCHHHM 4YHCIAa JICMKONMTOB Ha (oHe mpendassl
MPEIHU30JOHOM** PEKOMEHyeTCsl MpOBElIeHUE IutazmMadepe3a C MEeNbl0 YAAICHUS TOKCHYHBIX
MPOJIyKTOB pacriaia OMyXxoJIeBbIX KIeTok [85].

YpoBeHb yoeauTenbHOCTH pekoMenaanuii — C (YpoBEeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

- Pekomenyercst BceM marfeHTam npo@uiakTuKa CHHIpoMa Jiu3uca omyxoiu [85].
YpoBeHb yoeauTenbHOCTH pekoMmenaanuii — C (YypoBEeHb JJIOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

OJIJI npu 0epeMeHHOCTH

YacTtoTa 3/10Ka4ECTBEHHBIX HOBOOOpA30BaHMUI, AacCOLMUPOBAHHBIX C OEPEMEHHOCTHIO,
oTHocuTenbHO HuU3Kas u cocraBimsier 0,02-0,1% Bcex OepemeHHOCTel. Jlelko3bl B TepUO
OepeMEeHHOCTH  BCTpedaroTcs  peako  (mpuOmmsurensHo 1 cmywaii wa  75000-100000
O6epemeHHOCTeN). BonbIIMHCTBO M3 HUX mMpeAcTaBisaioT coboit OJI, TpeTh KOTOPBIX MPUXOAUTCS Ha
OJUUI. OtHocuTenbHasi PEAKOCTh OATUX NATOJOTHYECKUX COCTOSIHUWA SBJISIETCS. OCHOBHBIM
JTUMUTHPYIOIIUM  (pakTOpoM,  3aTPYIOHSIONIMM  TPOBEJACHHE  KPYIMHBIX  MPOCTICKTUBHBIX
WCcCce0BaHUM, OTIEHKY MIPUHITUAIIOB JICUEHUS U UCXOJIOB; B pe3y/IbTaTe OMUCAHBI JIUITH HEOObINHE
PETPOCTIEKTUBHBIE UCCIICIOBAHMS M OTACIBbHBIC clydan. Takxke OEpeMEHHOCTD SIBIISIETCSI KPUTEPHEM
uckiroueHust B OonpmmHcTBe KU, 9TO Takke orpaHWYMBaeT BO3MOXKHOCTH BBIPAOOTKU €IUHBIX
MOJXOJ0B K BEICHUIO JTHX TMAIMEHTOB M OIIEHKE pe3ylbTaTOB WX JieueHUs. B pamkax
muororeHTpoBoro KM (ALL-2009) (ClinicalTrials.gov: NCT01193933) 6bu10 NpUHATO pENICHUE O
BKJIIOUEHUHU B HCCIIEOBAaHUE >KCHIINH, KOTOphIM auarHo3 OJIJI Obul ycTaHOBJIEH Ha pPazIUYHBIX
CpoKax 0epeMEeHHOCTH.

Bcero ¢ 1990 mo 2016 r. BpauaMu pOCCHUICKON HCCIEAOBATEIBCKOM T'PYIIBI MO JICUCHUIO
JIEHKO30B OblIM  uccienoBanbl 28 OepemeHHbix okeHnuH ¢ OJIJI.  Pacnpenenenue 1o
nMMyHosiorundeckuM BapuanTam OJIJI cooTBETCTBYeT TaKOBOMY B OOIIEH MOMYJISAIMH MAIIUEHTOB C
OJUI: B 68% ciyuaeB auarnoctupoBad B-OJUJI u B 32% — T-OJIJIL. beuta oTMedena 6osee BbicoKast
4acTOTa BCTPEUaEMOCTHU (paKTOPOB HEraTWBHOTO MPOTHO3a y MAllMEHTOB Ha (poHE OEepeMEHHOCTH.
Tak, MLL-neiikemust (t(4;11)) Obuta BbeIsIBIEHA mpakTuueckk B 10 pa3 dame Ha ¢doHE
OCpEeMEHHOCTH B CpaBHEHWHU C oOmIel momyssuuei oOcnemoBaHHbIx naruentoB ¢ OJIUJI (27,3 u
3,2% cooTtBeTcTBeHHO). Takke M0 COBOKYMHOCTH (aKTOpOB MPOTHO3a W OTBeTa Ha mpendasy
MIPETHU30JI0HOM ** TIPAKTHUECKU BCE MAlMEHThI ObLIM OTHECEHBI K IpyIile BHICOKOTO pucka. [Ipu
npoBeneHuu Tepanuu 1o mnpotokony OJIJI-2009 y OepeMeHHBIX >KEHIIMH OTMEYEHO, YTO B
CpaBHEHHMH € OOIIEel MOMmyNnsilrel MalueHTOB CTATUCTUYECKU 3HAYMMBIX Pa3IU4Mil KaK B 4acTOTE
MH(EKIMOHHBIX U TOKCHUYECKUX OCIOKHEHUH, TaK M B JJIUTEILHOCTH UHTEPBAJIOB B JICYCHUH T10
MIPOTOKOJTY BBISIBIIEHO HE OBLIIO.

[IpoBenenue JICYEHUS OJUI Ha done OepeMeHHOCTH OCYIIECTBIIACTCS
MYJIbTUAUCIUILTMHAPHON KOMAaHIION Bpayeil, BKIIOYAIOIIEH reMaToJiora, akyliepa-THHEKOJora,
aHECTEe3MOJIOra-pPeaHuMaroiora, B CTallMOHAape, UMEIOIEM BO3MOXHOCTH OKa3aHUsl aKyIIEepCKOH
MOMOIIIM POIOPa3PELICHUsI B OKCTPEHHBIX cuTyarusx [86, 87].

- He pexomennyercs npu ycranoiaenun auartosza OJIJI Bo BpeMsi OepeMEHHOCTH OTCpOYKa
Havaa JeueHus Jeikosa [87].
VYpoBeHb yoeauTeapHOCTH pekoMeHaaruii — C (YypOBEHb JTOCTOBEPHOCTH JJOKA3aTEeIbCTB — 4).

- Pexomennayercs mpu jaumarnoctuke OJIJI B TeueHHe MepBOro TpUMecTpa OCPEMEHHOCTH
paccMOTpeTh BOMPOC 00 HCKYCCTBEHHOM TMPEPHIBAHUU OCPEMEHHOCTH [0 MEIAUIUHCKHM
noka3zaHusiM [87].
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YpoBeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB — 4).
KoMMmeHTapuu: eciid KCHIMHA W €€ CeMbs HACTAaWBAIOT HAa COXPAHEHUH OEPEeMEHHOCTH,
JICUCHHE MOJKET OBbITh HAYATO U B IIEPBOM TPUMECTPE OEPEMEHHOCTH.

- [Ipu BosiBnenuu OJIJI Ha cpoke GepeMenHocTH 13-36 Henenb (1ocie 3aBeplleHus IEPBOTO
TpuMecTpa OEpEMEHHOCTH) PEKOMEHIYeTCsl Hadauo mpoBelneHuss X1 HpH yCIOBUM BO3MOKHOCTH
CBOEBPEMECHHOTO MPOBEACHHS BCEr0 KOMIUIEKCA TUATHOCTHYCCKUX M JICYCOHBIX MEPONPUATHH Kak
no ooty OJIJI, Tak u o noBoy OepemenHnoctu [87].

YposeHb yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

- [Ipu BeigBenun OJIJI mocne 36-i Henenu GEpeMEHHOCTH PEKOMEHIYETCSl pOJI0pa3pelieHre
B Xo71¢ mpeadassl MpeaHU30I0HOM™ * ¢ mocneayromuM nposeaeHueM XT [88].
YposeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

- PexoMmeHayercs WCIOJIB30BaHME JIOOBIX JIGKAPDCTBEHHBIX BEIIECTB, B TOM YHCIE
[IUTOCTATUYECKUX W aHTHOAKTEPUATBHBIX NPEIapaToB BO BpeMsl OEPEMEHHOCTH, PYKOBOJCTBYSIChH
COOTHOIIIEHUEeM "pHCK — MoJp3a" 1 Matepu u wioaa [87].

VYposens yoeautenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

KommeHTapun: coOmrofieHHe 703 IIMTOCTATHUECKMX IPEraparoB B COOTBETCTBHH C
BBIOpaHHOM mporpammoi nedeHus (0e3 peayKUHMH J[103), PACCUMTAHHBIX Ha IOBEPXHOCTH Tela
MAIMEHTKN C KOPPEKTUPOBKOM MO BECY BO BPEMSI JICUCHHS.

[Tpu pa3BuUTHH YrpoKAIONINX KU3HU OCJIOKHEHUH (HAIpuMep, THEBMOIMCTHON THEBMOHHH,
IMB-unbeknu)  HUCMOIB30BaTh  pErjJaMEHTHpPOBAaHHBIE  Tpemaparsl  (HampuMep, KO-
TpUMaKCa30I**, TaHIUKIOBUP™* U IpyTrHe) NOMyCTHMO.

- PexoMeHayeTcss ¢ yd4eToM BO3MOJKHOTO TEPAaTOreHHOTO BO3ACHCTBUA #MmeToTpekcara™*
BBITIOJIHEHNE MHTPATEKAIbHBIX BBEIEHUHN IMTOCTATHUYECKUX IMpenaparoB Ha (oHE OepeMEeHHOCTU
0e3 ncnosp3oBaHus #Metorpekcara** [86, 87].

YpoBeHb yoeauTeabHOCTH pekoMenaamuii — C (ypoBeHb JJOCTOBEPHOCTH JIOKA3aTEeIbCTB — 4).

- PekomeHtyeTcsi ¢ y4eTOM BO3MOJKHBIX KOAryJIOTUYECKUX HAPYIICHHHA NMEPEHECTH BBEICHUS
acrapardHassl** Ha dTalbl JICUEHHS MOCIe poaopaspericaus [87].
YpoBeHb yoeauTeabHOCTH pekoMenaamuii — C (YypoBeHb JTOCTOBEPHOCTH IOKA3aTEIbCTB — 4).

- Pexomennyercs mnpu Ph+ OJIJI Ha ¢QoHe OepeMEHHOCTH TIPOBEICHUE TEparuu
HMaTHHHOOM™** B cOUeTaHHH C MIIFOKOKOpTHKOMAaMu (mpuioskerne A3.1) [89].
VYpoBeHb yoeauTeapbHOCTH pekoMenaaruii — C (YypOBEHb JTOCTOBEPHOCTH JIOKA3aTEeIbCTB — 4).

- Pexomenmyercsi mpeanovYuTaTh METHINIPEAHU30IOH™* U MpeTHU30I0OH** nekcameTa3ony™*
BBHJIy BO3MOYXHOCTU pa3BUTHsI HEOIArONPHUATHBIX HEBPOJIOTUYECKUX IOCICACTBHNA Y IUIOJA B
ciiyyae npuMenenus nocieanero [90].

VYpoBeHb yoeauTeapbHOCTH pekoMenaaruii — C (ypoBeHb JOCTOBEPHOCTH JIOKA3aTENIbCTB — 4).

- PexkoMenayeTcs mIaHMpPOBaTH CPOK POJOPA3pELIEHHs C y4EeTOM JHEW BBEICHUS
LIUTOCTaTUYECKUX MPENApaToOB HE pPaHEe YeM Yepe3 2-3 HEeeNu MOCie BBEIEHUS [IMTOCTATHYECKUX
IpenaparoB ¢ IeJIbI0 YMEHBIICHUS BEPOSATHOCTH MHENOCyNpeccHu y mioaa [91].

VpoBeHb yoeautenbHoCTH pekoMeHaanuii — C (YypoBeHb JOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

- PexoMen 1yeTcst BBITIOHATE poIopa3pelieHne myTeM KecapeBa ceueHus [91].
YpoBeHb yoeauTenbHOCTH pekomeHaaluii — C (YpoBEeHb IOCTOBEPHOCTH JJOKA3aTENbCTB — 5).
Kommenrtapuu: BbIOOp crocoba poaopaspelieHust Ompenensercs COCTOSHHEM IUIoJa,
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COMAaTUYCCKUM  CTAaTyCOM  IIAlIUCHTKH, TréMaToOJIOTHYCCKUMHA  IMOKa3aTCJsiIMU MU CTPOTO B
COOTBETCTBUH C aKyLIEPCKUMU MOKa3aHUAMHU. CaMOTIPOU3BOJIBHBIE POJIBI MOTYT OBITh BBIOpaHBI KaK
Ccroco0  pojaopaspelieHus TOJIbKO TpU  HAIMMYUU y  manueHToB  pemuccun  OJLJI,
YAOBJICTBOPHUTCIbHBIX MoKkaszaTeJie réMorpaMmbl M IIpU  XOpOmIEM COMATHYECKOM CTaTyCC
ImanueHTa MW COCTOAHUHM IIJIoAa. B ocranpHBIX CUTyalludaX IIPCANOYTUTCIBHO BBIIIOJIHATDH
poAopaspenieHue METOI0M KecapeBa CeYEHUsI.

- He pexoMenayercst BBIMOIHATH SMHUIYPATbHYIO aHECTE3UI0 MpH TpoMoOoruronernnn < 80 X
10%n w/wnu weiitpomennu < 1 x 10%1 mpu pomopaspenreHud Bo H30€kKaHHE OCTIOKHEHHIA,
CBSI3aHHBIX CO CIIMHHOMO3rOBOM myHKIHew [92, 93].

YposeHb yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

- PexoMeHnyercst mareHTKaM Mpy TUTAaHOBOM MPEXKIEBPEMEHHOM POJIOpPAa3pEICHUH Ha CPOKE
24-35 Hepmenb MPOBOAUTH MPO(UIIAKTUKY OCTPOTO pecnupaTopHporo auctpecc-cuaapoma (OPJIC)
IUI0/Ia B COOTBETCTBUU C IPO(UIBHBIMU peKkoMeHmanusmu [94]

YposeHb yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

- PexoMmeHayercss mamueHTKaM B TIOCIEPOJOBOM TNEPHOJIE TPOBENEHHE YTEPOTOHHUYECKON
Tepanuu (OKCUTOIMHOM **) 1 MeTMKaMEHTO3HOE T0/IaBJIeHue JaKkTaiuu [87]
Yposens yoeautenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

3.8. PexomMeHaanum mo Je4eHHWI0 NMANMEHTOB ¢ JUM@POMON H JieKeMuem
bepkurra

Jleuenne nmuM@omMbl U JeHKeMUU bepkuTTa MpOBOIUTCS B KpaT4YaMIIKEe CPOKH M B PEKUME
OKa3aHMsI HEOTIOKHOM MeauInHCKOoM momotnu [95, 96].

- Pexomenayercs manuerTam ¢ mumdomoit u nelikemueit bepkutTa 3KCTpeHHOE KyMHUpOBaHUE
UMEIOLIUXCA ~ XUPYPTUYECKUX  OCIOKHEHHMH (KHIIEeYHass HEMpPOXOJUMOCTb, KPOBOTEUYCHHUS,
nepdopamusi), KOPpPEKUHs DIIEKTPOJUTHBIX  HAPYIICHWH, KyNUpPOBAaHUE  HH(EKIIMOHHBIX
OCJIOXKHEHHUH, 6oJieBoro curapoma [95, 96].

YpoBeHb yOeAUTEIbHOCTH PeKOMEeHAaIHii — B (YypOBEeHb T0CTOBEPHOCTH OKA3aTEILCTB — 5).

- ITlamueHTam mnpH HAIWYUKM OCTPOM TOYEYHOM HeaocTaroyHocTH XT pekomeHayeTcs
MIPOBOJIUTH Ha ()OHE SKEIHEBHBIX CEaHCOB remMoauanusa [97].
VYpoBeHb yoeauTeapbHOCTH pekoMenaaruii — C (ypoBeHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

- Pexomennyercs mnanmentam ¢ JIb B kaduecTBe OCHOBHOTO METOJA JIEYEHMs] KOPOTKas
UMITyJIbCHAs BhICOKOMHTeHCUBHAsE X T +/- purykcumab** (cm. npunokenne A3.1) [98].

VpoBeHb yoeautenbHOCTH pekoMenaanuii — C (ypoBEeHb JJOCTOBEPHOCTH JIOKa3aTeIbCTB — 4).

KomMmeHTapuu: mpu peko BCTpPEUarOIUXCs JOKAJIbHBIX CTaIUsAX 3a00J€BaHMUS KOJIUYECTBO
kypcoB XT penynupoBaHO B COOTBETCTBHM € MpoTokosamu. K (hakTopam MmIoXoro mporHosa,
TpeOyoLIMM HHTEeHCUUKAK Tepanuu, oTHocatT: nopaxkenrne KM u LIHC, nosermenue JIJI' > 2
BEPXHHUX TI'paHMI] HOPMaJbHBIX 3HAaYEHUH, NOpaKEeHHE MOYEK, KOCTeH (MynbTU(OKAIbHBIE OYark),
pasmep omyxoinu 6osee 10 cm.

- Pekomenyercs manueHTaM B 1-i JTUHHUU JICYCHUS] TIPUMCHEHUE MHTECHCUBHBIX IMPOTOKOJIOB
XT: R-Hyper-CVAD, JIb-M-04+/-R, LMB 95, CODOXM/IVAC+/-R, R-NHL-BFM 90/95, B-
HXJT 2004 ma6 (cxembl cM. B iputoskennn A3.1) [96, 98].

YpoBeHs yoeautenbHOCTH pekoMeHnaiuii — C (ypoBeHb JOCTOBEPHOCTH JJ0KA3aTEIbCTB — 5).
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KommeHTapuu: OCHOBHBIM IpaBuiioM B Tepanuu JIb sBisercs coOmonenne npuHOmmna "mo3a
— uHTEpBaN", T.€. IPOBEICHHUE Kypca B MOJIHBIX J103aX C COOMIOJEHUEM MEKKYpPCOBOIO MHTEpBaa.
3a UCKIIOYEHMEM CUTYalMil pa3BUTHUS >KU3HEYI'POXKAIOIIMX OCJIO)KHEHHUH, HE PEKOMEHIYETCS
npepsiBaTh  Hadatbli Kypc XT. B  HCKIIOUMTENBHBIX ClIydasX I[IPU HaIUYUU  TSDKEIBIX
MHQPEKIIMOHHBIX OCIIOKHEHHI, C KOTOPHIMU HE yJAJIOCh CIIPABUTHCSA K OKOHYAHUIO MEKKYPCOBOTO
IepepbIBa, BO3MOKHO YBEIIMYEHUE HHTEPBAJIA MEXAY KypCaMH.

- He pexomennyercs nposenenue tepanuu no cxeme R-CHOP nanuenrtam c JIb Beaencteue
ee HeahpekTuBHOCTH [96].
VpoBeHb yoeautensHOCTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

- Pexomennyercs manuentam crapmie 55 ser 6e3 mopaxenus [HHC (me xanmumatam st
naTeHcuBHOUW XT) mposenenue nederus mo mnpotokoidy R-DA-EPOCH (cm. mpunoxenue A3.1)
[99].

YpoBeHb yoeauTenbHOCTH pekoMeHaalnii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

- Pexomennyercs BceMm mamueHTaMm ¢ JIb ycTaHaBiaMBaTh LIEHTpPalIbHBIM BEHO3HBIN KareTep
1t ipoBesieHust X T 1 conpoBouTenbHON Tepanui [1, 2].
VYposens yoeaurenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

- PexoMenjayercsi manmeHTaM TpH TPOBEACHUHU TIEPBOTO Kypca TEparuu 00s3aTeIbHYIO
MpO(QUIAKTUKY U JI€UEHUE CHHJIPOMa MAaCCHUBHOTO JIM3UCA OMYXOJu: ayionypuHoa** 10 mr/kr/cyt
¥ MHQY3HMOHHAs Tepanus 3 J1/M2/CyT ¢ 3allenaddBaHHEM PacTBOPA HATPHs T'MapokapOoHaTa** 40-
80 MMOJIB/TT TTOJ] KOHTPOJIEM IWype3a U TUIAHOBBIM HazHaueHueM (GypocemMumaa**, mabopaTopHbIM
KOHTPOJIEM KHCIOTHO-OCHOBHOTO cocTtosiaus [96, 100].

YposeHs yoeaurenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

- Ilpm mnpuMeHEeHUH BBICOKHX J03 MeETOTpekcara** peKOMEHJIOBAaHbI KOHTPOJIb €ro
MMMHUHANNK (ONpesesicHUe KOHIICHTPAIlMK B CBHIBOPOTKE!) ¥ KOPPEKIUs 1036l (hoJIMHATA
KaJbIHsS™* * eXKeTHEBHO 10 HOpMaJIM3alluu mokasarencii [96].

YpoBeHs yoeaurenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

- Bcem nanmeHTamM ¢ MacCHBHBIM AKCTpaMENy/UIIPHBIM OITyXOJIEBBIM MOPaKEHHEM (OpPraHoB
CpelOCTCHHUs, OpIOIHOW TOJOCTH W Jp.) PEKOMEHJOBAHO TPOBEICHHE MPOQPHIAKTHKH
TPOMOOTHYECKUX OCIOXHCHUU TIOJ] KOHTPOJIEM KOaryJorpaMMbl COTJIACHO CYHIECTBYIOIIUM
MPOTOKOJIaM  MPO(UIAKTHKH  BEHO3HBIX  TPOMOOIMOOIHMYECKMX  OCJIOKHEHHH  (CM.
COOTBETCTBYIOIINE KIIMHIUECKUE pekoMeHaanuun) [101].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii — C (YypOBEHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

- Pexomenpgyercs tepanuto JIb y manuenrtoB, uHbuuupoBanHeix BUY, mpoBoauThs Mo
AHAJIOTUYHBIM MTPOTOKOJIaM Ha (DOHE TIOCTOSIHHOTO TIpUeMa aHTUPETPpOBUpYyCcHOM Tepanuu [102].
VYpoBeHb yoeauTeapHOCTH pekoMeHaaruii — C (ypOBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

- He pexomeHnayercs BBOAUTH putykcumad** BUY-uHQUIUPOBAHHBIM TMalUEHTaM IPH
kommuectBe CD4-knetok menee 100/mxi [102].

VYpoBeHb yoeauTeapHOCTH pekoMeHaaruii — C (YypOBeHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KomMmeHTapuu: B CBSI3M C YBEJTMYCHUEM KOJHMUECTBA MH(MEKIIMOHHBIX OCIOKHEHUH U BBICOKUM
PUCKOM CMEPTH OT HUX.

- Pexomennyercs Bcem mnamueHtam c¢ JIb oOs3arenbHas mpoduiakTHka Heipoieiikemun
MyTeM HHTpATEeKaJbHOIO BBEACHMs 3 mpemnapartoB (muTtapabun** 30 mr, metoTpekcar** 15 wr,
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nekcameTazon** 4 Mr) 1 pa3 3a Kypc B TeUEHHUE BCero nepuoja tepamnuu [96].

YpoBeHb yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KomMeHTapuu: sedeHue HEWpPOIEHKEMUU JOJDKHO BBINOJHATBCA B COOTBETCTBUHM  CO
CTaHJAPTHBIMU MPABWJIAMH: CIIMHHOMO3IOBBIE ITYHKIIMU C BBEICHUEM ITUTOCTATUKOB BBIMIOJHSIOT 3
pasa B HEACIIO JI0 TTOJTYYCHHS 3 HOPMaJIbHBIX aHAJIN30B JIMKBOPA CBSI3U C YBEJIIMUEHUEM KOJIMYECTBA
WH(EKIIMOHHBIX OCJIO)KHEHUH M BBICOKMM PUCKOM CMepTH OT HuX. Ha mocmemyromux Omokax XT
(mocne caHanuu JMKBOpPA) JOMOAIbHBIE MYHKIUH C WHTPATEKAJIbHBIM BBEICHHEM IIMTOCTATHUKOB
MPOBOJIAT JIBAXKIBI 32 KypC.

- Pexomennyercs ayto-TI'CK, koTopasi MOXeET SBISTHCS BapUaHTOM TEpAlluy MPH PELUIUBE,
OTBEYAIOIIEM Ha JIeueHHe, WK BO BTOpoit pemuccun [103].

YposeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

KommenTapuu: 60npmnHCcTBO peunanBoB JIb nHKypaGenbHbI.

- He pexomenayercst Bcem mnamuentam amio-TTCK B cBsizu ¢ puckamu, 00yclIOBIEHHBIMU
BBINOJTHEHUEM TpaHcrutanTaiuu [104].
VYposens yoeautenbHOCTH pekoMeraaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

3.9. JIumpobdaacTHbIe TUMPOMBI

Pannmne myOnmukammu 00 MCMONB30BAaHUM CTAHAAPTHBIX MPOTOKOJOB XT, MpeaHa3HadYeHHBIX
JUI JedeHus: HeXoKKUHCKUX JTuMpom (nanee — HXJI), B uactHoct CHOP noo0HBIX pexuMOoB,
NPUBOJIMIN K JOCTIKEHHIO KpaiiHe Hu3koil uactotel [IP (53-71%) u BbDKMBaemocTu 06e€3
npu3HakoB 3a0oneBanus (23-53%). C cepenunbl 70-x ronoB B jedyeHun aumdoodmactaeix HXJT y
B3poCIbIX UCoNb3yoT OJIJI-opuentupoBannsie nporpamMmmsl XT.

- Pexomennyercs neuenue JIBJI mo cnexyromum npotokosam XT: OJIJI-2009, Hyper-CVAD
+/- R, GRAALL-2003, PETHEMA ALL-96, GMALL-2003 (cm. npunosxkenue A3.1) [14, 15, 67].

YpoBeHb yoeauTeapHOCTH pekoMeHaaiuii — C (YypOBEHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KoMMeHTapuu: TOCKOJBKY pEXKHUMBI Tepanuu, paspadboranusie ansi HXJI, He Obuin
yenembiMU TipH JIBJI, mpeacTaBigercs, 4To peKUMbl TEpauM, UCIIOIb3yeMble npu Jieuenuu OJIJI,
obecrieuat OoJiee OJIaroPUSITHBIC PE3YJIbTATHI.

- PexomenyroTcs o0si3aTenbHas npoduiaaktuka u jedenue nopaxenus [{HC, Bkirouaroniue
HHTpATEKaIbHOE BBEACHUE IIUTOCTATHKOB [14, 15].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii — C (YypOBeHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KoMMeHTapuu: OT HCHONB30BaHUS KpaHUAIbHOTO oOmydenust ans mnpodunaktuku [[HC
MOPAXKEHUS B OOJBIIMHCTBE IPOTOKOJOB OTKA3aJIUCh, €r0 MPUMEHSIOT TOJBKO IAIl[MEHTaM C

uHunmanbHbeiM  nopaxkenuem [IHC (kpanuanbHoe oOmydenue 12-18 I'p Ha nuHeiHOM T
yCKOpUTEIe).

- Pexkomenayercs BceM IMalMeHTaM JIydeBas Tepanus pe3UIyallbHbIX OILyXOJIEBBIX
obpa3zoBanwuii cpefpocrenus [14, 15].

VpoBeHb yoeauTenbHoCTH pekoMeraanuii — C (YpoBeHb JJOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

KommeHTapuu: B OONBLIIMHCTBE CIy4aeB MOPAKEHHE MEIUACTUHAIBHBIX JUM(pATHUECKUX
y3noB npu JIBJI xapakrepusyercs BecbMa xopomuM oTBeToM Ha mepBuuHyro XT. Yerkoe
OIIPENETICHUE PE3UIYyaTbHON OIyXOJIEBOM MAacChl CPENOCTEHUs OTCYTCTBYET; B KaU€CTBE TAKOBOTO
MOTYT paCIiCHHBAThCS OCTATOYHAs OMyXoJib pasMepoM > 3 cMm, nmo ganHeiM KT, w/wim
nosioxkuTenbHbI pesynbrar [I9T. JlyueBas Tepamus pe3uayallbHBIX OIYXOJIEBBIX 00pa3zoBaHMN
CPeIOCTEeHHUs, KaK IPEJICTAaBIsACTCS, SBISAETCS HAWIydlIMM BapuaHTOM Tepamnuu. Bompoc 00

Ctpanuua 37 us 87


http://disuria.ru/

KnuHunyeckne pekomeHgauymm — Octpble numdobnacTHble nekosbl — 2020-2021-2022 (20.01.2023) — YT1BepxaeHbl MuHagpasom PO

ONTUMAJILHON JI03€ B JaHHOM ciay4dae (24 wnu 36 I'p) ocTaeTcst OTKPBITHIM.

- PexoMeHlyeTcs cuuTaTh PEMUCCHUIO MOJHOM Yy BCeX NManueHToB npu jgedeHuu JIBJI uz T- u
B-npenmecTBeHHUKOB pu Hanmuuuu Kpurepues (Ha 70-it nens UT nubo mocie HHIyKIumn):

1. OrcyrcTBHE MOOKa3aTeNnbCTBA HAIMYHMS OCTATOYHOTO OO0pa3oBaHHs (NP MAacCHBHOM
MOPAKEHUH MOTYT OCTaBaThCS pe3UaAyajbHbIE 00pa3oBaHMsS MEHEe 3 CM) WM COKpaIleHHe
pa3MepoB omyxoiu 6osee ueM Ha 75% OT UCXOTHOTO.

2. IlpucyrctBue B KM menee 5% 061acToB IpU BOCCTAHOBJIEHUHU IOKa3aTesleld HOPMalbHOIO
KPOBETBOPEHUSI.

3. OtcyrcrBue muMpOoO0IacTOB MPH UCCIICT0OBAHUH JIMKBOpa Ha 29-i neHp nmpoTokosia [14, 15].

YposeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

Jleyenue peunausa

[Iporno3 npu penuause JIBJI kpaiine HeOnaronpusTHeid. Peruaussl JIBJI pasBuBatorcs, kak
MIpaBUJIO, B MEPBbIE 2 roJia MOCie JOCTUKEHHUS] PEMUCCUM U Yalle ObIBalOT JOKaJbHBIMU. Tepamnus
penuarMBa ONpeAeseTcss XapaKTepUCTUKaMU penuauBa (JOKalu3alus M CPOKH pa3BUTHUS) U
TaKTUKOW JieyeHusi 1-ro octporo nepuoja. Mcnosb3yroT mpoTOKoJbI JiedeHus penuauo OJIJI,
BBICOKOJIO3HYIO TEpalnuio, npenaparbl, He npuMeHsBiuecs B 1-M octpoM nepuoie (kypcel ICE,
npenapaThl HejdapaOuH**, #remuutabuu** u np. — cm. npunoxkenue A3.1); Opu JOCTHKEHUH
BTOpoi pemuccun pexkomenayercs amio-TI'CK. DOddextuBHOCTS Tepanmuu peuuauBoB T-
kierouHsbIX JIBJI ocraercs kpaiine Hu3koH, B-JIBJI — Heckoubko srydmie.

- Pexomennyercs amno-TI'CK mipu pernauBax u peppakTepHOM TEUECHUHU TOCIE JTOCTHKEHUS
oreera Ha XT [14, 15].

VYposeHs yoeaurenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

Kommenrapuu: onbit Beimostaenust amto-TI'CK mpu JIBJI B iepsoii 1P orpannuen [14].

3.10. Penuausel Ph- OJLJI

Permmue nevikemun y B3pocabix manueHToB ¢ Ph- OJIJI ocraercs HepaspemieHHOM
TepaneBTHUecKoi mpobiemoi. Pe3ynbTaThl JiedyeHus JaHHOW (a3bl 3a00JIeBaHUS HEBEIUKU, U
peumauB  OJIJI 1o Hacrosimiero BpeMEHH pAacLEHHUBAETCs Kak OOBIYHO MHKYypaOenbHOe
[1aTOJIOTMYECKOE COCTOSIHME. XOTS Yy psiia MalMEeHTOB BO3MOXKHO JOCTH)KEHHE BTOPOM IOJHOU
pemuccun (manee — I1P2), wactora IIP2 ocraercs HU3KOH, a MeauaHa BBDKHBACMOCTH TIOCIIE
peruauBa — KopoTkoid. [IpencraBusieTcst OOMIENIPUHATHIM, YTO MALMEHTHI, Y KOTOPBIX OTMEYaeTcs
penuanuB 3a00JeBaHus, HE MOTYT ObITh M3JeueHbl TOJbKO myreM XT. EQMHCTBEHHBIM BapHaHTOM
paaukansHOTO NedeHus spisgercsa amwio-TI'CK. B nenom sto TpeGyeT JOCTHKEHUS OTHOCUTEIHLHO
croiikoii [1P2 Ha Qone Tepanmuu cnaceHus, KOTOpas JOJDKHA aCCOLMHUPOBATHCA C MUHUMAIBHOMN
TOKCUYHOCTBIO. B 3TOM KOHTEeKcTe peuuauBbl, pa3BuBlineca nocie amio-TI'CK, sBastorcs eure
Oosiee 3HAUMTENBHOM TepaneBTUYECKOW mpobraeMoil. BcenenctBue HeOGIaronpusATHBIX OOLIUX
UCXOJIOB 'y OTUX NAlMEHTOB COXpaHSAETCs 3HAa4YMTeldbHAas MOTPeOHOCTh B pa3paboTke U
HCCIIE0BAaHUU HOBBIX JIEKAPCTBEHHBIX CPEACTB. BO3MOXKHBIM BapHaHTOM JICUECHHS JAHHOW TPYIIIIbI
MAIMEHTOB SBJIAETCA BKIIOYEHHE B INpoTokosbl KM, B ToM umcne HOBBIX mIpenapartoB. Takum
0o0pa3oM, OJHMM M3 OCHOBHBIX KIMHMYECKMX DPELICHMH y ManueHToB ¢ peuuauBHbIM Ph- OJIJI
ABIIsETCS BBIOOpP Mexay craHaapTHoM XT crmaceHMs M 3KCIEpUMEHTANbHOM Tepamuen, 3a
KOTOpbIMM J0JKHa cienoBare amio-TI'CK Bo Bcex ciydasx, KOrja 3TO BO3MOXKHO; JIEUEHHE
JAHHBIX MTALIMEHTOB MPOU3BOAUTCA B pamkax KI.

- PeKOMeH,Z[yeTCH BCCM MalfMCHTaM IpPU MO3AHEM PCLHUAUBEC (60.]166 6 MECALICB OT OKOHYAaHUsA
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IIO/JIEP’KUBAIOILEN TEpaNnuu) UCHOJb30BaTh cTaHgapTHyto Ttepanuto B-OJUI u T-OJUI 1-i nuaum
(cm. punokenune A3.1) [105].
YpoBeHb yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB — 4).

- Pexomenayercss BceM maunuMeHTam Ipu paHHeM penuaue B-OJIJI ucnosib3oBanue
HKCTIEPUMEHTAIBHBIX KOMOMHaIMi B pamMkax KM, B Tom uncie ¢ npuMeHenneM OiamHaTymomada™*
U HHOTy3ymMaba o3oramunuHa**. B kauectBe Bo3MOHbIX XT KOMOMHaUMi BO3MOYHO
ucnonb3oBatk nporpammel FLAGIda unn Hyper-CVAD, nmu6o #0opTe3oMnba Kak B MOHOTEPATIHH,
TaK ¥ B KOMOHMHAIIMM C MHTOKCAHTPOHOM™*, nexcameTazoHOM™* wu acmaparmHazoi™* (cm.
npunoxenne A3.1) [106].

YposeHb yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

- Pexkomenayercss B JIeYEHMM PEUUIUBOB NpPHU HAJIWYMM BO3MOXKHOCTH IPUMEHSTh
MUTOKCAaHTPOH™** BMECTO aHTPALMKJINHOBBIX aHTUOMOTHKOB JayHOPYOHUIIMHA™**, nokcopyOumHa™**
win #unapyounmua** (npunoxenne A3.1) [107].

VYpoBeHb YOSAUTETLHOCTH PeKOMEeHAaIHii — B (YpOBEHb T0CTOBEPHOCTH JIOKA3aTEIBCTB — 3).

- Pexomennyercs  mpeAnoYTHTENBHOE  HUCHOJB30BAaHUE  JIeKcaMeTa3oHa**  BMecTo
npeaHu30J0Ha** B ¢BsI3M ¢ Ooublei s dexTruBHOCTHIO [80].
Yposens yoeautenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

- Pexkomenayercs BceM mnanueHTaM, y KOTopbix npocturayra I[IP2, koHcymbTanus B
TPAHCIUIAHTOJIOTUYECKOM LEHTpe JJsi YTOYHEHUS BO3MOXKHOCTH BbimojHeHUss um HLA-
coBmectrmoi amto-TI'CK [56].

VYposeHs yoeaurenbHOCTH pekoMeraaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

- PekomeHiyeTcsl BceM MalMeHTaM C PaHHUM pPenuauBOM win nepcuctenuueit MOb npu B-
kierounbix OJIJI mocne OKOHYaHWS KOHCOJMIAIMM TPUMEHEHHWE OnmHaTymomMaba** B
MoHoTepanuu win B couetannu ¢ UTK B cBs3u ¢ addexTuBHOCTRIO (Tprtoskenune A3.1) [74].

YpoBeHb yoeauTeabHOCTH pekoMenaamuii — C (ypoBeHb JTOCTOBEPHOCTH JIOKA3aTeIbCTB — 4).

- PexomeHlyeTcsi BCEM MalMeHTaM C paHHUM peuuaInBoM uiau nepcucreniued MObB npu T-
kierounsix OJIJI mpumenenue HenapabuHa** B couyetanum ¢ nukinodochamugom™**  wu
#aromosugom** (cm. npunokerne A3.1) [108].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii — C (YypoBeHb JTOCTOBEPHOCTH JIOKA3aTEIbCTB — 4).

- Pexomennyercs nmanueHtaMm ¢ peuuauBoM uinu nepcucteHuuert MODB npu T-knetounsix
OJIJI (B ToM 4ymClIe ¢ KOIKCIPECCHECH MHMEIIOMIHBIX MapKepoB) NPUMCHEHHE #BEHETOKJIAKCa B
COYETaHUH ¢ #ICUUTaOMHOM WM B IPYruX KoMOMHanusax (cM. nmpunoxenune A3.1) [109].

VYpoBeHb yoeauTeapbHOCTH pekoMeHaamuii — C (YypOBeHb JTOCTOBEPHOCTH JJOKA3aTEeIbCTB — 5).

3.11. TpancmJIaHTAIUSA T€MOMOITUYECKHX CTBOJIOBBIX KJIETOK

Amniaoreanas TT'CK

ITokazanust x BeIMoNHeHUI0 amwio-TI'CK ompenenstorcs B 3aBUCUMOCTH OT KOHKPETHOTO,
BBIOPAHHOTO TeMAaTOJIOTMYECKUM LIEeHTpoM mpoTokona neuenus (OJIJI-2009, GMALL, GRAALL,
MB2008, Hyper-CVAD) (cm. npuitoxenune A3.1 u A3.3) [56, 57, 63, 67, 110].

- [Narmentam ¢ OJIJI B Bo3zpacte 1o 55 e, nomydaromumM jedeHue no nporokosry OJIJT 2009
(mpunoskenne A3.1), U3 TpyHmbl OYEHb BBICOKOI'O pPHCKa, KOTOpas YCTaHABIMBAETCs B JeOIOTe
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3abosieBanus (UTOreHeTn4eckue HapymeHus t(4;11) umm t(1;19), a raxke Ph+ OJIUT (t(9;22/BCR-
ABL)), B cBsI3U C BBICOKUM PUCKOM Pa3BUTHUS PELIUIUBA 3a00JI€BaHUS PEKOMEHAYETCSI BBIIIOJIHEHHE
amo-TI'CK ot coBMeCTUMOT0 POACTBEHHOTO HIIM HEPOJICTBEHHOTO NoHOpa [67, 111].

YpoBeHb yoeauTenbHOCTH pekoMenaanuii — C (YpOBEHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

- PexoMeHnyeTrcs paccMaTpuBaTh BO3MOXKHOCTh BbinosiHeHHsT auio-TI'CK y mamueHTtoB B
BO3pacTe cTapiie 55 JeT U3 Tpynibl 04eHb BBICOKOTO pucka (cMm. paszzaen 3.2 "lIporHoctuueckue
dakTopbl YPPEKTUBHOCTH JIeUeHUA") NPH HATMYUH TMOJTHOCThI0O HLA-coBMecTHMOro moHOpa U
TOJBKO TPH OTCYTCTBHUU 3HAYMMON KOMOPOUIHOCTH, MPU KOTOPOW PHUCK TPAHCIUIAHTAIIMOHHOMU
JICTaJIbHOCTH HE MPEBBIIIaI Obl PUCKH Pa3BUTHS peruanBa [56].

YposeHb yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

- Pexomennyercsa BeinonHenue amio-TI'CK y nanuenTtoB ¢ mepcucrenuueir MODB, Ho ans
3TOro Heo0X0oAMMO BHINOJHATH Bech 00beM XT u MonutopuHr MOB B mnpemycMoTpeHHbBIE
BPEMEHHBIC TOUKH COTJIACHO BBIOpaHHOMY IpoToKoiy [56, 70, 71].

YposeHsb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

- Pekomenayercs BceMm manueHtam BbinojgHeHue amwio-TI'CK ot poacTBEeHHOro aoHOpa B
nepBoil [IP npu HeasekBaTHOM BBIMIOJHEHUH JIIOOOTO M3 MPOTOKOJIOB MPOrpPaMMHOM Tepanmuu B
CBSI3U C BBICOKAM PHCKOM peruanBa [1, 2].

VYposens yoeautenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

- PexoMenayercss paccmaTpuBaTh BO3MOXHOCTh BhINoOJIHEHUS aio-TI'CK y manueHToB BO
BTOpON u OoJjiee TO3JHUX pPEMHUCCHSIX 3a00JieBaHUS C LEIbI0 YIAYYIICHUS JOJIFOCPOYHBIX
pe3yiabpTatoB Tepanuu [112].

VYposeHs yoeaurenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

KommenTapun: ammo-TI'CK B pazBepHyTOM pennanBe 3a00jieBaHus U NPU pedpakTepHOCTH K
XT BO31EHCTBUIO HE IIeIecOo00pa3Ha.

- PexomeHnyercs  BBINOJHATH ~ TPAHCIUIAHTAIMIO  OT  aJbTEPHATHBHOTO  JIOHOpaA
(TarIouACHTUYHOTO, TPAHCIIAHTAIMS IMyNOBUHHON KpoBH B pamkax KU) mpu orcyrctBum HLA-
uaenTuaHoro gonopa [106, 112, 113].

YpoBeHb yoeauTeabHOCTH pekoMenaamuii — C (YypOBeHb JJOCTOBEPHOCTH JJOKA3aTEIbCTB — 4).

AyTo-TT'CK

- Pexomennyercs BeimosnHenue ayro-TI'CK y mnammentoB ¢ Ph+ OJIJI (B ciyudae
HEBO3MOXXHOCTH BbInosiHeHUs ayuto-TI'CK) npu oTcyTcTBUM MUHUMAJIBHOM pe3uiyanbHON 60s1e3HN
c mpoBeneHueM noaepxkuBaroniei Tepanuu MTK mocne TpancrutanTanuu [84].

VpoBeHb yoeautenbHOCTH pekoMenaanuii — C (ypoBEeHb JJOCTOBEPHOCTH JIOKA3aTEIbCTB — 4).

- Pexomennyercs BoinosineHue ayro-TI'CK B pamkax npotokona OJUJI-2009 s nanueHToB ¢
T-OJIJI mocne 3aBepmieHust KoHcoiupanuu 1o mnpotokoiay OJIJI-2009 ¢ mnocnexyromum
MPOBEICHUEM IO IepXKUBatoLIel Tepanuu [67].

VpoBeHb YOeIUTENbHOCTH peKOMeH Al — B (YypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 3).
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3.12. ConpoBoauTe/bHAsA TepaNus

OO0uue meponpusTUsA

[Iporokounbr neuenus OJIJI mpemycMarpuBaroT NpOBEAEHUE MHTEHCUBHONW MHIYKIIMOHHOW U
koHconuaanuoHHou XT. [Ipu 3TOM HCHOJIB30BaHUE HUTOCTATUKOB U UMMYHOCYIIPECCAHTOB Haps Ly
C OCHOBHBIM 3a00JI€BaHHMEM MOXET MPUBOAUTH K IIUPOKOMY CIIEKTPY TSDKEIBIX OCIOKHEHUH, B
YaCTHOCTH K MH(EKUUAM, KPOBOTECUEHHSIM, MYKO3UTY, IPOSIBICHHUIO TOKCUYHOCTH CO CTOPOHBI
Pa3IuYHbIX OpraHoB, pBote U T.1. [lo 310l npuunne nauuentsl ¢ OJUI Hy)Knal0TCs B TIIATEILHOM
MOHHUTOPHHIE, a TAK)KE B MPOBEJAECHUN COOTBETCTBYIOLIEH MPOPUIAKTUYECKON U MOAIepKHBAOIEN
Tepanuu.

AHTHOIMeTHYECKAsl NPOPUIAKTHKA U Tepanus

- PekoMeHnayeTcst BceM manueHTaM MpoBOJUTh AHTUAMUTHUECKYIO TEPANHIO C LEIbI0 MOTHON
npOQHUIAKTUKA TOITHOTHI M PBOTHI y MAMEHTOB, nosydaromux XT [114].

VYposeHs yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KoMMeHTapuu: ¢ aHTHUSMUTHYECKOW IENbI0 MPUMEHSIOTCS AaHTarOHHUCTHI PEIenTOPOB
CEpOTOHMHA W KOPTUKOCTEPOUAbl. OTH Tpenapartbhl PEeKOMEHAYIOTCS [UIsi TNpPUMEHEHUs B
KOMOHMHAIIMKM TIPH HCIOJIb30BaHUU PEKUMOB XT, XapaKTepU3yIOIIMXCS YMEPEHHOW W BBICOKOMN
AMETOTE€HHOCThI0. B OTAENbHBIX CHUTyallMsX, B YacCTHOCTU INpU MPOBEIECHUH BBICOKOJI03HOMN
koMOuHMpoBaHHOW XT, BBHIOOp aHTHAMETHKA JOJDKEH OMNpEAeNAaThCs HanOoJiee SMETOTCHHBIM
KOMIIOHEHTOM (cM. mpuiokenne A3.4) [114].

Tpancdy3nonHas Trepanus

Yenemnoe nedenne OJI, B vactHoct OJIJI, HEBO3MOXKHO TIPU OTCYTCTBHUU 3aMECTUTEILHOM
Tepanuy KOMIIOHEHTaMH KPOBU M COITPOBOIUTEIBHON Teparuu.

Tpanchy3nu 3pUTPOUUTHON M TPOMOOUMTAPHOI MaCChI

- Pexomenayercs oOcCymIecTBISATh TpaHCY3UHM OHPUTPOLIUTHON Macchl MNalUEHTaM JUIs

MO yIepKaHUs KOHIICHTPAIlUK TeMOTJI00MHA Ha YPOBHE 2 8 r/mn [1, 2].
YpoBeHs yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5).

- Ilpu Hanmuuuu COMYTCTBYIOILIEH MATOJOTMM Ceplla WM JIETKUX, a TaKKe eClU aHeMHs
COMPOBOXKIAETCA KIMHUYECKON CHUMITOMATHKOHM, pEKOMEHAYeTCS BBINOJIHATh TpaHchy3uu
OPUTPOLIUTHON Macchl W NpHU 0OoJiee BBICOKMX 3HAYCHHMSIX KOHIICHTPAIMM TEeMOIVIOOMHA TpH
HAJIMYUHU COOTBETCTBYIONIMX KIMHMYECKUX MOKa3auuii [1, 2].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii — C (YypOBeHb JTOCTOBEPHOCTH JIOKA3aTEeNbCTB — 5).

- PexomeHayroTCsi BBHITIOJNIHEHUE TpaHC]Y3UH TPOMOOKOHIIEHTPATOB OCYIIECTBISATh MPHU
CHU’KEHHH KoJiudecTBa TpombonutoB < 10 X 10%n1, mpu Gosee BHICOKHX 3HAUEHUSX KOIMUYECTBA
tpomGormuToB (20 x 10%n) B ciydae moBbIIeHHs TeMIepaTypsl Tena > 38 °C, mpu pa3BUTHH
KITMHUYECKH 3HAYMMBIX KPOBOTEUEHHUN MO0 TIepe]] BHIMOTHEHUEM HHBA3UBHBIX WHTEPBEHIIMOHHBIX
BMeriarenbeTs [115].

YposeHb yoeautenbHOCTH pekoMeHnaaiuii — C (ypoBeHb JOCTOBEPHOCTH JIOKA3aTeIbCTB — 5).

- Pexkomennyercst 00iaydeHHE SPUTPOLUTHOM Macchl M TPOMOOKOHIIEHTPATOB C IEJNIBIO
npoHUIAKTUKY peaknuu "Tpancdysat npotus xo3suna" [1, 2].
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YpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YypOBEHb JIOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

IMpodniakTuka remopparnyecKux ¥ TPOMOOTHYECKUX OCTOKHEHHU I

- Pexomennyercs mnamueHTaM Ha (OHE TepamuHu acraparuHa3on™* KOHTpOJIMpPOBATh
napamMeTphsl CBEPTHIBAHUS KPOBH C LIENBIO Hayalla 3aMECTHTEIBHON Tepanmuu NMpU UX JePHUIINUTE
(HampuMep, peKUM JO3MPOBAHKS aHTUTPOMOMHA ¢ TpodrnakTHdeckoi nenpio: 50 ME/kr mMacchr
Tena B TedeHme 7-10 mocnemoBaTenpHBIX JHEW €O JHSA Hadajga TEpaluyd achaparuHa3on™*
(moakoxHO, B 103 6000 ME/M?, B Teuenue 7 nneit) [116].

YpoBeHb yOeAUTEILHOCTH PeKOMEHAaIHii — B (YypOBEHb T0CTOBEPHOCTH JIOKA3aTEIBCTB — 3).

KoMMeHTapuu: Tepanusi TIJIIOKOKOPTUKOCTEPOUJAMH, AaHTPAUUKIMHAMH U OCOOEHHO
acmaparuHazoi** MoKeT MPUBOJUTH K THKEIOMY MpHOOpeTeHHOMY AehHUIIUTY OETKOB Kiacca
CEpIMHOB (MHTHMOUTOPOB CEPUHCOJAEPKAIIUX MpOTea3), MPEUMYIIECTBEHHO AaHTUTPOMOMHOB U
anbda-1l-anTurpuncuna. PacnpocTpaHeHHOCTb 3THX OCloKHEHuH ot 2,1-15%.

AHTUTPOMOMH TpeACTaBiIgeT cOO0N OCHOBHOM (DPM3MOJOTMYECKUH MHTUOUTOP TpoMOMHA U
¢dakropoB ceprhiBanus [Xa, Xa, Xla. OH Takxke sBISE€TCS aHTarOHUCTOM (paKTopa CBEpTHIBAHUS
VII, yckopsis nuccouuanunio KOMILIEKCOB, 00pa3oBaHHbIX (hakTopoM Vlla u TkaHeBbIM (hakTOpoOM.
AHTUTpOMOMH o0Opa3yeT HeoOpaTHUMble CBSI3M C AaKTUBHBIMM (EepMEHTaMM, JUIIas HX
MIPOTEOJIMTUYECKONW aKTUBHOCTU. KpoMe Toro, mpu KCIOJIb30BaHUM acmaparuHasbl™* coobianoch
00 n3MeHeHnr KOH(GOpMalluu MOJIEKYJIbl aHTUTPOMOHMHA, YTO MPUBOJIMIIO K yTpaTe CTaOMIBHOCTH U
B pesynpTaTe K oOpa3oBaHHMIO arperaroB Oeika, HaKalUIMBaBIIMXCS B I[UCTEpHaX
SH/OIUIA3MAaTHYECKOrO  peTukyinyma. Takum  oOpa3oM, MalMEHThl, KOTOPBIM  BBOJAT
acmaparuHasy**, XxapakTepU3YIOTCS TIOBBIIIIEHHBIM PHUCKOM TPOMOO030B. XOTS CHIDKCHHE
KOHIICHTPAIIUM aHTHUTPOMOMHA YacTO COMPOBOXKIAETCS THIO(GUOpHHOTEHEMUEH, ObLIO MOKa3aHo,
YTO HU3Kasg KOHIEHTpalus (uOpHHOTEHA TMpeapacrojiaracT B OOJIbIIEH CTENeHH K TpomOo3am,
HEXEJIH K KPOBOTEUCHHSIM.

- Ilpu MaccuUBHBIX OKCTpaMEAYJUISIPHBIX oOuarax IOpaXeHus (dYamie BCero OpraHoB
cpenoctrenus npu OJUJI/JIBJI), TpOMOOTHYECKUX OCIIOKHEHHUSAX Ha (OHE TEpalMH WIH HATUIUU
TpoMOO30B B aHAMHE3€ PEKOMEHAYETCS MPOBOAMTH AHTUKOATYJISHTHYIO TEpaluio COTJIacHO
CYUIECTBYIOIIUM TMPOTOKOJAM JIEYEHHsS] BEHO3HBIX TPOMOOIMOOIMYECKUX OCJIOKHEHUNH (CM.
COOTBETCTBYIOIIME KIMHUYECKHE PEKOMEHJAIMU [0 UArHOCTHKE, JICYCHUIO W MpO(UIAKTHKE
BEHO3HBIX TPOMO03IMOOIHYECKUX OcaoxHeHui [1, 2, 4, 5, 101].

YpoBeHb yoeauTeabHOCTH pekoMenaamuii — C (ypoBeHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

3amecTuTe/IbHAS TepaNus UMMYHOIJIO0YJIMHAMHA

- Pexomennyercs mamumentam c¢ OJIJI BBeneHme WMMYHOTJIOOYJIMHOB MpU JIOKa3aHHON
reHepaIIM30BaHHON BUPYCHON MH(EKIUH (BUpyCaMH I'PYIIIBI T'eprieca, IUTOMErajo BUPYCOM (Jajee
— 1IMB)), a TakkKe NpH CHWKEHHM TMOKazaTeJleld HOPMAaJbHBIX HMMYHOTJIIOOYINHOB HIDKE
HOpMaJIbHBIX 3HaueHui [117].

VpoBeHb yoeautenbHoCTH pekoMeHaanuii — C (YypoBeHb JOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

Kommenrapuu: y nmanuentoB ¢ OJIJI yacto ompeznensercs runoraMMmarioOyaIMHEeMus, HO JI0
HACTOSIIEr0 BPEMEHM HE ObUIO MOJYYEHO J0Ka3aTeNbCTB A(PPEKTUBHOCTH MNPOPUIAKTHUECKUX
uHOy3ui UMMyHOrIoOynauHOB. IlanmeHtam Ha (¢oHe Tepanuu OauMHATYyMymMaboM™*  win
pUTYKCUMaOOM™** HEOOXOJMMO KOHTPOJMPOBATH COJAEp)KaHHE MMMYHOINIOOynuHOB 1 paz B 2-4
HE/leNM, B 3aBUCHUMOCTH OT KJIMHUYECKOW CHUTyallud, W, NpPH HEOOXOTUMOCTH, BBINOJIHATH
3aMECTUTEIBHYIO TePanuio IMMYyHOTII00ynHamu [1, 2].
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HNuas conpoBoauTeIbHAs Tepanus

DakTopbI pocTa

- He pexkomenayercs Ha3HaueHHWE MalMEHTaM  [PENapaToB  I'PaHYJIOLMTAPHBIX
KkoJioHuectumynupyomux ¢akropos (I'-KCD**) uu na ogaom strane neuenus OJIJI. Uckimouenne
cocraBisitoT JIb 6e3 mopaxenuss KM, nipu KOTOPHIX BO3MOXKHO HCIoJb30BaTh [-KCD** ¢ menbio
COXpaHCHHSI CPOKOB BBITIOJHEHUS poTokoa [1, 2].

YpoBeHb yoeauTenbHOCTH pekoMenaanuii — C (YypoBeHb JIOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

KomMenTapunu: B  OOJIBIIMHCTBE €BPONENHCKUX HAIMOHAIBHBIX MpoTokosioB [-KCP
HCIOJIb3YETCS ¢ MPOPUIAKTUYECKON LIETbI0 B IPOIIECCE MHAYKIIMU U KOHCOJIUAALNN PEMHUCCUU.

IlopaBiaeHne MeHCTPYallul M COXpPaHeHHE (PEPTHIBHOCTH

- ¥V Bcex xenmuH ¢ OJIJI B mpemeHomnay3e pEeKOMEHIYETCs IMOJIaBIEHHE MEHCTpYalluid ¢
eJIbI0 MUHUMHU3AIMHA PUCKOB KPOBOTeueHHs Ha (hoHe TpombonuTornenun [118].
VYposeHs yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

Oo6e3001uBaOIIas Tepanus

- Ilpm BO3HMKHOBEHHWH OCTPOTO WM XPOHHYECKOTO OOJIEBOTO CHHIpOMA TAIUCHTY
PEKOMEHyeTCsI MPOBOJUTH 00€300JIMBAIONIYIO TEPAIMIO COTIACHO CYIIECTBYIOMIMM ITPOTOKOJIAM
00e300MBaHMs (CM. COOTBETCTBYIOIIME KIMHUYECKHE PEKOMEHIAIIMK IO XPOHHYECKOW O0JIH,
KIMHAYECKHE PEKOMEHIAIIUH TI0 aHECTE3UOJIOTHH), B TOM YHCIIE, TI0 MIOKa3aHUsIM, C TPUMEHECHHEM
HApKOTHYECKUX U TICHXOTPOIHBIX JIEKAPCTBEHHBIX mpemnaparos [1, 2, 4, 5, 119].

VYposeHs yoeauTenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

Crnenyet y4yecTb, UTO y MallUEHTa MOTYT ObITh HECTAHAAPTHBIE MPOSIBICHUS OOJIE3HHU, a TAKKeE
coueTaHue KOHKPETHOU 00JIE3HH C JPYTMMH MAaTOJIOTUSAMHU, YTO MOXKET AUKTOBATH JieUalleMy Bpady
W3MEHEHHUS B aITOPUTME BbIOOPA ONTUMAIbHON TAKTUKU AUATHOCTUKH U JICUCHUSI.

4. MeauuuHckasi  peadWJauTanMs, MeIUIMHCKHE  TOKa3aHUs U
NMPOTUBONOKA3aHUS K MPUMEHEHHI0 METOI0B peaduauTaun

CrennanbHbx MeT010B peabunutanuu ripu OJIJI He cymecTByer.

- PexoMenyercst manueHTaM MpoBEJCHUE PEaOMINTALMU TP BO3HHUKHOBEHHH OCIIOKHEHUN
nocrie 3aBepiienus nporpammal Tepanun OJIJI B pamkax cooTBeTCTBYIOIIMX HO30 0TH# [ 120, 121].

VYpoBeHb yoeauTeapbHOCTH pekoMenaamuii — C (YypoBeHb JTOCTOBEPHOCTH JJOKA3aTEeIbCTB — 5).

KomMmeHTapuu: mocie OKOHYaHUS JICUCHHUS] PEKOMEHIYETCSl BECTH 3JI0POBBI 00pa3 »KU3HH,
UCKITIOYUTHh HHCOJISIIIUIO U (PU3HOTEpaneBTHUECKUE TPOLIEAYPHI.

5. llpodpunakTuka U TUCMAHCEPHOE HADJIIOAeHHUEe, MeTUIMHCKHE TIOKA3AHUSA
U MPOTHUBOIOKA3aAHUS K MPUMEHEHHI0 METOA0B NMPOPUIAKTHKH

IIpopunakruku BozHukHOBeHUs OJIJI He cymiecTByer.

- Pexomenayercst nmocine okoHuaHus nporpammbl Tepanuu OJIJI BRIMONHATH MccaeAoBaHUE
OAK kaxplil Mecdll B TeU€HHUE MEPBBIX 2 JET U 3aTeM | pa3 B 2-3 Mecdua A0 S5 JeT OT Hayaia
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JICUEHHUSI C IEJIbI0 PAHHETO BBISBJICHUS peluanBa 3adonesanus [1, 2, 4, 5].
YpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpOBEHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

- Pexomennyercs mocie oxoHuaHus nporpammbl Tepanuu OJIJI B TedeHue mepBoro rona
BbINOJHATH yHKUIKMKU KM 1 pa3 B 3 mec., nanee — 1 pa3 B 6 Mec. B TeueHue 2-ro roja, aaiee — 1 pas
B T'OJ] JI0 5 JIeT HAOIFOACHUS C 1EJIbI0 JMHAMUYECKOTo HabmoaeHus [1, 2, 4, 5].

YpoBeHb yoeauTenbHOCTH pekoMenaanuii — C (YypoBEeHb JIOCTOBEPHOCTH JIOKA3aTEeIbCTB — 5).

KommenTapuu: BHemnaHoBoe wuccienoBanue KM 1oka3aHo mpu  BBISBIEHUH JIFOOBIX
M3MEHEHUN reMorpamMmbl. BOJBIIMHCTBO pELUIMBOB IMPOUCXOIAT B TeueHue 1-5 ner mocie
OKOHYAHUS TepaIuu.

6. Opranuszanusi oka3aHus MeIMIUHCKOH MOMOLIH

MemunuHckass TOMOIIb, 332 WCKJIFOYEHMEM MEIMIHMHCKOM NOMOIIM B PAMKAaX KIMHUYECKOU
anpoOanuy, B COOTBETCTBUU € (QenepaibHbiM 3akoHOM oT 21.11.2011 N 323-®3 (pen. or
25.05.2019) "O6 ocHOBax OXpaHbI 3I0pOBbs IpakaaH B Poccuiickoit denepaiiuu" opraHusyercs u
OKa3bIBAETCS:

- B COOTBETCTBHH C IOJIO)KEHHEM 00 OpraHu3aluy OKa3aHWs MEAUIIMHCKOW MOMOIIHN IO
BHJIaM MEJIUIIMHCKOM MOMOIIHN, KOTOPOE YTBEPKIAeTCs YIIOJIHOMOYEHHBIM (peepaabHbIM OPraHOM
VICIIOJTHUTENBHON BIIACTH;

- B COOTBETCTBUM C TMOPSAKOM OKa3aHHs TMOMOINM 1o mpoduito '"remarosorus”,
00s3aTeNnbHBIM JJI MCIONHEHNs Ha Tepputopuu Poccuiickoit @enepanuu BceMu METUIMHCKUMU
OpraHu3alyusIMUu;

- Ha OCHOBE HaCTOAIUX KIIMHUYECKMX PEKOMEHIAUH;

- C YYEeTOM CTaHJapTOB MEIUIMHCKOW MOMOUIY, YTBEPXKICHHBIX YIOJHOMOYEHHBIM
(benepaabHbBIM OPraHOM UCIIOHUTEILHON BIACTH.

[lepBuuHas crenuaau3upoBaHHas MEIUKO-CAHUTApHAs MOMOIIb OKAa3bIBAE€TCS BpPAYOM-
reMaToIoroM u WUHBIMU BpavaMu-CIealIucTaMu B LEHTpE amMOynaTopHOMI
reMaToI0rH4eCKOi/OHKOJIOTHYECKOM MOMOIIIH b () B MIEPBUYHOM
reMaToJI0rH4eCKOM/OHKOJIOTUYECKOM KaOWHEeTe, MEePBUYHOM TIeMaTOJIOTUYECKOM OTJIEICHUH,
MOJIMKJIMHUYECKOM OT/IEJICHUH OHKOJIOTUYECKOTO TUCTaHCcepa.

[Ipu BBIABICHWHM Yy MamMeHTa ocTporo aumdoobnacTHoro Jeirkosza (mamee — OJUI) wmm
MOJI03PEHUH Ha HEro BpayU-TEpPaAleBThI, Bpauu-TepaneBThl Y4aCTKOBBIC, Bpaul OOIIEH MpPaKTUKU
(cemeiinble BpayM), Bpauu-CIEHUAINCTBL, CPEIHUE MEIUIMHCKHE PAOOTHHKU B YCTaHOBIECHHOM
MOpPSIIKE ~ HANpaBIsAIOT  OOJBHOTO  HAa  KOHCYIbTAllMIO B LEHTP  amOylaTopHOM
reMaToJI0rH4eCKOM/OHKOJIOTHYECKOW MOMOIY JIMOO B TMEPBUYHBIA TeMaTOJIOTUYECKUN KaOHWHET,
MEPBUYHOE TEeMAaTOJIOTMYECKOE OT/EICHHE MEIUIMHCKON OpraHu3alui s OKa3aHWUs eMy
MIEPBUYHON CIIEIMATU3UPOBAHHON MEIMKO-CaHUTAPHOU MTOMOIITH.

Bpau-remaTtonor amM0ynaTopHOro HIJIM CTAllMOHAPHOTO 3BEHA TeMATOJIOTHYECKOW MOMOIIU
OpraHu3yeT BBHITIOJHEHUE IUATHOCTUYECKHX HCCIIEOBaHUM, HEOOXOMUMBIX ISl YCTaHOBICHHS
JMarHo3a, BKII0Yasi paCIpOCTPAHEHHOCTh U CTa/INI0 3a00JIeBaHUSL.

B cnydyae HEBO3MOXXHOCTH MPOBEACHMS JIUATHOCTUYECKUX HCCIAEAOBAHUN MALMEHT
HaIpaBJIsIeTCA JIeYaldM BPauoM B MEIMLMHCKYH) OPraHM3alyio, OKa3bIBAIOIIYI0 MEIUIMHCKYIO
MTOMOIIb OOJBHBIM C TEMATOJIOTUYECKUMU 3200JIEBAaHUSMU JJIsl YCTAHOBJICHUSI TMArHO3a U OKa3aHUs
CHEelUaIu3UPOBAHHOM, B TOM UKCJIE BBICOKOTEXHOJIOTMYHOM, MEAUIIMHCKON MTOMOIIIH.

[Ipu BeisiBaenun OJIJI mnam moao3peHMH Ha HEro B XOJI€ OKa3aHUsS CKOPOM MEAUIIMHCKOMU
MOMOIIK OOJIBHOTO TIEPEBOAST WM HAMPABISIOT B MEAMIIMHCKHE OPTaHHW3AIUH, OKAa3bIBAIOIINE
MEJHUIIMHCKYI0O TIOMOIb OOJBHBIM C TeMATOJOTHYECKUMHU 3a00JICBaHUSIMH, HIJIS OMpPEIEICHUS

Ctpanuua 44 u3 87


http://disuria.ru/

KnuHunyeckne pekomeHgauymm — Octpble numdobnacTHble nekosbl — 2020-2021-2022 (20.01.2023) — YT1BepxaeHbl MuHagpasom PO

TaKTUKM  BCACHHUA U H€06XOI[I/IMOCTI/I OPpUMCHCHUA  JOIOJIHUTCIIBHO  APYrux MCTOJ0B
CIICHUAJIM3UPOBAHHOI'O ITPOTUBOOITYXOJICBOT'O JICUCHUS.

Creunanu3upoBaHHasi, B TOM UHCJIE BBICOKOTEXHOJIOTMYHAs, MEIUIMHCKAs IOMOIb
OKa3blBACTCSI  Bpa4aMHU-TEMATOJOTaMH B MEIMLIHMHCKMX  OpraHU3alMsiX,  OKa3bIBAKOLIUX
MEJUIMHCKYIO TOMOIIb OOJIbHBIM, MMEIOIIUX JIMLIEH3UI0, HEOOXOJMMYI MaTepHUabHO-
TEXHUYECKYI0 0a3y, cepTH(UIIMPOBAHHBIX CIIEHUAIMCTOB, B CTAIIMOHAPHBIX YCIOBHSIX M YCIOBHSIX
JHEBHOTO  CTalMOHapa M BKJIIOYaeT B ce0sf TNpOPHUIAKTHKY, TUATHOCTUKY, JICUYCHHE
reMaToJI0rH4ecKux 3a00eBaHui, TPEOYIOIINX UCIIOIb30BaHUS CIIEHUAIBHBIX METOJOB U CIOMXHBIX
YHUKAJIbHBIX METUIIMHCKUX TEXHOJIOTUI, a TAKKE MEIULUHCKYIO peaOUINTALHIO.

B MemunuHCKOM opraHu3anuy, OKa3bIBaIOLIEH MEIUIMHCKYIO momolls nanueHtam ¢ OJJI,
TaKTHKa MEAMIMHCKOTO OOCIEelI0BaHUSA U JICUEHUS YCTAHABIMBAETCS BpauaMU-T€MaTOJIOraMH C
MIPUBJICYEHUEM IIPU HEOOXOJIUMMOCTH JPYIMX Bpauel-clienUualucToB, NpPU HEOOXOJIUMOCTH C
MIPOBEJIEHUEM KOHCWIMyMma. PemieHne KoHcuiauymMa Bpauedl oQopMIisieTcsl IpPOTOKOJIOM,
ITOJIMCBIBAETCS YYACTHUKAMHM KOHCWIMYMa Bpadeld M BHOCHUTCS B MEIULHHCKYIO JOKYMEHTALUIO
OO0JIBHOTO.

[Toka3aHusg K rOCHHTaIM3alMKM B KPYIVIOCYTOYHBIM WM JTHEBHOW CTAallMOHApP MEAMIIMHCKOMN
OpraHu3aly, OKa3bIBAIOIIECH CHEHUAIN3UPOBAHHYI0, B TOM YHCJIE BBICOKOTEXHOJOTHYHYIO,
MEIULITHCKYIO MOMOIIb o npo U0 "oHkosorus", OTIPEICIISTFOTCA BpayoM-
reMaTo’I0roM/KOHCUIIMYMOM Bpayeil ¢ MpHUBJIEYEHHEM IpU HEOOXOAMMOCTH JpYruX Bpauei-
CIECIIMAJINCTOB.

IToxka3zaHus AJd IJIAHOBOM rOCIIUTAJIM3ALUN:

1. Tlomo3penue/ycranosienne nuarno3a OJI.

2. narnoctuka peruausa OJLI.

3. IlpoBeaenune odyepemHoro kypca XT B YCIOBHSAX KpPYTJIOCYTOYHOTO JIMOO JHEBHOTO
CTalmoHapa.

4. IIpoBenenue 3amnanuposanHoit TI'CK.

5. BeInoHeHUE TUIAHOBBIX XUPYPTHUYECKUX BMEIIATEIIbCTB.

6. BreimomHeHWe TUIAHOBBIX AKCTPAKOPHOPAIbHBIX METOJOB OYHIINCHHS KPOBH U
3aMECTUTEILHON MTOYEYHOM Teparuu.

7. IlpoBeneHre 3aMECTUTEIPHOM T€MOKOMIIOHEHTHOM TepaIuy.

IToxa3zaHus 1J1s1 IKCTPEHHOM TOCIIMTAIU3ANUHU:

Heotnoxueie cocrosnus y naruentoB ¢ OJIJI u mpu nono3penun Ha OJI:

- neiixonuros 6osee 100 x 10%/;

- (eOpuibHAS TUXOPAJIKa U UH(EKIIMOHHBIE OCIIOKHEHU Ha (JOHE HEUTPOIEHUH TOCie Kypca
XT;

- TEMOPpPAaruyeCcKui CHHIPOM;

- TPOMOOTHYECKHUE OCIIOKHEHUS;

- HEOOXOIMMOCTh MPOBEACHUS IKCTPEHHOHN 3aMECTUTEIHbHON TeMOKOMITIOHEHTHOH Teparnuy;

- JIpyrue CUCTEMHBbIC HapylleHHUs, 0OyCIOBICHHbIE TEYCHHEM OCHOBHOTO 3a00JIeBaHUS WU
pa3BUBIIMECS BCIEACTBUE MPOBEIECHHOTO JICUCHMUS.
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Iloxa3anusa K BbINKMCKE NMAIMEHTA U3 cramuoHapa:

1. Boccranosnenue mnokasateneii mepugepuyeckoil kposu (neiikoruts 6oiee 1 x 10%m,
rparynomuTsl Gonee 0,5 x 10%1, TpomGormTer Gomee 50 x 10%1, remorno6un 6oee 80 /i) mocie
ouepenHoro kKypca XT.

2. Hopmorepmusi B TedeHHe 3-5 CyT. M OTCYTCTBHE HEKOHTPOJMPYEMBIX HH(EKIMOHHBIX
OCJIO)KHEHHH B MOCIEKYPCOBOM HEPHOJIE.

3. KynmupoBanue reMopparndeckux OCJI0KHEHHH.

4. KynupoBaHue TpoMOOTUUECKUX OCIIOKHEHUH.

5. KynupoBaHue CHCTEMHBIX HapylIeHHH, OOYCIOBJICHHBIX TEYEHHEM OCHOBHOTO
3a00JIeBaHMS WIIA PA3BUBIIUXCS BCIICACTBUE TIPOBEICHHOTO JICYCHUSI.

3akmroueHrue O 1enecooOpa3HOCTH TepeBoAa OOJIbHOTO B MPOGUIBHYIO METUIIMHCKYIO
OpraHu3aII0 OCYIIECTBIISIETCS TOCTE TPEABAPUTEIHHON KOHCYIBTAIlMH MO TIPEJI0CTABICHHBIM
MEIUIIMHCKUM  JOKYMEHTaM W/WJIM TPEIBApUTEIILHOTO OCMOTpa OOJBHOIO BpayamMu —
CHEelUaIuCTaMy MEJUIMHCKON OpPraHn3alyy, B KOTOPYIO IUNIAHUPYETCS IEPEBO/I.

[lepen HawamoM MpOBEACHUS TEpamuu PEKOMEHAYETCS MH(POPMHPOBATH BCEX IMAIIMEHTOB O
pucke Oecriogusi TOCIE TPOBEACHHS TEpauu W TOTEHIMATBHBIX METOJaX COXpaHCeHUS
(bepTUIHPHOCTH, a TAaK)Ke 0 HEOOXOIMMOCTH MCIOJIb30BaHUS Y(PPEKTUBHBIX METOIOB KOHTPAIEIIIIUN
B TE€UEHHE MUHUMYM OJIHOTO T'0J1a MOCJIE 3aBEPIICHUS TEPAITHH.

7. NonojguuTebHass uHGopmanus (B TOM 4ucjae (PakTopbl, BIUSIONIAE HA
HUCXO0/1 3a00J1eBAHMSI MJIH COCTOSIHHS)

IosiHOEHHOE CO0JII0IeHNEe TIPOTOKOJIOB JieUeHHs (PesKuMa Teparnuu)

CrocoOHOCTh 3aBEPIINTh TMOJHBIA KypC HWHAYKIIMOHHO-KOHCOJUIAIIMOHHOW Tepanuu B
TEUEHHWE YKA3aHHOTO Mepuoja BPEMEHH, a 3aTeM BBINOJHATh MOJICPKUBAIOIIYI0 TEpanuio B
MMOJTHOM  00BbEeMe  SBJISETCS  YETKUM  IPOTHOCTHYECKUM  (DaKTOpOM,  HEOJHOKPATHO
MPOIEMOHCTPHUPOBABIIIMM CBOKO 3HAYUMOCTb B POCCHMCKUX HccaeaoBaHusx. C 3TOW KOHIEMIIUEH
COTJIaCHBI U 3apyOekHbIe HccaenaoBaTenn. AnekBatHoe X1 Bo3aelcTBUE ocTaeTcsi (QyHIaMEHTOM
ycnenrHoro jiedeHus. K cokalieHnro, HeaJeKBaTHOCTh BBITIOJIHEHHS MTPOTOKOJIOB JICYCHHS JI0 CHX
SIBJISIETCS. OJHOW W3 OCHOBHBIX IPUYMH 3HAYUTEIBHO MeEHbIIeH dS(PQPEKTUBHOCTH JICUCHUS
nanueHToB ¢ OJI BO MHOTHX IeMaTOJIOTHYECKUX IIEHTPaXx.

Taprernas repanus

[Iporpecc B u3ydenuu wmousekynsapHoro mnarorenesa OJIJI mpuBen k pa3paboTKe HOBBIX
TapreTHBIX MPernapaToB, T.€. MOJEKYJ, MEXaHU3M JIEHCTBUS KOTOPBIX CBSI3aH C BIMSHHUEM Ha OCNIKH,
GYHKIMS KOTOPBIX M3MEHSIETCS B pe3yldbTaTe MYyTallMM WM TpaHciaokanuu. Hampumep,
T€HETUYECKHNE M3MEHEHUS! IPUBOJIAT K MyTallMsIM B T€HaX, aKTUBUPYIOLIMX KacKaJlbl TPAHCIYKIUU
curnana (Hampumep, IKZF1, JAK, PDGFRB, FLT3, KIT, RAS), ciusHui0 reHOB WK MyTaIlusM,
MIPUBOJIAIINM K TMOBBIIICHUIO WM YTHETEHUIO TPAHCKPUIIIIMOHHOW aKTUBHOCTH (Harpumep, BCR-
ABL, CEBPA), unu K HapyumleHMI0O (QYHKIUM TEHOB, BOBJEUEHHbIX B Iepelady CHrHaja
(mampumep, NUP9S8). XoTs 1s1 HEKOTOPBIX MpenapaToB, ACUCTBYIOMINX HA MOJIEKYISPHOM YPOBHE,
u ObuTa IpogeMoHcTpupoBana ¢ dexkruBHOCTs pu OJIJL, yxxe Ha craguu KU Obio mOHATHO, YTO
OONBIIMHCTBO M3 HHUX HEOOXOJMMO WCIONB30BaTh B COUETAaHUM CO  CTaHIAPTHBIMHU
UTOCTaTUYeCKUMU Tipenapatamu [11, 28-33, 111].
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Kpurepuu oueHku kauecTBa MeAUIUHCKON OMOLIH

Kpurepun kauecrsa

yvyp

YA

Bremonnen OAK ¢ noacueTom seiikonuTapaoit popmyssl U
OIIpE/ICNIEHUEM UKCila TPOMOOLIUTOB

BrinosHeHo muToorudyeckoe ucciaeaosadue Mmaska KM
(MuenorpamMma) u3 CTEpHAJIBHOTO ITyHKTATa

BpInosHEHO MTOXUMUYECKOE UCCIeA0BaHne MUKpoTnpenapata KM
(6nmactHbIx kieTok KM)

BhInoaHEHO cTaHAapTHOE HUTOT€HETHUECKOE UCCIIEI0BAHHE
(xapuotun) aciupara KM (B TOM 4uciie BBINOJIHEHO UCCIIEI0BaHUE
JUI JETeKIUH TpaHcnokauuu t(9;22) n t(4;11))

BrinonHeHo MMYHO()EHOTUTTHPOBAHUE TEMOTIOATHYECKUX KIIETOK-
npeamectseHHUI B KM

Brimonnena KT rosioBsl, 0praHoB rpyIHON U OPIOIITHOM MOJIOCTEH

BrinosiHeHa CIMHHOMO3T0Bast MyHKIUS C IUTOJIOTHYECKUM
HCCIIETIOBAaHUEM KJIETOK CIUHHOMO3TOBOM KHJIKOCTH
(MUKPOCKOMMYECKOE UCCIIeI0OBaHNE CTMHHOMO3TOBOM KUKOCTH,
MOJICYET KJIETOK B CUETHOM Kamepe)

[TarmeHnTy BO Bpemsi epBOM IMArHOCTUYECKON CTMHHOMO3TOBOM
MYHKIIMH BBIITOJIHEHO UHTPATEKAIbHOE BBEACHUE XUMHOIIPENapaToB

B3pocnomy manmenty ¢ Ph-nerarususim OJUJI mposenena UT,
COTJIACHO OJTHOMY U3 JIBYX IMPHHIIUIIOB XHMHOTEPAIIEBTUIECKOTO
BO3JICUCTBUS: 1) HMITYJIbCHOE, BRICOKOI03HOE C ITOCIISTYFOIIEH
MOCTOSTHHOM TOJIIepKUBarole Tepanueid (mporpamma Hyper-
CVAD); 2) 6onee TpaauinonHoe (crangapTHoe) — 8-9-HeaenbHas
HETpepbIBHAS HHAYKIHUS C MOCISAYIONUMEI HEOTHOKPATHBIMHU
BBICOKO/I03HBIMU MHEJI0A0JIATUBHBIMHI KYpCaMH M B TIOCJICTYIOIIEM —
MOIJICPYKUBAOIIMM JICUCHUEM

10

Breimonnen BbI6paHHbII>i JJIA JaHHOTI'O ITallMCHTA IIPOTOKOJI C
HCYKOCHHUTCIIbLHBIM CO6J'IIOI[CHI/IGM BPCMCHHOTI'O PCrilaMCHTa

11

[aneHTy, HE3aBUCHMO OT MPUMEHSAEMOTO IPOTOKOJIA (KPOME TepaIiu
3penoro Bapuanta B-OJIJI), BeIoNIHEHO MO IepKUBAtOIIEe JeUeHuE,
COCTOSIIEE: U3 eKESTHEBHOTO MPUEMa MepKanTomypuHa**,
MeToTpekcara** (J103upoBKa COTJIACHO MPOTOKOIY) — 1 pa3 B Henento,
MyJIBCOB TIOKOKOPTHKOCTEPOUTHBIX TOPMOHOB U BUHKpUCTHHA** — 1
pa3 B MecIl

12

[Manuenty ¢ OJIJI/JIBJI u3 rpynnsl BEICOKOTO pHcKa J100 MalMeHTy ¢
OJUI/JIBJI npu peunaunBe 3a00I€BaHMsl, a TAK)KE UX CUOIMHTaM
BBINOJIHEHO onpeneseHne HLA-aHTUT€HOB C 1IEJIBI0 TOMCKA
MOTEHIHAIBHOTO JoHOpa KM

13

HaLII/IeHTy Ha 3Tanax MHAYKIOHUU U KOHCOJIMJAAIIUHN TICPC] HAUYAJIIOM
KaKJI0r0 NOCJICAYIOMICTO JTalla an6o 1 pa3 B 2 MECsI1a BBIIIOJIHCHO
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KOHTpOJbHOE uccienopanne KM (moaydyeHue HuToJI0rnYecKoro
npenapata KM nyrem nyHkuuu (CTepHaibHasi yHKIUSA) U
LUTOJIOTHYECKOE UccienoBanue Mazka KM (Muenorpamma) us
CTEPHAJIBHOTO ITyHKTATa)

[TarmenTy Ha GoHE MoAIepKUBatoIeH Tepanuu 1 pa3 B 3 Mecsia B
TEYCHHE 2 JIST ¥ B TAIBHCHUIIIEM, ITOCJIC CHATHS C JICYCHUS, KAXKIIbIC
moJiroa A0 3 JeT HaOJIOICHHS BBITIOJTHEHO KOHTPOJIBHOE

14 C 5
uccnenoBanue KM (mostyuenue nurosorudeckoro npenapara KM
IyTeM MTyHKIUH (CTepHaAJIbHAS IIYHKLMSI) U HUTOJIOTMYECKOE
uccinenoBanue Mazka KM (Muenorpamma) u3 cTepHaIbHOTO IMyHKTATA)

15 [Manmenty ¢ mo3aaum peruauBom OJUJI/JIBJI HazHaueHa ctangapTHas c 5

tepanust OJUJI 1-it muann
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[Tpunoxxenue Al

Cocras padoueil rpynmsl mo paspadorke u NepecMoTpy KINHUYECKUX
peKoMeHaumin

1. CaBuenko B.I'., akamemuk, o.M.H., mpodeccop, renepanbHbeiii nupekrop @I'BY "HMMUIL]
rematoJsiorun” Munsapasa Poccun.

2. [NaposuunukoBa E.H., 1.M.H., 3aBeyroiias Hay4YHO-KIMHHYECKUM OTACIIOM XUMHUOTEPAITNU
reMo0JIacTO30B, JIENPecCuid KPOBETBOPSHHS M TpPaHCIUIAHTAMU KocTHOTO Mo3ra ®I'BY "HMUIL]
rematoJsiorun” Munsapasa Poccum.

3. Tpounkas B.B., k.M.H., 3aBefyroniasi Hay4YHO-KJIMHUYECKUM OTJIEIECHUEM XMMHOTEPANUU
remo61acto30B u aenpeccuit kpopetBopenust ®I'BY "HMUIL] rematonorun" Munzapasa Poccun.

4. CokonoB A.H., k.M.H., CTapmiMii Hay4HbI COTPYAHUK HAY4YHO-KJIMHUYECKOTO OTJIEIECHHUS
XUMHOTEpanuu TemMobsacto3oB U jenpeccuid kposerBopenuss ®I'BY "HMMUI[ remaronorun”
Mun3sapasa Poccun.

5. Ky3pmuna JILA., K.M.H., 3aBelyI0Iasi HAYYHO-KIMHUYECKUM OTACICHUEM TPaHCIUIAHTAI[UU
koctHOTO Mo3ra ®I'BY "HMMUI] rematonorun" Munszapasa Poccun.

6. Kmsacora I'.A., a.M.H., mpodeccop, 3aBeAyromas HAYIHO-KIMHUYECKOW abopaTtopuei
mukpoouoioruu ®I'bY "HMUII remaronoruu" Munzapasa Poccun.

7. TaBpunuaa O.A., K.M.H.,, CTapIIM{ HAy4YHBI COTPYIHUK OTIECIECHHUS XUMHOTEpanuu
remo6sacto30B u aenpeccuit kpopetBopenust ®I'BY "HMUIL] rematonorun" Munsapasa Poccun.

8. bonmapenko C.H., x.M.H.,, HUM nerckoil reMarosioruu ¥ TPAHCIUIAHTOJOTMU UM. P.M.
I'op6aueroii, Cankt-IleTepOyprckuii rocyaapCTBEHHBIN METUIIMHCKAN YHUBEPCHUTET.

9. bapanoBa O.1O., k.M.H., cTapuiiii HAy4YHbI COTPYIHUK OTAEeieHUs remartosoruu OI'bY
"HMMWIL] nm. H.H. broxuna".

10. Koncrantunosa T.C., 'BY3 CO "Ob6nactHoi#t remaronorudeckuii meHTp CBepIOBCKOM
oOacTHON KiInHWYECcKOM OoiapHUILI N 1",

11. CamomnoBa O.C., k.M.H.,, 3aBemyromas otaeineHuem remaroiorun ['BY3 HO
"Hmwxeroposackas obmactHas kiauHudeckas 6onpauia uMm. H.A. Cemarko".

12. Kanopckas T.C., k.M.H., 3aBeayromas otaeneHueM remarojoruu, ['bY3 "Upkyrckas
opnena "3Hak [louera" obGnacTHas kKIMHUYECKast O0pHUIIA" .

13. Jlamur B.A., k.M.H., 3aBenyromuii otneneHueM remarosiorud I'bY3 SO "OoGnactHas
KJIIMHAYecKas 00apHUIA" .

14. KamnanoB K. /., k.M.H., 3aBeaytomuii otaeiaeHueM remarosioruu 'bY3 "Boarorpaackuii
00J1aCTHO¥ OHKOJIOTHYECKHUI AucriaHcep'.

bJiok mo oprann3anuu MeIUIUHCKON MOMOIIH:

15. I'eBopksan Turpan I'aruxoBuu, 3amectutens aupektopa HUM KOP OI'BY "HMUILL
onkonoruu uM. H.H. Baoxuna", riaaBHbIN CIENHAINCT-OHKOJI0T MOCKOBCKOH 00J1aCTH.

16. NBanoB Cepreii AHaronbeBud, 1.M.H., ipo¢d. PAH, nupexrop MPHI] um. A.®. I{pi6a —
¢wimana ®I'BY "HMMUII paguonorun" Munzapasa Poccun.

17. HeBonbckux Anekceld AnekceeBHY, J1.M.H., 3aMECTUTENb TUPEKTOpa Mo JeueOHoi paboTe
MPHI] um. A.®. Ip16a — punmnana ®I'BY "HMUL pangunonoruun" Munszapasa Poccuu.

18. Xaiinosa XKanna BrnagumupoBHa, K.M.H., 3aMECTUTENb AUPEKTOpPA MO OPraHU3allMOHHO-
Meroaunuyeckoir pabore MPHI[ um. A.®. Ipiba — dunmana OI'BY "HMMUILl paguonoruun"
Munsapasa Poccun.

KOH(I)J'II/IKT HHTCPECOB: aBTOPLI 3a4BJIAKOT 00 OTCYTCTBHUU KOH(I)J'II/IKTE[ HUHTCPCCOB.
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ITpunoxxenne A2

MetonoJiorusi paspadoTki KIMHUYECKUX PeKOMEH1alui

LleneBas ayauTopusi KIMHUYECKUX PEKOMEHIALIH:
- Bpaul-reMaToJIoTH;

- Bpa4n-OHKOJIOTH;

- Bpa4u-TepaIeBThl;

- Bpa4d — aKylIepbI-THHEKOJIOT U,

- Bpauu — aHECTE3UOJIOTU-PEAHUMATOJIOTH;

- Bpauu — KJIIMHUYECKHE (DapMaKoJIOTH.

Poccuiickast uccnenoBaTenbCKas rpyIna Mo Uu3y4eHHI0 OCTPhIX Jieliko30B ¢ 1995 r. nmposena 3
MHoroneHTpoBelXx KU no neuennto manumentos ¢ OJIJI B Bo3pacte ot 15 no 55 ner, B KOTOpBIX
MIPUHUMAIIA y4acTUe remMaTojoruueckue 1eHTpsl u3 Oosiee yeM 30 ropoaoB Poccun. Pesynbrarhl
3TUX UCCIIEIOBAaHUN HEOJHOKPAaTHO ONYyOJIMKOBAaHBI U OOCYXIEHBI Ha €XKEroJHbIX pabouyux
COBEIIaHUAX HCCIe[oBaTeNbCckoll rpymmbl. Kpome Toro, mnpu Cco3laHUM HAIMOHAJIbHBIX
peKOMEHAALNN HCHOJIb30BaH OMNBIT M OTIENbHBIX (efepalbHbIX I'e€MaTOJIOTHYECKHX ILIEHTPOB, B
KOTOPBIX KOHIIEHTPUPYIOTCS O0JIbHBIE ITHM 3a00JIEBAHUEM.

Poccuiickass uccnemoBarenbckas rpymmna mo sedeHuro OJIJI B3pocibix (mamee — RALL)
SIBJISIETCSl YIaCTHHUKOM OOIIEEBPOIICHCKON KOOTIEpallud B 3TOM 00JIaCTH TeMaTOJIOTHU U BXOJUT B
eBpomeiickyro pabouyro rpynmy no uzydenuro OJIJI u oOveaunsieT 14 uccnenoBaTeIbCKUX TPYIIIT
W3 pa3IMYHBIX €BpOMeHCcKux cTpaH. [Ipm pa3paboTke peKOMEHIAIUi Tak)Ke YYUTBIBAJICS OIBIT
AMEpPUKAHCKUX MCCIEA0BATENbCKUX Tpynil U pekomeHnaanuu NCCN.

ITockomeky OJIJI mpexacraBmsier coboii  peakoe 3a00j€BaHUE W XapaKTEPU3YETCs
CYIIIECTBEHHOW TE€TEPOTCHHOCThIO, B HacTosiiee BpeMs oOmied mporpammbl sedeHuss OJIJI ne
cymectByeT. Tepamust OJIJI werko auddepennupoBana. B ocHoBe Poccuiickux pexkoMeHIanui
JIeXaT pe3yIbTaThl COOCTBEHHBIX McClenoBanui, EBponeiickue pexkomenaamnuu mno sedenuro OJIJI,
Awmepukanckue pekomenaanuu NCCN.

Tabmuma 2. Hlkama onenkn Y/ a1 METOAOB IUAarHOCTHKH  (JMAarHOCTHYECKUX
BMEIIATEIIbCTB)

Y Pacmudposka

1 |Cucrematnueckue 0030pbl UCCIEIOBAHHI C KOHTPOJEM peQepeHTHbIM METOJO0M WIH
cucTeMatuyeckuit 0030p panaomusnpoBanHbix KU ¢ mpuMeHennemM meTaanammsa

2 OTI[GJ'ILHLI@ HUCCIICAOBAHUA C KOHTPOJIEM pe(bepeHTHBIM METOAOM HIIM OTACIBHBIC
PaHAOMU3BHUPOBAHHBIC KM u cucremarndeckue O630pr I/ICCJ'ICI[OBaHI/Iﬁ JIF000TO HHSaﬁHa,
3a UCKJIFOYCHUCM PaHJOMU3HUPOBAHHBIX KI/I, C IPUMCHCHUEM MCTadaHAJIU3a

3 HccnenoBanus oe3 MOCJICAOBATCIIBHOTO  KOHTPOJIA pe(l)epeHTHBIM MCTOJOM HIIA
HCCICIOBaHuA C pe(l)epeHTHBIM METOJAOM, HE€ MABIAOIIMUMCA HC3aBUCHMBIM  OT
ucceiaeayemMoro Merola Mjin HEPaHAOMUSUPOBAHHBIC CPABHUTCIIBHBIC HCCICIOBAaHHA, B
TOM YHUCJIC KOTOPTHBIC HCCIICAOBAHUA

4 HeCpaBHI/ITCHLHHC HCCIICA0BaHUs, OITMCAHNUEC KIIMHUYCCKOTO ClIydasd

Hmeetcs nmuibs 000CHOBaHUE MEXaHHU3Ma JIENCTBUS UM MHEHHE SKCIIEPTOB
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Tabmuua 3. Hlkana ouenku Y/IJI ams MeTogoB npo(UIakTUKH, JIEYSHUS U peaOMIInTaIH
(mpodunmakTHYECKHX, IeUeOHBIX, peaOMIUTAIIMIOHHBIX BMEIIATEIbCTB)

Y PacmmdpoBka

1 |Cucrematnueckuii 0030p pangomusupoBaHHbix KU ¢ npumeHeHnemM MetaaHanusa

2 Otnenbabie  pangomusupoBanHbie KM u  cucremarndeckue 0030pbl  HCCIEIOBaHUI
aroboro u3aiiHa, 3a MCKIIOYeHHWeM paHpomusupoBaHHblx KW, ¢ npumeneHuem
MeTaaHaJln3a

3 HepaHI[OMI/I3I/IpOBaHHI)Ie CpPaBHUTCIILHBIC HCCIICAOBAaHUA, B TOM YHCJIC KOTOPTHBIC
HUCCICIOBaHUA

4 | HecpaBHUTENbHBIC UCCIICAOBAHUS, ONMMMCAHUE KIMHUYCCKOTO CITydasl WM CEPHH CIyJacs,
uccneaoBaHus "'ciydaid — KOHTPOJIb"

5 |Hmeercs numb 000CHOBaHME MEXaHW3Ma JIEHCTBUS BMEIIATENbCTBA (JIOKIMHUYECKHE
WCCIIEIOBAHUS) UM MHEHUE SKCIIEPTOB

Ta6muma 4. lkama onenku YYP it MeTonoB mpoduiIakTUKH, AWATHOCTUKH, JICUCHUS U
peabwmrtanuy  (MpOQUIAKTUYECKUX, JUATHOCTUYECKUX,  JIEYCOHBIX, peaOMIMTAIMOHHBIX
BMEIIATEJIbCTB)

YVyP Pacummdposka

A | CunpHas pekoMeHmaius (Bce paccMarpuBaeMble KpuUTepuH 3PGEKTHBHOCTH (HCXOIbI)
SIBIISTIOTCSI Ba)KHBIMHU, BCE HCCICIOBAaHHMS HWMEIOT BBICOKOEC WJIM YIOBIIETBOPHUTEIHHOE
METOJIOJIOTHYECKOE KayeCTBO, HMX BBIBOJBI TI0 HMHTEPECYIONIMM HCXOJaM SIBIISIOTCS
COTJIACOBAHHBIMH )

B |VYcnoBHas pexomeHmamus (HE BCE paccMaTpuBaeMble KpUTepur dPGEKTUBHOCTH
(McxXonpl) SBISIFOTCS  BaXHBIMH, HE BCE HCCIICIOBAaHUS HWMEIOT BBICOKOE WIIH
YIOBJIETBOPUTEIHLHOE METO/I0JIOTUIECKOE KAUYECTBO U/MITM UX BBIBOIBI TI0 HHTEPECYIOIUM
MCXO0JIaM HE SIBIISFOTCS COTIIACOBAaHHBIMH)

C |Cnabas pexomeHpanusi (OTCYTCTBHE JIOKa3aTeNbCTB HAAJEXKAIEro KadyectBa (Bce
paccmarpuBaeMble KpuTepuu 3(G(EKTUBHOCTH (MCXOJbI) SIBJSIOTCS HEBAaXXKHBIMHU, BCE
WCCIIEIOBAaHUSI HMEIOT HU3KOE€ METOJ0JOTMYeCKOe KauecTBO M HX BBIBOJABI IO
MHTEPECYIOIIUM HCX0JIaM HE SIBJISIFOTCS COTJIACOBAaHHBIMHU )

ITopsiiok 00HOBJIEHUS KIMHUYECKUX PEKOMEHIAUI

Mexanusm ob6noBneHust KM mpemycmaTpuBaeT MX CHUCTEMATUYECKYIO aKTyalM3allMil0 — HE
pexe yem | pa3 B 3 rojia WM NP MOSBJICHUU HOBOM MH(GOPMAIIMK O TAKTUKE BEJACHUS MAIMEHTOB C
JTaHHBIM 3a0oseBaHueM. Pemenne 00 oOHOBeHMM npuHUMaeT M3 P® Ha oCHOBE IpeIIOKCHHIA,
MPEJICTABICHHBIX MEIUIIMHCKUMU HEKOMMEPUYECKHUMH MPOPECCHOHANBHBIMU OpPTraHU3alUsIMU.
ChopmupoBanHble MPEUIOKEHHUST JODKHBI  YYUTHIBATh PE3yiIbTaThl KOMIUIEKCHON OIIEHKHU
JICKapCTBEHHBIX IIPENaparoB, MEIULMHCKUX HW3LEIUH, a TakKXkKe pe3ysbTaTbl KIMHUYECKOU
anpoOanuu.
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ITpunoxxenne A3

CnpaBouyHble MaTepHuaJbl, BKJIOYasi COOTBETCTBHE NOKA3AHUI K NPUMEHEHHU 0
U MPOTHBONOKA3aHMI, CIOCO00B NPUMEHEHUS U 103 JIeKAPCTBEHHbIX
NpenapaToB, MHCTPYKIMH N0 NPUMEHEHHUIO JIeKaAPCTBEHHOI0 Npenapara

[Tpunoxenue A3.1
IIporoxkoubl aeyenus OJIJI
IIporokoJs poccuiickod Hccaea0BaTeJbCKON rpynnsl Xis Ph-HeraTtuBHbIX
OJIJI y nanmeHnToB B Bo3pacte Mmojaoxke 55 ger — "OJIJI-2009"

Cxema mpororoas « O LTT-2005

fipedghaza: npexrimoTon™® 60 smris®, 1-7-11 2Hn

——— Myvaxons KM ma 8-i gens —

— B
<25 % GaacToB =25 % 0IACTOB

I ghava umdyraun I paza undykgus

ITpednuzazon** 60 suriw?, Hdexcaventazon®® 10 sr/u?,

B—28-11 aum + T aHell oTMeHb! E-28-01 aum + T JAeil oTsMeHs

*  Tayropyomum** 45 sr/se, 8, 15, 22-it 1am
«  Bimkpuctis®®* 2 wr, 8, 15, 22-ii aum
*  Acnaparssaia*® 10 000 EJ/ s, 2911, 36-i1 aam

Myvmecmua KMV wa 36-i 1enn

v

IT ghaza wndyegun
=  Mepxanmomypim™®® 25 sr/s®, 43-T0-01 gmnn
o Ilmxaodrocdasma®® 1000 surisd, 43-i 1eHs
¢  [lurapadmn®* 75 sr's®, 45—48-i1, 59-62-ii anan
*  Acnaparnnaza®® 10 000 EX/s, 50, 57, 64-i1 amm

Myverons KM ga 70-6 1emn

I B
<5 %o DnacToR -5 %% DNACTOB
' +
Kowconnoauus I HMpozpavma
*  lexcamerazon™® 10 mr's®, 71=84-11 xmmn + 7 aueil oTsies JEUEHNR
¢ Joxcopyimmm®** 30 sr/s, 71-i, 85-11 a1 PETECTERTTNAX Phopai

¢  Bumkpierid®* 2 wr, 71-11, 85-if amm

Komcormdauun IT . Moandikama 103
sMepEanTonypina** B
- IABICIMOCTI o1
YPOBHA JefiROUNTOR 0
_ TROMOOLIHTOR
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* Mepranronypin®* 50 sr/s®, 92-105-i xan
*  Acmaparmeasa®® 10 0600 EIT s, 92-ik, 9.4 1um

'

Kowcoandanus [T it ¥

. b | Yme:
¢  Mepranronypiun®®* 25 so/u?, 106-133-ii aun ﬂ:;::“ TP"HT;FI Ju:::un'r
» lnxsodocdasarz®® 1000 uris®, 106-ii Jens TOB HnToB onypuHA
i
o IlirrapaGia®* 75 sr/se, 108-111-ii, 122-125-i mm >~ Bonee 2.0 | Botee 100 | 100 %
s  Acmaparmuaza®® 10 000 EJIse, 113-ii, 127-ii amm <10%a | = 1070 | aosw
Or 10 = |0t 50 =|50 %
{12 mammertos ¢ T-O/L ocymectaasetca chop I'CK). 10 a0l 1072 a0 moam
ayTo-TICK BMMOTHASTCA MOCTE BMECTO -~ 2.0 *| 100 B
10%a 10%/a
IV n V xomcoamuaammm) Menee Menee 50| 0%
1,0 ® | = 10%n
}M 10%n
Koncoandanus IV

o Merotpercar®™ 1.5 r'w? (B Tenenne 24 1), 134-fi 2ens
¢ Mexcasteraron®* 30 ur/u?, 134=136-11 anm
¢ AcnaparmEasa®® 10 000 EJTsE, | 36-01 1o

'

Koweoaudagus V'

¢  [lirrapabons®® 2 r/is’, 2 paza B gens, 148-ii 1eHs

o Texcaserazon®® 30 mr/m?, 148-150-it umn

¢ Acmaparmraza®® 10 000 EJLw®, 150-01 gens

'

HModdepyic usamiiias Mepanus & Medenae 1 16m om ModeNma 088N iR ROCTEOREZ0 Kypod
KONCOIRM NI
Mexedy guetann noddepyicus@oniel Mepanin nem uamepetos: J-i dews noctedymouieso
KYPCa cAE0VEm CPay 3a ROCTEOREM OHEM APEOMICCMEY IOEND

MModdeprcuemomnian mepanus, yuetw M I(1-3): N P
¢ excamerazon®* 10 mrim?®, 1-3-it aun MEPRANTOTYPIHA"* 11
* MepranTomypu®® S0 wrise, 4-28-f et . MeTorpexcama™ 8
*  Bumkpncrim®** 2 wr, 1-ii pens VPOBHA JEKOUITOR 1
¢ Iayaopyommua®*® 45 sris?, 1-ii 2eHs L L
*  Metotpexcar®® 30 mr's?, 2, 9, 16, 23-i anm y

(cymmapHast 103a aHTPALMKIMHOBBIX aHTHOMOTHKOB K MOMEHTY 3aBepIIEeHHUs 3-To Kypca
T0JIIepKMBaKOIIel Tepanuu cocTapiseT 360 Mr/M? B pacdeTe Ha JayHOPYOHIIUH**)
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IMonnep:xuBaromas Tepanusi, HUKJIbI N 21 (4-24):

- Jlekcamerazon** 10 mr/m?, 1-3-it nan

- Mepkanronypun** 50 mr/m?, 4-28-i qun

- Bunkpuctua** 2 mr, 1-ii n1eHb

- Merotpekcat** 30 mr/m?, 2, 9, 16, 23-it nau

- Acnaparunaza** 10 000 EJI/m?, 3-i1, 10-ii gau

IMpopunakruxka HelpoIenKeMUn

HNutparekansho (1utapadbun™* 30 mr, MmetoTpekcar** 15 mr, nekcamerazon™* 4 mr): 0, 7, 14,
21, 28, 35, 70-ii nuu B Tteuenne UT, 105-i1 nenp xoucomumanu 1I, kaxaple 3 Mecdra B TEUEHHUE
IIOICPKUBAOIIEN TepaInU.

Jleuenune HeHpoIeHKEM MU

[Tocne pwarHOCTUKM HEHpoJeiikeMuH Bce OOJIbHBIE, TIOJY4YaloIUe MPETHU30JI0H™*,
MePeBOAATCS Ha JiekcameTa3oH™*. JltoMOambHbIe MYHKIIMH BBITOJHSIOTCS ¢ 4acToToi 1 pa3 B 2-3
IHS 0 TIONYYEHHs 3 HOPMAIBHBIX aHAJIM30B JIMKBOPA, 3aT€M IyHKIWW BBITIOJHSIOTCS 1 pa3 B
HEJIEeNM0 B TeyeHue 3 Mec., 3aTteM | pa3 B 2 Hen. B TeuyeHue 3 mec., 3aTeM | pa3 B 2 Mec. 10
OKOHYaHUS JICUCHUSI.

IIpoTokos HeMenKOW Hccaea0BaTeNbCKON rpynnbl s Ph-HeratuBHBIX
OJIJI y nanmenToB B Bo3pacte Mosaoxke 55 et GMALL (06/99 u 07/03)

®da3za Tepanuu Jlo3a, myTh BBEICHUS Bpewms BBeneHus

[Ipendaza (1-5-i qum)

JlexcameTrazon™** 10 mr/m? BHYTpB 1-5-i nan
Huxmnodochammmg™* 200 mr/m? /B (1 u) 3-5-ii mHU
MeTtoTpekcaT** 15 Mr uHTpaTEeKAIBHO 1-ii nenn

I daza unpykiuu (6-20-i 1eHb)

Jlekcamerazon™* 10 mMr/m? BHYTPb 6, 7, 13-16-i1 nau
Bunkpuctun** 2 mr B/B (001H0CHO) 6, 13, 20-ii nuu
JayHopyOurua** 45 mr/m? B/B (15 mun.) 6, 7, 13, 14-ii nau
Bo3spact > 55 ner 30 mr/m?
- Acnaparunaza** 10 000 EJI/m?, 20-ii, 17- quu
I'-KCo 5 MKI/KT HOJIKOHO Hauunasg ¢ 6-ro gus

VY nanuueHToB ¢ UCXOIHBIM
KOJM4ecTBOM HelTpoduio S00/MKI Hauunas ¢ 1-ro nus

TaxkTuka BeJeHHS NAUMEHTOB C HMCXOJHBIM KOJUYECTBOM HedTpoduinoB S500/Mxi (uiau
pa3BUBIIMMCS B TeueHue 1-x 5 nHei):

- [IP unm yactuuHas pemuccus Ha 11-if neHb: BBeleHHe AayHOpYOMIIMHA™*, BUHKpUCTHHA™*
U JleKcameTa3oHa** mpu HEoOXOJUMOCTH MOXET ObITh MEPEHECeHO JI0 BOCCTAaHOBJIEHUS YHMCIIA
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HeiTpoduios > 500/MKI (MAaKCUMYM Ha HEZIEINIO).

- IIpu pe3uCTEHTHOCTH WU NIPOTPECCUU: TPOJOJDKEHUE TEPAIIUU.
Onenka pemuccun: 11-it u 26-it quu (¢ ouenkoit MOB).

IT daza nanykumn (26-46-i 1HN)
Hukmodochammm**
[uTtapaOun**
Mepkanromnypun**
MetoTtpekcar**

I-KC®

O6nyuyenue [THC

1000 mr/m? B/B

75 mr/m? B/B

60 Mr/mM% BHYTpPS

15 Mr uHTpaTeKaaIbHO

5 MKT/KT TIOIKOYXHO

24 Tp

26-11, 46-11 gau

28-31, 35-38, 42-45-ii nuu
26-46-i1 quu

28, 35, 42-ii nuu

HayuHag ¢ 26-T0 IHS

[Manuentam ¢ T-OJUJI ¢ mopakeHueM cpenocTeHUss B Haudajge BTOpOH (a3bl MHAYKUIUU
BoinosiHseTcss KT-konTposb. IIpu octatouHoi omyxonu > 2 ¢M nocie BTOpod (a3bl MHIYKIUU B
MIPOrpPaMMHYIO TEPANUIO BKIIIOYAIOT 00yUeHHeE.

Onenka pemuccun: 46-i nensb (c onenkoit MOB).

Koncoamxamas I (71-i nenn)
Jlekcamertaszon**
Bunxpncrina**

Merotpekcar**

Bozpacm =33 a1em

#31onmosna**
Ilnrapabua**
Bozpacm =55 1em
[-KC®
MetoTtpekcar**
ILlnrapabua**

Jlekcamertazon™**

10 mr/m? BHYTPB

1 mr/m? (Max 2 mr) B/B (6omocHO)
1.5 r/m2 /B (24 1)

1,0 2/a° ¢/e

250 mr/m? B/B (1 9)

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

1 r/s? 2 pasza B 1eHb B/B

5 MKI/KT NOAKOXKHO

15 mr
40 Mmr

HHTPATCRKATIBHO

4 mT

Onenka pemuccuu: 71-i aens (c onenkoit MOB).

Hanee npoBoautcs moounm3arus u coop CKK BceM manpeHTam cTaHAapTHOTO pUCKa M BCEM
MarMeHTaM BBICOKOTO U OUY€HBb BBICOKOTO TPYIII PUCKA, Y KOTOPBIX HET JOHOPA.

Cxema anbHEHIIero JeueHus 3aBUCUT OT TPYIIIBI pUCKA, K KOTOPOIl MPUHAJICKUT TMAI[UEHT.

1-5-11 aHN
1-il 1eHs

1-i1 JeHs

Ha4iHag ¢ 7-ro JH4

12-i1 1eHB
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I[ﬂ:l Ipyonsl CTAHIAPTHOIO PHCKA:

Koncoanaanns II (16-1 meaenn)

Metotpekcar** 1.5 r/s? 8/B (24 4) 1, 15+it qum
Bospacm >55 1em 1,0 2/’ /e

Acnaparunasa** 10 000 EJ/n?, 2-it, 9, 16, 23-it aun

Mepxkanronypun** 60 mr/s? BHYTPS 1-7. 15-21-i1 aum

Ouenxa pemuccnn: 16-1 neaens (¢ ouenxoit MOB).

Pennayknns I (22-1 nexeas)

Ipeannsoaon** 20 mr/s® 8/B 3 pBa 1-14-it aum
Bunxpucrun** 1 mr/s? 8/B (6omocHo) 1-7-it aum
Joxcopyoumm** 50 mr/se? 8/B (15 yvum) 1-7-it aum
Mertotpekcat** 15 Mr

Lurapaoua** 40 yr HHTPaTCKATBHO 1. 15-it gun
Jexcamerason** 4 mr

Pennayxknnas IT

Linknodochavma** 1000 mr/»? 8/B 26-i1, 46-i aHM
Liurapaoun** 75 Mr/v’ BB 28-31, 35-38, 42-45-ii anm
Mepranromypun** 60 mr/m? BHYTPB 26-46-it 1an

Oucnka pemuccnn: 30-1 neaenn (¢ oucnxoit MOB).
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Koncoanaanns I (30-u nexeasn)
Merotpekcar**

Bospacm >355 1em
Acnaparunasa**
Mepxanromypus**
Koncoanaanna IV (36-a nexean)
LlurapaGun**

Tennnosna

Merotpekcar**

LluTapadun**

Jexcamerason**

Koncoanaanas V (41-n nexenn)

uxrodocdarma**
Llurapabuu**

Merotpekcar**

[lurapabun**

1,5 r/»? 8/B (24 4)
1,0 2/w° 6/6

10 000 EJTA¢,

60 mr/s? BHYTPB

150 mr/se? B/B

100 mr/se? 8/8 (2 4)
15 mr
40 Mr HHTPATEKATBHO

4 umr

1000 sr/s® /B
500 mr/s? B/B (24 u)
15 mr

40 Mr HHTPATCKATBHO

YnyJyweHHasa BépcTka: [letckas yponorusi B Omcke http://disuria.ru

Jun 1-i, 15-i aam

2-i1, 9, 16, 23-it 1am
1-7, 15-21-it aum

1-5-# aun
1-5-i1 aun

1-it JeHB

l-2 Hegena

l-2 Hegenn

1-1 Hegena
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Jexcamerason** 4 Mr
Ouenka pemucenn: 46-a neaean (¢ ouenkoit MOB).
Koncoanaanus VI (46-a nexenn)

Metotpekcar** 1.5 r/v? /8 (24 u) 1-it, 15-it aum
Bospacm >355 1em 1,0 2w’ ele

Acnaparunasa®** 10 000 EI/», 2-i, 9, 16, 23-it aum

MepranTomypun** 60 mr/m® BHYTPD 1-7, 15-21-i anm

Hurparexkaasnoe sseienne npenaparos (52-a neaean)

Mertotpekcar** 15 mr

Iurapadun** 40 Mr » HHTPATEKATBHO 52-1 wenens

Jlexcamerason** 4Mr

Oucnka pemuccenn: 52-1 neaens (¢ ouenxoit MOB).
Jaaee npoeoautca crpatuduxaums no MOB-cratycy naumenTa:
e ['pynna nusxozo pucxa no MOB: oxonuanue mepanuu.
e I'pynna evicoxozo pucxa no MOB: TI'CK wiu unmencusHas noodepicuearyai mepanus
WU MEPANUA € PAMKAX UCCIe008aNUIL.
e ['pynna cpednezo pucxa no MOB: unmencusnas noddeprcusarowas mepanua.
Aas rpynnsi BICOKOT0 B 0MEeHb BHICOKOI0 PHCKA:
Ipu naruvuu donopa:
e  An10-TI'CK podcmeennas uiu HepoocmeenHan.
ITpu omcymemeuu donopa:
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Koncoamaanuasa 11

OJUUT m3 B-npemmecTBeHHHKOB

#Haapyonumn**

Bospacm >335 1em

£Qayrapadun**

[urapaduu**

Bospacm >335 1em

[-KC®
Merotpekcar**
Lurapacuu**

Hercamerason**

10 mr/n? 88 (15 Mum)

7 m2/m? e/e

30 mr/sv’ /B (1 )
2rim’B/B(29)

1 2/ e/e

5 MKI/Kr

15 mr

40 mr HHTPATEKAIBHO

4 mr

Ouenka pemuccun: 16-1 neaens (¢ ouenxoit MOB).

O.L'T m3 T-nmpeamecreennnkos

#Kaaapuonn
#3rtomosua**
lmwrapacun**

Bospacm >335 1em
I-KCo®
MertoTpekcar**
urapaoun**

Jexcamerason**

0.2 mr/kr 8/s (29)

60 mr/v? /B (2 9)

1,5 r/ne? (90 nmm)

1 2/m’ e/e

5 MKI/Kr

15 mr

40 Mr HHTPATCKATHHO

4 mr

Ouenxa pemucenn: 16-2 neaena (¢ ouenxoit MOB).

AyTo-TT'CK

1-it. 3-i1 aun

1-5-it aum

1-5-it gun

HAYMHHAA ¢ 7-ro JIHA

1-it acHB

1=5-# amm
1-5-it aun
1-5-# aum

HauHHAaA ¢ 6-ro aHA

1-it JeHB

HaHI/IeHTH M3 Tpylnm BBICOKOI'O M OY€HbL BBICOKOI'O PHUCKOB, KOTOPHIM HE MOXKET OBITh
BBIIIOJIHCHA TpaHCIUIaHTAlOud, IIOJYy4aroT XT mo mnporpamme rIpymlibl CTaHAAPTHOI'O pHUCKa C
COOTBCTCTBYIOIIUM MOB-KOHTpOJ'IeM. Ilocne roaga TCpanvkd BHOBb IIOJHHUMACTCA BOIIPOC O

peimonaeruu TT'CK.

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

ITpotokoa Hyper-CVAD cocrout u3 uepenoBanus coocteento kypcos Hyper-CVAD (1, 3, 5,
7) m kypca R-HMA — nurapabuna** um merorpekcata** B BblcOkuX g03ax (2, 4, 6, 8) u
JANbHEUIIIEN TTOAIEPKUBAIOIIEN TEPATIUU.

YnydweHHast BépcTka: [letckaa yponorusi B Omcke http://disuria.ru
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da3a tepanuu
Hyper-CVAD

Huknodochamum*

(Bcero 6 BBeEHMIN)
Bunkpuctun**
Hoxkcopyoumma™*
JlekcameTrazon™*
HD-MTX-Ara-C
MetoTtpekcar™*
HurapaOun**

Bospact > 60 ner

Metunnpenau3onon™*

(Bcero 6 BBenEHMIN)

[Ipodunaktuka mopakennss I[[HC mnpoBomuTcs Ha KaxaIoM Kypce,

Jlo3a, myTh BBEICHUS

Bpewms BBeneHus

300 mr/m? 2 pasa B eHb B/B (2- 1-3-ii auu

3 9)

2 Mr B/B

50 mr/m? B/B (24 1)

40 Mr B/B WM BHYTPb

1 r/m? /B (24 u);

3 r/m? 2 paza B eHb B/B (2 )

1 /™% B/B

(Bcero 4 BBenieHUS);

WHTPATCKATLHBIX BBEICHHIA:
- Metotpekcar®* — 12 Mr uHTpaTeKaabHO, 2-i1 ICHD.
- [futapabun™** — 100 Mr HHTpaTEeKAIBHO, 7-1 JICHB.
O0s13arenbHast IOICP)KUBAIOIIAs TEPAITUS B TEUCHUE 2-X JIET.

50 mr 2 pa3a B IeHb

4-1, 11-ii quu

4-i1 neup

1-4-1, 11-14-%1 qun
1-ii nenn

2-#, 3-i qHH

1-3-i1 quu

CyMMapHO

IIporokoa ¢ppanmysckoii rpynnst GRAALL-2003

®da3za Tepanuu
[Ipendasa
[Ipeaauzomon™*

MeTtoTpekcaT**

Nunykius 1
[Ipeaauzomon™*

JayHopyOurus**

Bunkpuctun**
Acnaparunaza**

Huknodochamum™*

}:[03a, IIYTb BBCIACHUA

60 Mr/m?

15 Mr UHTpaTeKaIbHO

60 mr/m?

50 mr/m?

30 mr/m?

2 Mr

6000 EJI/m?

750 mr/m?

750 mr/m?

500 mr/m? (12 )

Bpewms BBenenus

nau -7 no -1
Mexay -7 u -4

1-14-i1 nau
1-3-# nHU
15-#1, 16-i1 nau
1, 8, 15, 22-ii nun
8, 10, 12, 20, 22, 24, 26, 28-ii nan
1-ii nenb
15-it neHsb (Mpu XOpoIIeM paHHEM OTBETE)

15-ii, 16-i1 nens (Mpu HETOCTATOYHOM PAHHEM

16
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@unrpactum**

VHTeHCHBHBINA MHIYKIMOHHBIN KYpC TIPU OTCYTCTBUH peMHccuy rociie | ¢a3er

#U napyOourua* *
[utapaOun**

@unrpactum**

5 MKI/KT

12 mr/m?
2 r/m? (12 )

5 MKI/KT

Konconunanus — GnokoBast Tepanus

baoku 1, 4,7
HurapaOun**
JlekcameTrazon™*
Acnaparunaza**
Oumirpactum**
bioxu 2, 5, 8
MetoTtpekcar**
Bunkpuctun**

Acnaparunaza®*

Mepxkanrtomnypun™*

dunrpactum**

bioku 3, 6

Huxmnodochammmg™*

#Otomo3um**
MertoTpekcaT**

dunrpactum**

[To3ansis nHTEeHCUBUKAIUs (MEX Ty OJJ0KaMH KOHCOJUIAIUN 6 1 7)

Jna nanmenToB B [1P mocne I dassl unaykuum

2 r/m? (12 1)
10 mr (12 )
10 000 e/m?

5 MKT/KT

3 r/m? B/B (24 1)
2 MT B/B

10 000 EJT/m?
60 Mr/m?

5 MKI/KT

500 mr/m?
75 mr/m?
25 Mr/m?

5 MKI/KT

OTBETE)

¢ 17-ro 1Hs 10 BOCCTAaHOBJIEHMSI TPAHYJIOLUTOB

1-3-i1 nau
1-4-ii numn

¢ 9-T0 IHS 10 BOCCTaHOBJICHHSI IPaHYJIOLUTOB

1-#, 2-1 naun
1-#, 2-1 naun
3-ii neHn

7-13-i1 quu

15-i1 nenb
15-i1 nenb
16-i1 neHn
15-21-i1 nau
22-27-11 N

29-11, 30-i1 nHu
29-11, 30-i1 nHu

29-11 neHp

C 31-ro 1Hs 10 BOCCTAaHOBJIEHUS TPAHYJIOILIUTOB

[Ipeaauzonon™* 60 Mr/m? 1-14-i1 nau

Bunkpuctun** 2 Mr 1, 8, 15-i1 naun

JayHopyOurua** 30 mr/m? 1-3-ii qau

Acnaparunaza** 6 000 EJI/m? 8, 10, 12, 18, 20, 22-# quu
Huxnopochamua** 500 mr/m? (12 u) 15-ii nenn

dunrpactum** 5 MKI/KT ecnu HelTpodmisl < 0,5/11, 10 BOCCTaHOBIJIEHUS

Jnsa naruenToB B [1P mocne II naTeHCHBHOM (hazb

#U napyourua**
[{utapaOun**

dunrpactum**

9 mMr/m?
2 r/m? (12 u)

5 MKI/KT

1-3-# nHU
1-4-# naun

¢ 9-ro AHA 10 BOCCTAHOBJICHHA I'PAHYJIOLIUTOB
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[TonnepxuBaromas Tepanus

[Ipenuuzonon™* 40 Mr/m? 1-7-11 U KaX eIl Mecs1l B TeueHue 12 Mec.
Bunkpuctun** 2 mr 1-i1 neHp KaxxabId Mecsl B TeueHue 12 mec.
MeroTpekcar** 25 mr/m%/uen. BHYTp, B TedeHue 24 Mec.

Mepxantomypur** 60 Mr/m%/1eHb B TeueHue 24 mec.

IHHC: npodprarakraxa/ sevenne

Ipogpuraxmura

MetoTpekcar** 15 Mr 1-it 1 8-t THH HHIYKIHI:
[urapaous** 30 mr HHTPATCKATBHO 29-it aenp KaxI0r0 DIOKA
Memuanpeanmsoaon** 40 wmr KOHCOTHIALIMM;

1-it aeHE mo3gHel

HHTCHCHOHKALIH.

Kpannanenoe oOmyuenune 18 I'p mepen HawamoM moauep)KuBaromend Tepanuu, 6-
MepKanTomypiH** 60 Mr/M%/cyT. BO BpeMs 00TydeHHS.

JleueHnne HelpoJieiKeMH, TMATHOCTUPOBAHHOM B J1e010Te 32001 BAHUSA

Merotpexcar*® 15 mr 8 BBeacHMIT MeRTY THAMM
[urapadoun** 30 mr HHTpaTekaTeHO  7-21 HHIyKIMK:
Memuanpeasnsoaon** 40 mr 4 BBEJCHHA BO BpeMA MEPBBIX:

2 DIOKOB KOHCOTILIALTHH,
1 BBeacHie Ha 29-5 Jeus I H 6
0.10KOB KOHCOTHIALIHM,

Kpanuansaoe ob6mydenue 15 I'p TI'CK wumm 24 I'p mepea HauaioMm MOJIEP>KUBAIOLICH
Teparnuu, MepKanTonypun** 60 Mr/mM%/cyT. Bo BpeMst 00/ TydeHHs.

Iporokon "OJIJI-2009", aganTUpOBaHHBIN AJs1 JeYeHUS] NAUMEHTOB C
OJIJI crapuieit Bo3pacTHO# rpynmsl (55 jer u crapiie)

Ilpeogpasza: npeannsonon 60 mr/a?, 1-7-i aun

P Hyaxnas KM aa 8-a aenn s i

<25 % OnacroB >25 % O61acroe
I ¢pasza unoyxuuu IT paza unoyryuu_
ITpeorusoron** 60 mr/nm?, Hdexcamemason™** 6 mr/v?,
8—14-i1 aau + 7 aHCH OTMCHBI 8—14-i1 aan + 7 aHCH OTMCHEBI
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e Jaynopyouumu®* 45 mr/a, 8-if u 15-it quu
e Bunxkpuctan** 2 wmr, 8-it i 15-i qun

e Acnaparunasa** 6000 EJI/n?, 29-it u 36-it aun

Iyaxnas KM nsa 36-i aesn
v

II ¢pasza undyrxyuu
e Mepkanromypun** 25 mr/a?, 43-70-i 1un

o IMuxaodochanma** 1000 mr/s?, 43-i acHB

e Ilurapadun** 50 mr/n?, 45-48-i, 59-62-i 1uH
e Acnaparunasa** 6000 EJI/a?, 50, 57, 64-ii aun

ysxknas KM sa 70-i genn
-

<5 % O1acToB

.

T ——

>5 % o1acToB

Koncoaudayun I Hpozpamma
e Jlexcamerason** 6 mr/a?, 71-84-it aun + 7 aHEH OTMEHBI aeqeHun
e Jloxcopyouumu®** 30 mr/a, 71-i u 85-it auu pe3ucmenmusix gopm
e Bunkpuctua** 2 mr, 71-i u 85-it aam
'
Koncoaudayun IT MoandHKauHA 0351

e  Mepkanronmypuna** 50 Mr/ar?, 92-105-ii aun
e Acnaparunasa** 6000 EJ{/a?, 92-it u 99-it

L MepkanTomypuHa** B
3aBHCHMOCTH OT YPOBHA
JCHKOLIMTOB H TPOMOOLHTOB

'

L 4
Yucao Yucao Jo3sa 6-
Koncoaudayun III JedkonuTOB | Tpombonuro | MP
** 25 yr/ac ¥ B

e Mepkanronmypun** 25 mr/ae?, 106—-133-it aun Bonee 2.0 = Bonee 100 1100 %
e Iluxrodocdanma** 1000 mr/a?, 106-ii nens 10%a 10%/a 0361

Or1,0 x 10%a | Or 50 x 10%xa | 50 %

— 2 5 122-125-
e Ilurapadun** 50 mr/m*, 108-111-i1. 122-125-i 702.0 x 10%1 | 20 100 S
JHH 10%/a
o,

e Acnaparunasa** 6000 EJ/a?, 113-it u 127-i1 aun ll\g?:c 1 ll\g?:c il L

IModoepacusaronian mepanun 6 meaenue 2 1em

om momenma 3aéeputenun nocreonezo Il kypca xoncorudauuu.

YnyJyweHHasa BépcTka: [letckas yponorusi B Omcke http://disuria.ru
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Mesicoy wuurxaamu noodepircucarouieit mepanuu Hem unmepéeanos: I-ii Odens

NOCIE0YI0ULe20 Kypea c1edyem cpasy 3a NOCAeOHUM OHEM NPeOuleCmeyoule2o.

IToooepxcusarwowan mepanun, yuxast Ne 8(1-8): N\

e Jlexcamerasor*™ 6 mr/n?, 1-3-it aun

e Mepkanromypun** 50 mr/a?, 4-28-it aun
P Moandukauns 10381

e Bunxpuctua™* 2 mr, 1-ii acHb MepKanTonmypuHa** u
> MeToTpeKkcata*™ B
3aBHCHMOCTH OT YPOBHA
e Acnaparunasa** 6000 EJI/n?, 3-it 1cHb JCHKOUMTOB H TPOMOOIIHTOB

e Merorpekcar** 30 mr/nv?, 2, 9, 16, 23-it aun

Ioooeprcusarowan mepanus, yuraot Ne 21(9-24):

e Mepkanromypua** 50 mr/a?, 4-28-if aun
e Bunxpuctua™* 2 mr, 1-if a1cHb

e Merotpekcar** 30 mr/n?, 2, 9, 16, 23-it aun

IMpopunakTuka HelposieHKeMUn

WuTparekansho (uurapabun** 30 mr, metorpekcar™* 15 mr, gexcameraszoun™* 4 mr): 0, 7, 14,
21, 28, 35, 70-i1 guu B Tteuenue UMT, 105-ii menr koHcoiupmanuu I, kaxxnaple 3 Mec. B TeUeHUE
MOIEP>KUBAIOLIEH TepaITHH.

JleyeHue HelposeiKeMUun

[Tocne pamarHOCTUKM HEUPOJEHKEMHH BCE TAIMEHTHI, TOJIYYAIOIUe TMPEIHU30JIOH™*,
MEePEBOJIATCS Ha JekcameTazoH™*, JIromOallbHbIC TMTYHKIIMHA BBITIOJHSAIOTCS ¢ yacToToi 1 pa3 B 2-3
JIHSL JTO TIOJIYYCHHsI TPEX HOPMAJbHBIX aHAJIM30B JIMKBOPA, 3aT€M ITYHKIIMHM BBITIOJHSIOTCS 1 pa3 B
Helleno B TeyeHue 3 mec., 3aTeM 1 pa3 B 2 Hea. B TeueHwe 3 Mmec., 3areM | pa3 B 2 Mec. 110
OKOHYAHHS JICUCHHUS.

IIpoToKoJ eBpONEeCKON IPyNnbl M0 JEeYCHUI0 MAlMeHTOB cTapiue S5 Jjer ¢
OJI1

IIpendasza: nmexcamerazon** (mepopameHo, 10 wmr/m2, B 1-5-if 1HM), MeToTpekcaT**
(maTpaTekanpHO 12 Mr, B 1-i1 1eHb).

Wunykuus, ¢asa I mekcamerason** (mepopansHo, 10 mr/m? B 6-7-i*, 13-16-if aum);
BUHKPUCTUH** (BHYTpUBEHHO, |1 Mr B 6-H, 13-if 1uM); #ugapyOounuu** (BHyTpuBeHHO, 10 mr, B 6-7-
i, 13-14-it guum); wmerorpekcar** (BHyTpuoOojoueyHo, 12 wmr) + pgekcametazon™*
(BHYTpHOOOIOUYEYHO, 4 MT) + nutapabun** (BHyrpuobdonoueyHo, 40 mr) B 12, 20, 27, 34-it nuu; -
KC® (moakoxHO, 5 MKI/KT, B 6-i JIeHb, 0 BOCCTaHOBIJIEHUSI KoJndecTBa HelTpodmioB > 1,0 x
10%n).

Nunykius, dasa Il: muknodocpamua** (BHyrpusenso, 300 mr/m? B 20-22-ii num) [1];
uuTapabuH** (BHyTpHBEHHO, 60 Mr/mM? B 21-24-i1, 28-31-if 1HK).

Koncomunamus (kaxkaele 4-6 Hen.): muknsl 1, 3, 5 — merorpekcat** (1000 mr/m?%; y
namuentoB > 70 ger — 500 Mr/m%, BHYTpuUBeHHO, B 1-if JeHb); acmaparunasza** (1000 EJI/m%; y
nanuentos > 70 net — 5000 EJI/M?, BHYTpUMBIIIEYHO, BO 2-# IeHb); UKL 2, 4, 6 — uTapabun**
(1000 mr/m?; y nanuenTos > 70 net — 500 Mr/m?, BHYTpUBEHHO, B 1, 3, 5-if 1unm).
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[MoanepxuBaromas Tepanusi (JUTMTEIFHOCTRIO N0 2 JIeT): JeKcaMeTa3oH** (mepopaiibHo, 40
Mr B 1-2-#1 1HM); BUHKpUCTUH** (BHYTpHBEHHO, | MT B 1-if IeHb); MepKanTomypun™* (mepopaibHo,
60 mr/m? B 1-90-it 1uu); MeTOTpekcaT™** (BHYTpUBEHHO, 25 Mr/M2, 1 pa3 B Hezeo).

IIporpammel Jeyenus Jum¢pombl bepkurra
JIB-M-04
Cxema neuenust: npeadaza—A—C—-A-C.

[Ipendaza:
- uknodochammm** 200 mr/m? B/B, 1-5-if 1R
- Jlexcamerazon** 10 mr/m2 B/B, 1-5-if U

biok A:

- Udpochammm** 800 mr/m? B/B, 1-5-if 1HIA

- Metotpekcat** 1,5 r/m? B/B (B Teuenne 12 u), 1-if nens

- Bunkpuctua** 2 mr B/B, 1-if neHb

- Jloxcopyourme** 50 mr/m2 B/B, 3-if 1eHb

- Ilurapabun** 150 mMr/m? B/B Kaxasie 12 4, 4-5-if 1au (Bcero 4 BBeCHNS)
- Dromo3ua** 100 mr/m? B/B, 4-5-if 1HU

- Jlexcamerazon** 10 mr/m? B/B, 1-5-if 1HM

biox C:

- Metotpekcat** 1,5 r/m? B/B (B Teuenue 12 u), 1-if 1eHp

- Bun6nactua** 5 mr/m® B/B, 1-ii neHb

- [futapabun™* 2 r/M° B/B Kaxkbie 12 4, 2-3-i nHH (Bcero 4 BBeneHU)
- Drono3ux** 150 mMr/m? /B, 3-5-if aHU

- JlekcameTazon** 10 mr/m? B/B, 1-5-if qHU

[IpodunakTuky HeHpoJeHkeMuu MpoBoAAT B 1-ii jaeHb mpendassl U B - JeHB KaXKJI0TO
0JIoka B BHJIC WHTpaTeKaJlbHOro BBeAeHUs X1: murtapabun** 30 mr, metorpekcar** 15 wr,
npeaHu30J0H** 30 mr.

Putykcumad** 375 Mr/mM2 BBOIAT B 0-i JIeHb KaxkI0T0 OJI0Ka (Bcero 4 BBeneHNU).

R-Hyper-CVAD/R-HMA

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

- Iuxnopochamum** 300 mMr/m? B/B kaxasie 12 4, 1-3-it nau (Bcero 6 BBeneHHil)

- Jlekcamerazon** 40 mr B/B Uiy BHYTpb, 1-4-i, 11-14-ii nau

- Jlokcopybumun** 50 Mr/mM® B/B HempepblBHOM 24-4acoBoil MH(Yy3Hel B LEHTPAIbHBIH
Karerep, 4-i1 1eHb

- Bunkpuctua** 2 mr B/B, 4-i1, 11-i1 nuu

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

- Metotpekcat** 1000 Mr B/B HenpepbIBHOU 24-yacoBoil nH¢y3ueH, 1-it 1eHb

- Llurapabun** 3 r/m? (y 6ombHbIX cTapie 60 ner — 1 r/m%) B/B xaxaple 12 4, 2-3-it auM
(Bcero 4 BBeneHUS )

- Metunnpenauzonon** 50 mr B/B kaxkasie 12 u, quu 1-3-i qau (Bcero 6 BBeIeHUIN)
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- Purykcuma6** 375 mr/m? /B, 1-it, 11-i quu (uukmst 1, 3) u 2-i, 8- (muxist 2, 4) — Beero 8
BBEJICHUM

- Ilpodpunaktuka mnopaxenus L[HC mnpoBoauTcs Ha KaxIoM Kypce, CymMMapHo 16
MHTpPATEKAJIbHBIX BBEICHUIN: METOTpeKcaT** 12 Mr UHTpaTeKallbHO, 2-i JeHb, uuTtapadbun®* 100 mr
MHTPATEKAIbHO, 7-U IE€Hb

R-DA-EPOCH

- Putykcumao** 375 Mmr/m? B/B, 0-if 1€HD

- Drono3un** 50 Mr/m? B/B 3a 24 4, 1-4-ii qaU*

- Jlokcopyourmu** 10 Mr/m? B/B 32 24 1, 1-4-if qant
- Bunkpuctua** 0,5 mr /B 3a 24 4, 1-4-i1 nau

- Tlpepuuzonon** 60 mr/m? BHYTph 1-5-# qHKM

- Iuknodochamua** 750 mr/m? B/B, 5-it neHs [2]

NHL-BFM 90 (B-HXJI 2004 ma6.)

Cxema yedeHus:

- I'pynna Huskoro pucka: V—-A—B

- I'pynma mpomexyTo4HOro pHcKa WM BbeICOKOTO pucka: V. — AA — BB, npanee —
pecTagupoBaHue

- eca [1P, To AA — BB (- AA — BB — y manueHToB BRICOKOTO PHCKa);

- eciu HenoyHkI oTtBeT, To CC, najiee — pecraiupoBaHuE;

- ecnu gocturnyra Bropas [IP umm oTcyTrcTBUE OMyXOJIEBOM TKaHU, MO JTaHHBIM MOBTOPHOM
ouoncun, To AA - BB - CC

- €CJIM OTyXO0JIeBas TKaHb, 10 JAHHBIM IMOBTOPHOM Onotnicuu, To ayro-TI'CK

[Ipodaza (V):

- TIpenan3onon** 30 Mr/mM? BHYTpb M B/B, 1-5-if qHu
- [uknmodochamun™* 200 mr/m? B/B, 1-5-if qHU

- Metotpekcar®* 12 mr uHTpaTeKaabHO, 1-i 1eHb

- [futapabun™* 30 Mr uHTpaTeKaIbHO, 1-i 1EeHBL

- [Ipenauzonon™** 10 Mr uaTpaTeKaibHO, 1-i 1CHB

biox A:

- Jlekcamerazon** 10 mr/m? B/B wim BHYTpB, 1-5-i1 oI

- Ubochamun™* 800 mr/m? B/B, 1-5-ii mHU

- Metotpekcat** 500 mr/m? B/B, 1-i nenn (24-uacoBas undy3us)

- [{utapabun™* 150 mr/m? B/B kaxpie 12 4, 4-5-ii qHU (Bcero 4 BBeeHUS)
- Drono3ua** 100 mr/m? B/B, 4-5-if mHU

- Metotpekcat** 12 Mr unTpaTekaibHo, 1-ii 1eHb

- Hurapabun™* 30 Mr uHTpaTekanbHo, 1-i 1eHb

- [Ipegauzonon™** 10 Mr uHTpaTeKanbHo, 1-i AeHDb

bnok B:

- JlexcameTazon** 10 Mr/m? B/B uu BHYTpb, 1-5-if 1Hu

- Huxnodochamua™* 200 mr/m? B/B, 1-5-ii mHU

- Metotpexkcat** 500 mr/m? B/B, 1-it nens (24-uacoBas uHQpy3Us)
- Jlokcopyouruu** 25 mr/m? B/B, 4-5-it 1uu
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- Merotpekcar** 12 Mr uHTparekainbHo, 1-i 1eHb
- Hurapabun™* 30 Mr uHTpaTeKaJIbHO, 1-i 1eHb
- [lpegauzonon** 10 Mr uHTpaTeKanbHo, 1-i ACHD

brnok AA:

- JlekcameTazon** 10 Mr/m? B/B umm BHYTpb, 1-5-if 1uu

- Udpochammm** 800 mr/m? B/B, 1-5-if nHI

- MetoTpekcat** 5 r/m? B/B, 1-it nenb (24-uacoBas uHQY3Hs) (IPH JISUESHHUH 110 IPOTOKOITY B-
HXJI 2004 Ma6. — 1 r/m?)

- Bunkpuctun** 1,4 mr/m? (ae 6onee 2 Mr) B/B, 1-ii 1eHb

- Lurapabun** 150 mMr/m? B/B kaxasie 12 4, 4-5-it 1au (Bcero 4 BBeeHMS)

- Drono3un** 100 Mr/m? /B, 4-5-if nHU

- Metotpekcar™* 6 Mr uHTpatekanbHo, 1, 5-i qHI

- [lutapabun™* 15 mr unTpatekansHo, 1, 5-it 1o

- [Ipennuzonon™* 5 Mr unTpaTekanbHo, 1, 5-it oK

biiok BB:

- JlexcameTazon** 10 Mr/m? B/B umm BHYTPb, 1-5-if 1Hu

- Iuknodochammm** 200 mr/m? B/B, 1-5-if 1HIA

- Metotpekcar** 5 r/m? /B, 1-it nenp (24-uacosast mHQY3Hs) (IPH JEUEHHH TI0 MPOTOKOIY B-
HXJT 2004 Ma6. — 1 r/m?)

- Bunkpuctua** 1,4 mr/m? (ge Gonee 2 Mr) B/B, 1-ii 1eHb

- Jlokcopyouruua™®* 25 mr/M? B/B, 4-5-i1 nHU

- MetoTtpekcar®* 6 Mr uHTpatekanbpHo, 1, 5-i qHI

- [lutapabun™* 15 mr uHTpaTekanbHo, 1, 5-it THA

- [Ipenanzonon™* 5 Mr uHTpaTeKkanbHo, 1, 5-if oK

biok CC:

- Jlexcamertazon** 20 Mr/mM? B/B MIIM BHYTpb, 1-5-if 10U

- Bunkpuctua** 1 mr/m? (ue 6onee 2 Mr) B/B, 1-ii 1eHb

- [lutapabun™* 2 r/mM? B/B Kaxkbie 12 4, 1-2-i nHn (Bcero 4 BBeneHUA)

- Drono3ux** 150 mr/m? /B, 3-5-if aHH

- Metotpekcar®* 12 Mr uHTpaTeKaabHO, S-i IeHb

- [futapabun™* 30 Mr uHTpaTEeKaIbLHO, S-i JICHBb

- [Ipenauzonon™* 10 Mr uHTpaTeKaIbHO, S5-I NCHB

- Putykcuma6** 375 mr/m? B/B 6-8 yacos, 0-if JeHb Kaxk10ro 6110Ka (B paMKax IpoToKona B-
HXJI 2004 ma6. B 0-i nenp 1-x 4 6J10KOB)

IIporpaMmmbl JiedyeHUs peuMAUBOB U pedpakrepHbIx dopm OJIJI

Flag-lda:

- #Onynapabun™* 25 mr/m? B/B 3a 30 MuH, 1-5-if qHH

- Llutapabun** 2 r/mM? B/B 3a 4 u uepe3 4 u noce #paynapabuna**, 1-5-it guu

- # napyourua™** 10 mr/m? B/B 3a 15 mMuH, 1-it u 3-it auu

- ['-KC® 5 MKI/KT TIOIKOXKHO € 7-TO JHS IO BBIXOJA U3 [[UTOIICHUN

Boprezomu0 + nekcamerazoH** + MUTOKCAaHTPOH + BUHKPUCTUH** + acnaparnnaza™*
- Bopresomu6 1,3 mr/m? B/B xanensHo, 1, 4, 8, 11-i a1

- lekcameTazon** 10 mr/m?, pasnenuB Ha 2 BBeJIEHUS BHYTPb, 1-14-if nau

- Murokcautpou** 10 Mr/m? B/B KamespHo 3a 15-30 mMuH, 1-if, 2-if 1eHb
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- Bunkpuctun®* 2 mr B/B cTpyiino, 1, 8, 15-i1 qau
- Acnaparunasa** 5 TeIC. En/m? B/B kanenbHo, 15-21-ii nan

Bcem mammenTam NmpoBOAMTCS MHTpaTeKaylbHas Tepanus: B 1-il neHp nurapadbun®* 30 wr.
Ecmu ectp BoBneuenwe IIHC: wmnTparekanpHO MetoTpekcat** 15 wmr, murapabun** 30 wr,
nekcametazon** 4 wr, 8, 15, 22-if nHu. Y TAIMEHTOB ¢ pa3BHBINCHCS IMOJMHEHpONATHEH 1032
BUHKpHUCTUHA** penynupyercs 10 | Mr u BBOAUTCS B THU 1-i 1 8-i 1HU.

Henapabun + muxiiopochamua™* + #yromosmma™**

Cxema: 6mok N m Omoxk CE mpoBomsT ¢ WHTEpBAIOM 2 JHS MEXIy co00i B Jr000H
MOCIIEIOBATEIHHOCTH.

biok N:

- Henmapa6uu** 650 mr/m? B/B kanensHo 3a 1 4, 1-5-if quu (umm 8--12-if)

bnok CE:

- luxnodpochamun** 440 mr/m? B/B KanensHo, 8-12-# man (wmn 1-5-if)

- #91omosua** 100 mMr/m? B/B KanenbHo 3a 1 4, 8-12-it guu (umm 1-5-if)
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Cxema:

I'pynna S1 (nmo3aHuit M30JMPOBaHHBIM BHEKOCTHOMO3IOBOM peLU/IMB).

I'pynna S2 (oueHb paHHUH M pPaHHUM H30JMPOBAHHBI BHEKOCTHOMO3IOBOM peLUIMB,
no3Hui KoctHoMo3roBoii He T-OJIJI u ¢ KoMOMHUPOBAaHHBIM paHHUM WK 031HUM He T-OJLT).

I'pynna S3 (¢ paHHUM U30IMPOBAHHBIM KOCTHOMO3TOBBIM peuuansoM He T-OJII).

I'pynna S4 (¢ oueHb paHHMM KOMOMHHMPOBAHHBIM M M30JMPOBAHHBIM KOCTHOMO3TOBBIM
peUanBOM, petuauB koctTHoMo3roBoit T-OJIT).

brok F1 (uuaykums):

- JlekcameTazon** 20 mr/m? BHYTpb, 1-5-if 1Hu

- Bunkpuctur** 1,5 Mr/m? (MakcuManbHas 103a — 2 Mr) B/B cTpyiiHo, 1-ii, 6-it 1uu
- Merotpekcat** 1 r/m? B/B undys3us B Tedenue 36 4, 1-if neHb

- Acnaparunaza** 10 Teic. En/m? B/B KanenpHO 3a 6 4, 4-if 1eHb
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WuTpaTtekansHoe BBeeHUE MeToTpekcaTa** 15 mr, nurapabuna** 30 mr, nexcamerazona™* 4
Mr B 1-if JieHb.

biok F2:

- Jlexcamerazon** 20 mr/mM2 BHYTpb, 1-5-# 1au

- Bunkpuctun** 1,5 Mr/m? (MakcuMambHAas 103a — 2 MT) B/B CTpyitHo, 1-if, 6-it 1uu
- Iurapabun** 3 r/mM2 B/B 3a 3 u 2 pa3a B JeHb, 1-2-i qHU

- Acaparunasa** 10 Teic. En/mM? B/B KanensHO 3a 6 4, 4-if 1eHb

WuTpaTexkansHoe BBeeHHE MeTOTpekcaTa** 15 mr, nurapabuna** 30 mr, nexkcamerazona** 4
MT, 5-1 JICHb.

bnoxk R2:

- JlexcameTazon** 20 mr/m? BHYTpb, 1-5-if 1HU

- Mepkanronypus** 100 mMr/m? BHYTpb, 1-5-if 1HU

- Bunkpuctun** 1 mr/m2 B/B KanensHo, 1-i 1eHsb

- Metotpekcat** 1 r/m? B/B undy3us B Tedenne 36 4, 1-if neHp
- #Wpocdamua** 400 mr/m? B/B undysnus 3a 1 4, 1-5-if qau

- Jlaynopyoumua** 35 mr/m? B/B undys3us 3a 24 4, 5-it 1eHb

- Acmaparunaza** 10 Teic. En/M? B/B KanensHO 3a 6 4, 6-if 1eHb

WNuTparekanbHoe BBeAeHUE MeToTpekcara™™ 15 mr, nuurapabuna** 30 mr, nekcamerazoHa** 4
MT B 1-1 JeHb.

bnok R1:

- Jlexcamerazon** 20 Mr/mM? BHYTpb, 1-5-i U

- Mepxantomypur** 100 mr/m? BHYTpb, 1-5-if 1HH

- Bunkpuctua** 1,5 Mr/m? (MakcuMalbHas 103a — 2 MT') B/B CTpyiiHO, 1-if, 6-if qHHI
- Metotpekcat** 1 r/m? B/B uny3us B TeueHne 36 u, 1-if 1eHp

- [lutapabun™* 2 r/mM2B/B3a3 a2 pasa B JieHb, 5-i IeHb

- Acnaparunaza** 10 TeIC. Ex/M? B/B KamenbHO 3a 6 4, 6-if eHb

HHuTpaTekanbHOe BBeAeHUE MeToTpekcaT** 15 mr, nutapadbun™** 30 mr, nekcamerazon™** 4 mr
B JI€Hb 1-1.

Biox I1-1da:

- JlekcameTazoH** 6 Mr/M> BHYTpPb, 1-14-i1 nHu

- Bunkpuctur** 1,5 Mr/m? (MakcuManbHas 103a — 2 Mr) B/B cTpyiiHo, 1, 8, 15, 22-if tuu
- # napyounun** 6 Mr/m? B/B KanenbHo 3a 15 mun, 1, 8, 15, 22-it 1uu

- Acnaparusaza** 10 teic. En/m? B/B kanenbHo 32 6 4, 1, 6, 11, 16-if 1au

- [luxknodochamun** 1 r/m?B/B3alul pa3 B JieHb, 29-1i eHb

- Hurapabun™* 75 mr/m° B/B 1 pa3 B 1aenb, 31-34 u 38-41-ii gau

- #6-Tuoryanun** 60 mr/m> BHYTpb, 29-43-ii 1HU

WuTpaTtekanbHOE BBeJIeHHE MeToTpekcaTa** 15 mr, nurapabuna** 30 mr, nekcamerazona™* 4
mrB 1, 15, 31, 38-i1 gun.

Cxema nportokoua "Ph+ OJIJI-2012"

[Ipendasa:
- lekcametazon** 10 mr/m?, 1-7-if quu
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- Umatuau6** 600 mr (mocite moareepxkaeHus Ph)

[Mynkuust KM Ha 8-if neHb

I paza ungykum (8-43-i 1HM):

- Jlexcamerazon** 6 mr/m?, 8-22-if tuu + 5 nHElH OTMEHBI

- Bunkpuctua** 2 mr, 8, 15, 22, 29, 36, 43-ii nau

- Umatuan6** 600 mr BHYTpS, 8-43-i1 qHH

JIromOanpHast myHKIHs ¢ BBeaeHueM 3 npemapatoB B 0, 7, 14, 21, 28, 35-i1 nau.

I a undvKii (44-70-i dnu
Hsamiano** 600 ur eryTps, 44-70-i1 108

Acnaparmmaza** 10 000 EI/w?, 49, 56, 63, 70-it aun

JTombatenan myuxyus ¢ esedenuev 3 npenapamos 6 57-i denb,

Nysxnas KM na 70-i aens

—

=5 % bnaactos =5 % baacTom
v v
obuenxa MOE 8 KM| Ilpozpasmva
JETEHIA

pezucmenmnsix gropm

Koncoaudauun I (T1-105-i dnu)

o  Ivataano** 600 mr swyTps, 71-105-i amun (ecmn et MonllP, mepexoa Ha JasaTHHHO

140 wmr) Moandukamna 1036
L1
s Mepranromypun®® 25 sr/s®, T1-105-it aum :j?:ﬁ:::t?;ﬂt
e MertoTtpekcar** 500 ur/m? B/B kanm 3a 2 6, 77-ii, 91-ii aun YPOBHA ACHKOLHTOB

* Acnaparnnasza** 10000 EJl/s?, 78-it, 92-it anu i TPOMBONEToR

TiombatbHar nyHKyua ¢ esededuen 3 npenapamos 8 71-ii denb.

Mynxnms KM na 105-i aens| ouenka MOB 8 KM (aenn +105)

Koncoandawun IT (106-133-d dnn)
s  Huamuano** 600 ur sayTps, 106-133-it aam (o aasarammo 140 wr)
o Jlekcamerazon®* 6 mr/m?, 106-120-ii 1uu + 4 IHA OTMEHE
o  EHaapyomuma®* 6 mr/n’, 106-i, 120-i aum
s  Bunmxpuerun®* 2 wr, 106-it, 120-fi 1un

JTrovbatsnan nywxyua ¢ esedenueu 3 npenapamos 6 1 06-i denb.
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IMyaxous KM sa 133-i gens joucuka MOB 8 KM (aenn +133)

Kencoaudanyun I}I (133—-161-d dnu) ™ Uncho Uncao Tosa
o HMmaruuné** 600 mr, 133-161-ii qun (1w JasaTunnt 140 | AedKonn Tpombonn | MepKan
TOB TOB TooypH
M) Ha**
o Mepkamromypun®* 25 ar/ae, 133161+t aum >. Boaee 2.0 | Boaee 100 | 100 %
) < 10°/n < 10%/n J03K!
o [lurapadum®* 50 sr/a®, 135-138-i1, 149-152-i1 qun Ot 1.0 * Ot 50 » 50 %%
o Acnaparsmasa®® 10 000 EJUs?, 1414, 155-3 1‘:: ot igj}-‘ S
JombatbHar HYHKYUA € seedenuen npenapanos & 134-i denb,/ 1;_]';' T <108/
Mynsuus KM sa 161-i aens| oueuxa MOB 8 KM (aens +161) :l"ig"“ M":E:‘: 50 | 0%
X a a
10%/a

[MonnepxuBaroriasi Tepanusi B TeYeHUE 3 JIET OT MOMEHTA 3aBEPIICHHS TOCIETHETO Kypca
korcomuaanuu (nocine TT'CK moanepskuBatoras tepanusi nmpoBoautcs tonbko UTK B Teuenue 2
JeT).

Mexny muKIaMu NOACPKUBAONIEH TEpanvuyd HET MHTEPBAJIOB: |- JEHb MOCIEAYIOIIErO
Kypca CJIeIyeT cpa3y 3a MOCICTHUM JTHEM MPEAIIECTBYIOIIETO.

Moddepycusaronian mepanun, yura Ne 3(1-3)(naqaro 28-a nedeau + 191-i dens)

e Humarumno*® 600 mr, 1-42-i gam (nan gasatieno 130 ur) Mo audxamn 038

- LR
s lexcamerason** 10 mr/s?, 28-32-if anm MCPEANTONYPHHA™ ™ H
MeToTpeKcaTa*® B
FABHCHMOCTH OT }'pOBI'lE

e  Mepranronypun®** 25 mr/se®, 33-42-it aan ACHKOUMTOR H TPOMOOUHTOB

o Bumxpuctun®* 2 mr, 28-it 1eub

o  Metorpexcar®™® 30 mr/n?®, 35-i1, 42-it 1Em

IIpopunakTuka HelpoeHKeMUn

- NuTparekansHo (mutapabun™** 30 mr, metoTpekcar™* 15 mr, nekcamera3on** 4 mr):

- Bo Bpems unaykuuu: 0, 7, 14, 21, 28, 35, 57-i1 nHu;

- BO Bpemsi KypcoB KoHcomumauuu: 71-it nmens (I koncommpmanms), 106-it genp (11
koHcouaanus), 134-i nens (111 koHCOMMMaIUs);

- Kaxaple 3 Mec. B XoJ€ 3 JIeT NoAAepKUBAOIIeH Tepanuu B |-l 1eHb Kypca /10 3aBepUICHUs
BCEH MporpaMMbl JIeYeHUs IO IPOTOKOIY (9 MyHKLHU).

JleueHnune HeHlpoJIeHKeM U

[locne nuarHOCTMKM HeHpoJieWKeMUH Bce TMAIMEHTHI, MOTYYalollue MPeIHU30I0H™*,
MepeBOIATCS Ha JekcameTa3zoH**. JlromOanbHbIe TyHKIIMH BBIMOJIHSIOTCS ¢ 4acToTol 1 pa3 B 2-3
JHS 0 TOJMy4YeHHs 3 HOpMaJbHBIX AaHAIMU30B JIMKBOpA, 3aT€M IyHKI[MU BBITIONHAIOTCA 1 pa3 B
HEJIeNI0 B TeueHue 3 Mec., 3aTeM | pa3 B 2 Heln. B TeueHue 3 Mec., 3atreM | pa3 B 2 Mmec. 10
OKOHYAHHUS JIEYEHHUS.
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Cxema Tepanuu 6iimHaTYyMOMaboM**

[Ipendaza: onunarymomad** 9 mkr/cyr, 1-4-if AHU, KPYriaOCyTOUHAs HETIPEphIBHAS HH)Y3HSL.

Kypc: 6munarymomad™* 28 mMxr/cyr, 1-28-i qau, KpyriaocyrouHas HempepbiBHast HHPY3HS.

WuTepBan Mexny kypcamu — 14 nHeil.

PexomennoBano 2-4 kypca.

Cxema Tepanuu HHOTY3yMaOOM 030TaMHITHH**

1 uka (21-28 nHeit): uHOTY3ymMabom o3oraMutiua™* nensp 1-it — 0,8 Mr/m%, neHp 8-t u 15-if —
0,5 Mr/m2.

PexomennoBano 2-4 kypca.

CxeMa Tepanuu #BEeHETOKIIAKC + #OeIuTaOuH

1-# makn (28 nreit): #nermrabun 20 mr/m?, 1-5-# nam + #Benerokmakc 400 mr, 2 p/cyr, 28
JTHEH.

Cnenyer oOpaTuTh BHUMaHHE HAa HEOOXOJAMMOCTbh KOPPEKIMH J03bl #BEHETOKIAKCA B CIydae
ero ucnoib3zoBaHus BMmecte ¢ uHruoutopamu CYP3A. Jlo3za #BeHeTokiakca cHmxaercss Ha 50%
MPU  COBMECTHOM HCIOJb30BaHUU C yMmepeHHbIMH wuHTHOUTOpamMu CYP3A (Hampumep,
baykoHaz0m**, BOpuMKOHA307**) m cHmwKaerca Ha 75% Tpu COBMECTHOM WCIOJIB30BAaHUHU C
MotHbiMU uHruouTopamMu CYP3A (manpumep, kapbamazenun™*, penuronn™*).

[Tpunoxxenue A3.2

Hoarocpounnbie pe3yabTathl Tepanuu PH-mHeratuBabix OJIJI B3pociabix B
3aBUCUMOCTH OT NPUHIUIIA XUMHOTEPANIeBTUYECKOT0 BO3eHCTBUS

Taoauma 5. Joarocpounbie pe3dyabtarbl Tepanuu Ph-neratuBubix OJLJI
B3POCJBIX B 3aBUCHMOCTH OT NIPHHIMIIA XUMHOTEPANeBTHYECKOI0 BO3/1eiicTBUS

[Tpuniun Hccnenosarennckas ITanueHTr! AJtorensas 5-netasas OB
XUMUOTEPANEBTUYE rpymma TICK s 1 I1P
CKOI'0 BO3JEHCTBUSI

NmnynbscHOE OHKOJIOTHYECKHI n=178 Her 38%
(Hyper-CVAD) HAYYHBIH [IEHTP UMECHH
M.J1. Aunepcona [56]

TpanuuuoHHoe MRC UKALL n= 1031, 15-55| PeanusoBanay | Ectb moHop =
XIH/ECOG E2993 [62] JIET 76% 53%

Her nonopa =
45% (p = 0,01)

GMALL [55] n =504, 15-55 | PeamuszoBanay 54%
Jer 70% wn3 rpynmsl
BBICOKOTO PHCKa
[Teguarpuyeckwuii PETHEMA [64] n =81, 15-30 Her Ho 21 roma =
MOIXOJ JIET, TpyIIa 7%
CTaHJAPTHOTO B Bo3pacre ot
pHCKa 21 no 30 =
63%
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HeuntencusHoe, HO OJIJI-2009 [65] n =298, 15-55 | PeanuzoBanay 60%
HETPEPHIBHOE JeT 7%

[Tpunoxxenne A3.3

TaxkTnka npoBeaeHus aJuIoreHHol Tpancianrauuu KM/remonodtnuecknx
CTBOJIOBBIX KJIeTOK npu OJIJI

Tadampa 6. TaxkTuka mnNpoBeleHHUs AJUIOTEHHOM TPAHCINIAHTALMH
KM/remono3Tuueckux cTBOJOBBIX KJIeTOK nmpu OJIJI

Puck B ne6rote [Tokazanus k amno-TT'CK Hounop I'CK TI'CK ot
3a00JIeBaHUS aIbTEPHATUBHOIO
JIOHOpa
Bricokwii puck OJIJI | Bee manuents B 1 [1P, B | HLA-uaenTruHbIN DKCIEePUMEHTATBHOE
nepBbie 3-4 Mec. nocie POJCTBEHHBI, JeYeHue
muargoctuku OJIJI HEPOJICTBEHHBIN <*>
CraHapTHBIN pHUCK [Ipu nepcucrenunu MOBb | HLA-unenTH4HbBIN He pexomennyercs
OJUI POJCTBEHHBI,
HEPOJICTBEHHBIN <*>
Pennaus Bcem nmamuenrtam nociie | HLA-unesTHuHBIA DKCIepUMEHTATBHOE
3a00JIeBaHUs, B TOM JOCTHKEHHS] PEMUCCUU POJICTBEHHBIH, JiedyeHue
YHUCJIE MOJIEKYIISIPHBIN 3a0071eBaHUSA HEPOJICTBEHHBIN <*>

[Ipumeuanue. <*> CoBmectumocTh 1o antureHam HLA 10/10 umu 9/10.

[Tpunoxenue A3.4
PexomeHnaanum no npopuiIakTuH4ecKoi NpOTUBOPBOTHOM Tepanuu

Tadamuma 7. Pexkomenpauuu mnmo npo@UIAKTHYECKOH NPOTHUBOPBOTHOM
Tepanuu

Puck
IMETOTEHHOCTH

Bricokwnit KomOunarus antaronucra 5-HT3-penentopos, nekcamerazoHa** u
arnpenuTaHTa

Anrtaronuct 5-HT3-peuentopos (BeiOnpaercs | n3 NpUBEAEHHOTO MEPEUHs):
- OH/IaHCEeTPOH** (mepopanbHo, 16-24 Mr wnu B/B, §-12 Mmr)

- TPAHUCETPOH (IEpOpaIbHO, 2 MT, WU NEpOpalbHO, | Mr, 2 paza B CyTKHU, WU
B/B, 0,01 mr/kr, MakcumyMm — 1 Mr)
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- TPOIIUCETPOH (B/B, 2 MT);
- MAJIOHOCETPOH (TepopaiibHo, 0,5 mr, Wi B/B, 0,25 Mr)

- IekcameTrazoH** (mepopanbHo, 12 mr, uinu B/B, B 1-if 1eHb + nepopaibHO HITH
B/B, 8 Mr, BO 2-3-i1 THN);

- anpenuTaHT (repopaibHo, 125 mr, B 1-ii neHs, win nepopaibHo, 80 mr, BO 2-
3-it mHM)

YMepeHHbI] KomOunarmus anraronucra 5-HT3-pernientopoB u gekcamerazona**
(aHpeHI/ITaHT MOKCT UCII0Jb30BATHCA Y OTACIBbHLIX MMAIIMCHTOB, B 3aBUCUMOCTHU
OT IOJIy4a€MOT0 UMM peXHMa XUMUOTEPAInH).

1-ii nenn 2-3-11 quu
Anrtaronuct 5-HT3-penentopos Anrtaronuct 5-HT3-penentopos
(BpIOMpaeTrcs 1 U3 MpUBEIECHHOTO (BpIOMpaercs 1 U3 MpUBEIECHHOTO
MepeyHs): nepeyHs):
- OHJaHCEeTPOH™* (TmepopanbHo, 16-24 |- oHmaHceTpor™* (IepopansHo, 16-24
MT, WIH B/B, 8-12 Mr) MT, WJIA B/B, 8-12 Mr)

- TPaHMUCETPOH (TIepopaibHO, 2 MT, WIH | - TPAHUCETPOH (TIepopaIbHO, 2 MT, WU
IepopaANIbHO, 1 Mr, 2 pa3a B CYTKH, WIH | IEPOPAIBHO, 1 MT, 2 pa3a B CyTKH, WIH

B/B, 0,01 mr/kr, makcumyMm — 1 Mr) B/B, 0,01 mr/kr, Mmakcumym — 1 mr)

- TponuceTpoH (B/B, 2 Mr); - TPONIUCETPOH (B/B, 2 MT);

- TAJIOHOCETPOH (TIepopanbHo, 0,5 MT, |- mamoHOCETpOoH (1mepopanbho, 0,5 mr,
unu B/B, 0,25 Mr); uiu B/B, 0,25 mr);

- IeKkcameTazoH™** (mepopalbHO WM |- IeKCaMeTa30H™* (mepopanbHO UK
BHYTPHBEHHO, 12 MT); B/B, 8 unu 4 mr, 2 pasa B CYTKH);

- anpenuTaHT (rmepopaibHo, 125 Mr) - anpenuTaHT (epopanbHo, 80 Mmr,

€CJIM MCTIOJIb30BaJICS B |- JICHB)

Huzknii - nekcameTazoH™** (mepopajbHO WK B/B, 12 MT)

- IpoxJIopnepa3uH (epopaibHO WK B/B, 10 mr, kaxapie 4-6 4);
- MeTokIonpaMu** (mepopanbHO Ui B/B, 10-40 mr, kKaxbie 4-6 1)

Munumanbubiii | Pyrunnas npodunaktuyeckas Tepanusi He TpedyeTcs (ClaeayeT pacCMOTPETh
BOIPOC 00 MCMOJIb30BAaHUH AaHTUIMETHKOB, IIEPEUNCIICHHBIX JJIs IEPBUYHON
npo(UTAKTUKY TOITHOTHI/PBOTHI Y MAIMEHTOB HU3KOTO PUCKA)

[1] Auu ykazaHbl OTHOCUTEIBHO Havaja npedassl Tepamnuu.
[2] B 3aBUCMMOCTM OT MEPEHOCHUMOCTH MpEIbIAYIIEro Kypca [03bl IpernapaTroB
YBEJIMYMBAIOTCS WM yMeHbIIaroTces Ha 20%.
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IIpunoxenue b

AJITOPUTMBI IeHCTBHIA Bpa4ya

OcTpust madobnacTHu Nedxo
L T-xneTos-mn
Hert
ONMN 3 B-xneTorsmix
NOEQLESCTBEHHINDS
Her
Aa
t922)yBCR/ABL B-3pensi
4 HaT Da l
TepanwA NO CXOMAM NEr iR
BoapacT < 55 ner Boapact < 55 ner P OMBY NERX O3
BapscaTTa
Oa Her Oa Her
ONN-2009 ] | MMaTmmt I

MBE2008 (a0 30)

GMALL (2003) l
GRAAL (2005)

Hyper-CVAD I MOAREPNHBAICWAR TEDAMNKA l
[ }—DI NoAnep=MBAWAR TepaNHA
Puc. 2. Anroput™ npuHATHS pelieHrus Ha MOMEHT AuarHoctuku OJIJI
[Ipunoxenue B
HNudopmanus 115 naumeHTa
OJIJI wmm octpeiii numMdoaeiiko3 — 3TO 3J0Ka4eCTBEHHOE 3a00JIeBaHHE KPOBEHOCHOM

cucreMbl. KM, B KOTOpOM BbIpabaThIBAIOTCS KIETKM KPOBH, MPOU3BOAUT CIIMIIKOM OO0JbIIOE
KOJIMYECTBO HE3peJIbIX OeNIbIX KPOBSHBIX Tenel. B HopMe y uenoBeka Bce KIETKM KPOBH PACTYT U
OOHOBJISIIOTCS I0CTaTOYHO PaBHOMEPHO, MPOUCXOIUT CIOXKHBIM Ipoliecc Ux co3zpeBanus. OnHako
pu Bo3HUKHOBeHMH OJIJI 3TOT mporiecc BBIXOOUT U3-TI0J KOHTPOJIA. benble KpoBsSHbIE TEnbla HE
pacTyT M BBI3PEBAIOT, IMPEBPAIAsCh B TOJHOLEHHBIE (YHKIMOHAIbHbIE KJIETKH, a HAaYMHAIOT
OBICTPO M OECKOHTPOJIBHO JIENUThCs. I10CTOSHHO yBeNMn4MBasCh, OHU BBITECHSIOT 37J0pOBbIE Oelble
KJIETKH KpOBH (JIEHKOIMTHI), KpacHble KJIETKH KPOBU (SPUTPOLMTHI) M KPOBSHBbIE IIACTUHKHU
(TpoMGoruTel). B pesynbraTe pa3BUBaeTcsi HEXBaTka HEOOXOJMMOIO YHMCIIAa 3JJOPOBBIX KIIETOK.
ManoxkpoBue (aHemMus), UH()EKIUU 1 KPOBOTOYMBOCTD ABIISIOTCS HE TOJbKO cieacteueM OJIJL, HO u
€ro MEPBBIMM CUMITOMaMHU. M3HadanabHO JIEWKO3bI HE OIrPAaHUYMBAIOTCS KAaKON-TO OINpEAEICHHON
qyacTeio opranu3ma. Pacnpocrpanssack u3 KM B KpoBb, OHM MOPaXaOT U JTUM(PATUUECKYIO TKaHb
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(uMartryeckas cucTema), U Apyrue opraHbl, U, Kak CICICTBUE, BCIO CHCTeMY opraHoB. [losTomy,
Kak U ocTalbHbie JeiKo3bl, OJIJI OTHOCHUTCS K CHCTEMHBIM 3JIOKAYSCTBCHHBLIM 3a00JICBAHMSIM.
Teuenue OJIJI octpoe. be3 neuenus neiikeMuyeckre KIETKU YBEIMYMBAIOTCSA U TOPAXKAIOT OpraHbl
yenoBeka. 3a0oJjeBaHWE NPUHMMACT TsDKeNble (OPMBI, CMEPTh HACTYMAaeT 4Yepe3 HECKOJIbKO
MECSLEB.

OJUI — camas pacmpoctpaneHHas (Gopma Jieliko3a y JeTed W MOAPOCTKOB, OH COCTaBIISCT
OpUONM3UTENBHO OJHY TPEeTh OT YHCIa 3J0Ka4eCTBEHHBIX 3a00JIEBaHUII B JETCKOM U
noapocTkoBoM Bospacte. OJIJI moryr pa3BuBaThCsi B JIIOOOM BO3pacTe, B TOM YHCIE H BO
B3pocsoM. O/IHaKO Yallle BCEro OHU MOopaxaroT AeTeil oT 1 1o 5 siet, a MaJbYMKOB — HAMHOTO Yallle,
YeM JIEBOYEK.

I[Ipu OJIJI npoucxoauT 37I0KAYECTBEHHOE W3MEHEHHE (MyTalusi) He3peIblX KIETOK-
MPEANIECTBEHHUKOB JIUM(POIMUTOB. MyTarus MOXET NPOUCXOJUTh Ha PA3IHYHBIX CTaIUIX
Pa3BUTHS KJIETKH. A 9TO 3HAYUT, YTO TMOPAXKAIOTCS HE TOJIBKO Pa3IMYHbIE TOATPYIIIBI JTUM(GOIUTOB,
HO W ux poaoHadanbHUKHU. [lostomy B OJUJI cymectByer MHOXeCTBO (hopM 3a00JIEeBaHMSL.
Hamnpumep, B-knerounas ¢popma OJIJI Ha3piBaeTCcs Tak MO MMEHU KJIETOK-TIPEAIIECTBEHHUKOB B-
muMm¢onuToB, T-kieTrouHble  JEMKO3bl  yKa3bIBAlOT Ha  IPOUCXOXKIEHHE OT  KIETOK-
MpeAmecTBeHHUKOB  T-nmumdoruToB. BakHO 3HaTh, YTO CYIIECTBYIOT pa3Hble (OPMBI HIH
nojBapranTel OJIJI. OHM MOTYT JOCTATOYHO CWJIBHO OTJIMYATHCS APYr OT APYra M MO TEUYECHUIO
00JI€3HN, U TIO0 BO3MOKHOCTH M3JIEYUTHCS (MPOTHO3). DTU DPA3IU4Usl YYUTHIBAIOTCS B BBIOOpE
TEpaneBTUYECKOUN CTpaTEruu.

Cumntomsl, ¢ KoTOopbix HaunHaeTca OJIJI, kak nmpaBuio, pa3BUBAKOTCS 33 HECKOJIBKO HENEIb.
3/10Ka4YeCTBEHHbIE KJIETKH pacrpocTpasstorcss no KM u npyrum opranam. becnpensarcTBeHHO
pa3MHOXkasich B KM, eiiko3HbIE KIETKH HE JAl0T PaCTU HOPMAJIbHBIM KJIETKaM KpoBH. [loaTomy y
3aboneBmux OJIJI cHayana mosBISIOTCS OOLIME CUMIOTOMBI OOJE3HEHHOIO COCTOSIHUS: BSUIOCTD,
cnabocTh, OnemHOCTh (aHEeMHs). DTH CHUMITOMBI OOBSICHSIIOTCS HEXBATKOW KpPACHBIX KPOBSHBIX
Tejell, KOTOpble MOJKHBI JOCTAaBISITh KHUCIOPOJ HJsl JAPYruX KIETOK opranusma. Jeduuur
TTOJTHOIICHHBIX O€JbIX KPOBSHBIX Tejel (Hampumep, JUM(OIMTOB U T'PAHYJIOIUTOB) MPHUBOJUT K
0CJTa0JICHUI0O MMMYHHTETA, Pa3BUBAIOTCS YacThle WH(MEKIIMU C BBICOKOW TeMmreparypoil. M3-3a
OTCYTCTBHSI TPOMOOIIMTOB, OTBETCTBEHHBIX 3a OBICTPOE CBEpPTHIBAHHE KPOBH, MOTYT BO3HHUKATh
TOYEYHBIE KPOBOM3JIHUSHUS Ha KOXXKE€ M KPOBOTEUEHHUS CIM3HUCTHIX 000J04eK. PacmpocTpaHssice 1o
OpraHu3My, JEHKEMUYECKUE KJIETKH IPUBOJIAT HE TOJIbKO K U3MEHEHUSIM B COCTaBE KPOBU. Y JeTei
MOSIBJISIIOTCS. OOJIM B Pa3iMyHBIX OpraHax. Tak Kak JeHKO3HbIe KIETKU 3allOJIHAIOT KOCTHBIE
nosnioct 1 KM, To KOCTH HauyuMHAIOT 0OJIETh, MPEXJIE BCEr0 KOCTU PYK U HOT. 3JI0KaueCTBEHHBIE
KJIETKU 3allOJHSIOT MeYeHb, CeNe3eHKY M TuMdaTudeckue y3ibl. VX oTek mpUBOIUT K OOJsIM B
*KUBOTE. B mpuHUUMIE HM y OJHOIO M3 OPraHOB HET 3allMUThl OT JIEHKEMHYECKUX KIETOK. Y
nanueHToB ¢ OJIJI 3mokayecTBeHHbIE KIETKH MOTYT MIPOHUKHYTh U B MSTKYIO MO3TOBYIO 000JI0UKY,
MI03TOMY MOSBIISIOTCS TOJIOBHBIE OOJIH, Mapalny JUIIEBOTO HEPBA, HAPYIICHUE 3PSHUSI 1/WIIK PBOTA.
Cumnromsl OJIJI MOryT CWJIBHO OTIHMYAThCA y pa3HbIX Jrojaed. OOuH WM Ja)ke HECKOJIbKO
CUMITOMOB HE 00s3aTeNbHO yKa3bIBAIOT Ha TO, YTO YEIOBEK 3a0oiien neiikemueil. MHOTHE U3 HUX
MOSIBJISIIOTCS TIPH CPABHUTENLHO 0€300MIHBIX 3a00JIeBaHUSAX, HE UMEIOIINX OTHOLIEHUS K JEHKO3Y.
OpHako ecnu TOSIBISIOTCS 0OJM, MBI PEKOMEHJIyeM HEeMeIJIeHHO oOpalmiarhCsi K Bpady, 4TOOBI
BBIACHUTH WX mpupoay. W ecnu nelicTBUTENbHO mocTaBiieH auarHo3 OJI, ero HyXHO CpoO4yHO
JIEYUTh.

Ecnu B uctopun 6one3Hu (aHamMHe3) WM JaHHBIX OCMOTpa Bpay HaxoAuT mpusHaku OJI,
MalKEHT NOJIy4yaeT HalpaBJCHUE Ha Pa3BepHYThIA aHANM3 KpoBU. Eciam onpeneneHHble U3MEHEHUS
B TeMorpaMMe (3aliCH COCTaBa KpOBHM) IMOATBEPXKIAIOT TOJO3PEHUs Ha Jeiko3, TO s
OKOHYATEJILHOTO JHMarHo3a HeoOXoauMo MoiyduTh KiIeTku KM (KOCTHOMO3roBasi ITyHKITHUS).
[ToaToMy Bpau [aeT MalMEHTy HalpaBleHHE Ha JajbHeiliee oOCIeTOBaHUE B CTalMOHAp,
CHEIHATM3UPYIONIUICS Ha OOJIe3HSIX KPOBHU U 3JI0KA4eCTBEHHBIX 3a0oneBanusx. [lo aHanmu3y KpoBu
1 KM MOXHO TOYHO ONpEEeNUTh HATMYME U BUJ JIelKo3a y nanuenta. Kpome Toro, COBpeMeHHbIM
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MMMYHOJIOTHYECKUH U TeHETHYECKHI TaO0paTOPHBIN aHaJIN3 MO3BOJISET HE TOJbKO BhiaeanTs OJIJI
U3 Jpyrux BUJIOB JIeHKO3a, HO U onpeaenuTh KoHkpeTHbld v OJUJI. OT0 BakHOE ycnmoBue s
IJITAHUPOBAHUSI TOUHOW Tepamnuu, NoToMy 4to pasznuyHbie Tunbl OJIJI otnuyaroTcs apyr ot apyra
Ha KJICTOYHOM W MOJICKYJISIPHOM YpPOBHE, TO-pa3HOMY NPOTEKaeT XOJA OOJIe3HH, IMO-pasHOMY
OIIEHUBAIOTCS IIAHCHI HA BBI3JIOPOBJICHHE (IIPOTHO3) U YYBCTBUTEIBHOCTH K Tepanuu. Kak Toapko
nocraByieH jguarHo3 OJUJI, mis mimaHa JjedeHUs BBISICHSIOT, MOPAXKEHBI JIM JICMKEMUYECKUMHU
KJIIeTKaMu JApyrue opransl, kpome KM, Hanmpumep TOJOBHOM MO3r, I€YEHb, CEJIC3CHKA,
muM(paTHIeCKHe Y37bl WM KOCTH. J[MarHo3 ompenensercs Mo H300paXEHWI0 W3 Pa3IUYHBIX
WCCIEOBaHUM, TaKWX Kak YJIbTPAa3BYKOBOE, PEHTTCHOBCKOE, MAarHUTHO-PE30HAHCHAs U
KOMITBIOTEpHAsT ToMorpadus, CUuHTUrpadusi Kocrel ckenera. YToObl OompenennTh, MopakeHa Jin
HHC, 6epyr npoOy CNMHHOMO3TOBOW XHUIKOCTH (JIFOMOANbHAsI MyHKIMs) M HCCIEIYIOT €€ Ha
HAJIMYKE JICMKEMUYECKUX KJIETOK. JlanmpHeilas moaroToBKa K JEYEHUIO 3aKIIFOYAeTCsl B MPOBEPKE
cepleuHoN JnesTenbHOCTH  (AnekTtpokapauorpadus, OKIT u sxokapauorpadus, IOxoKI) wu
(YHKIIMOHATBHOTO COCTOsSIHUST Mo3ra (amekTtposHiedanorpadus, D3I'). M3Mmenenus, KoTopbie
MOTYT TIPOM30MTH BO BpEMsl Tepamnuu, JODKHBI OIICHMBATHCS HA OCHOBAHWU AITHX HCXOJHBIX
naHHbIX. KoMmmiekcHble 1abopaTopHbIE HCCIIEIOBaHMSI TOMOTAIOT OLEHUTHh OOIIee COCTOSHUE
MalMeHTa ¥ YCTAaHOBUTh, UMEIOTCS JIM Y HETO HapyIIeHUs OOMEHa BEIMIECTB WM (PYHKIIMH KaKuX-
nru00 Opra”oB (HaAMpUMep, MOYEK WM TICYCHH), BO3HHKIIUX H3-3a JIEMKO3a, YTO MOXKET OBITh
0COOEHHO B@KHO JI0 WJIM BO BpeMs jiedeHus. JlJii BO3MOXKHO HEOOXOJIMMBIX TEpPEeIMBaHUN KPOBU
CJIeIyeT YCTaHOBUTH IPYIITY KPOBHU TAIUEHTA.

He Bce uccnenoBanust 00s13aTenbHbI A4 KaXA0T0 marueHTa. OT MEIUIMHCKUX paOOTHHUKOB
BBI MMOJyIUTE HHPOPMAIIHIO O TOM, KaKU€ UMEHHO TMarHOCTHYECKHE MPOTEAYpPhl HEOOXOMMBI JIJIst
[JITAHUPOBAHUS TEPAITUH.

B cnyuae moarBepxkaeHus nuartoza OJIJI manpieHTa CpOUYHO HAMPABISIOT B OHKOJAMCIAHCEP
WM LEHTP, TJIe UMEIOTCS U BO3MOXHOCTh Hanbojiee COBPEMEHHOTO M 3(PGEKTUBHOTO JICUEHUs, U
y3KHE€  COCHHAJIMCTBl 10  PaKOBBIM  3a0ojieBaHMsM  (Bpaum, MeAcecTpbl).  Bpaum
CHEIHATM3UPOBAHHBIX OTACICHUI MOCTOSHHO HAaXOJATCS B TECHOM paboyeM KOHTAaKTe, JeueHue
ManueHTa IPOBOAUTCA UMM IO COBMECTHO Pa3pabOTaHHBIM M CUCTEMATHYHO YCOBEPIIEHCTBYEMbIM
IJIJaHaM TeparuH.

Hentpanbnoe Mecto B jedeHun OJIJI 3anumaer XT. XT — 3170 jeyeHue MeauKamMeHTaMH,
KOTOpbIE MEMIAIOT POCTY KIETOK (LUTOCTAaTUKU). Y HEKOTOPHIX MAIUEHTOB JOIMOJHUTEIBHO
obmyuaercs IHHC (oOmydyenue rosnoBel). B HeEkoTOphIX ciiydasx mnpumeHseTrcs X1 BBICOKUMHU
no3zamu npenapatoB ¢ nociaenyromein TI'CK. ILlenb JjiedeHuss — Mo BO3MOMXHOCTH TOJHOCTBIO
YHUUTOXXHTh JICUKEMHUECKUE KJIETKH BO BceM opranusme, uroobl KM BHOBB cMor padoTaTh Kak
KPOBETBOPHBIN OpraH. MIHTEHCHBHOCTh W MPOJOIKHUTENBHOCTh X1, HEOOXOAMMOCTh OOMydeHUS
HHC wnu TI'CK, a takxe nmporHo3 060J1e3HU 3aBUCAT MPEX]IE BCETO OT TOT0, KAKUM UMEHHO THUIIOM
OJUJT OoJieH manueHT, HACKOJIBKO JIGHKEeMHUUYECKUE KIIETKU PACIPOCTPAHUIIUCH M0 OPraHu3My M Kak
neiiko3 pearupyeT Ha Tepanuto. Jledenue 3penoknerounoi B-dopmer OJIJI otinnuaercs ot neyeHus
Bcex ocTanbHbIX noATUNOB OJIJIL. TTaneHTs! ¢ TAKUM JUAarHO30M IHOJIYYalOT TY K€ TepaInio, YTO U
MAUEHTHI ¢ HEXODKKIUHCKOM muMdomoii u3 3pensix B-kierok. [loatomy cieayromias uadopmanus
0 X0Ji€ JIEYEHUsI K HUM HE OTHOCHUTCS.

Jleuenne mnanumeHntoB c¢ auarHosoM OJIJI (kpome 3penoknerounoit B-dopmer  OJII)
noapasfensercs Ha 4 Oonpmux dTama. Uetbipe ¢a3pl Tepanuud OTIMYAIOTCA APYr OT Apyra Io
MPOJAOKUTENIBHOCTH, 10 UCIOJIb30BAHUI0 HEKOTOPBIX MEAMKAMEHTOB, a TAK)KE€ M0 MHTEHCUBHOCTH
u uensM jedenus. 1. Unaykuus: stan uHTeHCMBHOM XT, €ro menb — YHUYTOXKUTH 3a KOPOTKOE
BpeMsI MAakKCHMAaJIbHO€ YMCIIO JIEMKO3HBIX KJIETOK M JOCTUYb pPEeMHUCCUHU. JledeHue [iuTCs
MPUOIU3UTENHHO OT TSATH 0 BOCHMH Henenb. 2. KoHconmuaanus 1 MHTEHCUBHAS Teparus: JeueHue
MPOBOJMUTCS HECKOJIBKO MecsleB (MpUMEpHO OT 2 A0 5), ero meilb — C IMOMOIIBI0 HOBBIX
KOMOHWHAIMI TIpenaparoB MPOJOJDKUTh YHUYTOKEHHE JIEMKEMHUYECKUX KIETOK M 3aKpenuTh
pemuccuio. BaxHbiM s1emeHTOM siBisieTcs mnpoduinaktuka mnopaxkenus [[HC (mpeBeHTHBHOE
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neuenue). s 3Toro B CIMHHOMO3TOBOM KaHaJl BBOJSATCS MEAMKAMEHTHI U IPU HEOOXOAMMOCTHU
JOTIOJTHUTEIBHO Ha3HAYaeTcst O0JIydeHHEe TOJIOBHOTO MO3ra (HalpuMep, €I MMEIOTCSl JJaHHBIE O
nopaxenun IIHC). DtoT stan nopkeH HE JONYCTUTh IOMAJAaHUS JIEMKEMHUUYECKUX KIETOK B
TOJIOBHOW M CIIMHHON MO3T WM, YTO OBIBAaeT yalle, UX Pa3MHOKEHUS. 3. PeMHIyKuus: JieueHue
MPOBOJIUTCS KaK B MEPUOJI MHIYKIHUHU, €r0 IelIb — OKOHYATEIbHO Pa3pyLINTh BCE JEMKEMHUYECKHE
KJICTKH W TeM CaMblM MUHHMH3HPOBATH PUCK BO3Bpara Oosie3HH. OOImas MmpoaoKUTEIBHOCTh
PEHHIYKIMU MOXET COCTaBISATh OT HECKOJBKHX HEAENb JI0 MECALEB, Ha 3TOM JTame ¢asbl
WHTCHCUBHOTO JIeUueHHs uepenyrorcss ¢ maysamu B XT. 4. TlognepxuBaromiee J€YCHHE WIH
JUTUTEeNbHAsT Tepamus: Ha 3TOM JTare Ha3HadaloTcs HeBbICOKUE H03bI XT. OcOOCHHOCTH JIeUeHUs
3aKITI0YAeTCsl B TOM, YTO OHO IPOBOJAUTCS JTUTEIHHOE BPeMsl, KaK MPaBUJIO, TTOKA €ro 00Ul CpoK
HE COCTaBUT 2 roja. JIeueHne MpoOUCXOIUT B OCHOBHOM aMOyJIaTOPHO, €ro [elbh — YHHYTOXHUTH BCE
Te JIEHKEMUYECKUE KIETKH, KOTOPhIE CMOTIIM BBKHTD JaXKe TTOCIIe HHTEHCHBHOM Teparuu.

Bonpmoi mporpecc B Tepanmuu 3a IMOCIEIHUE TPU JECATHIICTHS 3HAYUTEIBHO YBEITHUWII
mancel uineunthest o OJUJI. Brmaromapst BHEOPEHHIO COBPEMEHHBIX METOIOB HCCIENOBAHHUS U
O6onee  A(PPEKTHBHBIX  CTaHAAPTU3UPOBAHHBIX  IPOTOKOJIOB  KoMOMHHMpoBaHHOW  XT
BbI3JIopaBauBatoT okoso 70% 3abonesmux OJUJI. Ecnu manueHT npoxui nocie jedeHus 5 net 6e3
PEIHMINBOB, OH CUMTAETCS 3IOPOBBIM (S5-JIETHSS BBDKHBAEMOCTH). Y YaCTH IAallMEHTOB MOJXKET
HaOro1aThCsl BO3Bpar 3abosieBanus (permauB). Kak mpaBuiio, pemuanB HACTyMaeT B mepBbie 2-3
rojia mocjae yCTAaHOBJICHHS JIMarHo3a U B KpaifHe peAKuX ciydasx — mocie 5 jer. B memom nrancer
BBI3ZIOPOBETh TPU PEIHIMBE 3HAYUTEIHFHO HIDKE, YeM MpPH IMEePBHYHOM 3a00JIEBAaHUH, XOTSA Y
HEKOTOPBIX 3a00JICBIIUX MOBTOPHOE JICUEHHE NOCTHTaeT XOopomiero pesynbrara. HeoOxommmoe
3aMeYaHue: Ha3BaHHBIC TPOICHTHI BBI3JOPOBEBIINX SIBISFOTCS CTATHCTHYECKUMH TIOKA3aTEISIMH.
OHU TOYHO W JOCTOBEPHO OMHUCHIBAIOT JIMIIL COBOKYMHOCTH 3abosieBmux OJI. CratucThka He
MOJKET IMpeJCKa3aTh, BbI3I0POBEET MALlUEHT, WU HeT. JIeHKo3bl Aaxe MpU caMbIX OJaronpusTHBIX
WA HEOJIaronpHsITHBIX YCIOBUSAX MOTYT IPOTEKATh a0COJIOTHO HETIPEICKAa3yeMO.

[Tpunoxenue I'1-I'N

I kaJjbl OleHKH, BONPOCHUKHU M IPyTrue OlleHOYHbIe HHCTPYMEHTbI COCTOSIHUS
NalMeHTa, NPUBeJeHHbIe B KIIMHNYECKUX PEKOMEeHIalusX

[Tpunoxenue I'1

IIIkajia oneHKH 001Iero cocTosiHuA nanueHTa nmo sepcuu ECOG

[Ikaa oreHkH o011ero coctostHus naruerTa no sepcuu ECOG

OpununansHoe Hazanue: The ECOG Scale of Performance Status.

Hcrounuk: 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].

Tum: mxkaia OLCHKM.

Ha3nauenue: ximmanyeckas OILICHKa O6IJ.IC]"O COCTOsSIHHUA MMAlITMCHTA.

Conepx(aHHe W UHTCpIIpCTallUA:
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Tabnuma 8. [lIkana onenku obmiero coctossHus naruenTta mno sepcun ECOG

Craryc Ornucanue 00IIero COCTOSHUS MAIlMEeHTa
(6amtb!)

0 [TanieHT MOJTHOCTBIO aKTUBEH, CIIOCOOEH BBITIONHATH BCE, KaK U J0 3a00JIeBaHMS

1 [TanreHT HeCTTOCOOEH BBITIOJHSATH TSHKETYI0, HO MOYKET BBITIOJHATH JIETKYIO HITH
CHIITIYIO paboTy (Hampumep, JETKYIO JOMAITHIOK MU KaHIEISIPCKYIO0 paboTy)

2 [TaneHT neunTcst aMOyIaTOPHO, CIOCOOEH K CaMOOOCTyKUBAaHUIO, HO HE MOXKET
BBINIOJIHATE paboTy. bonee 50% BpeMeHU NPOBOAUT aKTUBHO — B BEPTUKAIbHOM
MOJIOKEHUH

3 [TanrieHT cOCOOEH JHITB K OTpaHHYEHHOMY CaMOOOCITY)KUBaHUIO, POBOJIUT B Kpeciie
niu noctenu 6omaee 50% BpeMeHu 00APCTBOBAHUS

4 WuBanuy, coBepiieHHo He crocoOeH K caMO0OCTyKMBAaHHIO, TPUKOBAH K KPECITy HWIIH

OCTCIIN

ITpunoxenne 12

NmmyHnonornveckas kiaaccupuxkanus OJLI

Taoauna 9. UmmyHosornueckas kiaccupuramus OJLJ

KiroueBsie mapkeps! At nuardoctuku OJIJI u3 npeamecrBenankoB B-mumdoruros: CD19+ u

CD79a+ u/unmu cyCD22+

CD 10- OJIJI u3 npo-B-mmpobractos (B-1)
CD10+ cylg- Common- OJIJI (B-11)

cylg+ slg- OJUT u3 npe-B-mumdobaacros (B-111)
slg+ OJIJT u3 3penbix B-mumdormros (B-1V)

KiroueBsie mapkepst A OJIJI u3 npenmectsennukoB T-mumdonutos: cyCD3+ u CD7+

cyCD3+ CD7 Tonpko OJIJT u3 npo-T-nmumdobaactos (T-1)

CD2+ u/umu CD5+ OJIJT u3 npe-T-numdpoodmactos (T-11)

CD1la+ OJUI u3 kopTtukansubix T-numpoodnactos (T-
1)

sCD3+ CD1a- OJIT u3 3penbix T-nmumdormtos (T-1V)

sCD3+ antn-TCR O/P+ /B + T-xnerounsrit OJLJI (rpymma a)

sCD3+ anti-TCR ¥ /0 + Y 10 + T-knerounsiii OJUI (rpymma b)
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OcHoBHbIe reHeTH4ecKue anomaaun npu OJLJI

[Tpunoxenue '3

Taoauua 10. OcHoBHBIEe reHeTHYecKHe aHOMauu npu OJLJI

OJII Anomamnus BogsiieueHHbIE T€HBI Yacrorta Meron nerekiuu
B-knerounsrit 1(9;22)(q34;q11) |BCR ABL B3spocieie: 30% OT-IILIP
Hern: 3%
t(12;21)(p33;022) |TEL AML1 Bspocasie: < 1%  |OT-IILIP
Hetu: 20%
t(4;11)(q21;923) |[MLL AF4 B3spocasre: 5% OT-IILIP
Jetu mutaamiero
Bo3pacta: 60%
t(1;19)(q23;p33) |E2A PBX1 5% OT-IILP
t(8;14)(q24;932) |c-MYC IgH 1% FISH
t(17;19)(922;p33) |[E2A HLF <1% OT-IILIP
t(11;19)(g23;p33) [MLL ENL <1% OT-IILP
Myramuu JAK1/2/3 [10% CexBeHHUpOBaHUE
T-KJIeTOYHBIH t(19;14)(q2_4;q11) HOX11 TCRO/B B3po.cm(;le: 31% OT-IILIP
t(5;14)(g935;932) |HOX11L2 B3spocmsie: 13% OT-IILIP, FISH
HopmanbHabrit SIL TALI 9-30% OT-IILP
1p32
inv(7)(p15934), |T'enst HOXA TCRP |5% FISH, OT-IILIP
t(7;7)
t(10;11)(p33;914- |CALM AF10 10% FISH
21)
t(9;9)(q34;934) NUP214 ABL1 6% FISH
t(9;14)(g34;934) |EML1 ABL1 <1% FISH
Myranuu NOTCH1 50% CexBeHMpOBaHUE
NOTCH 1
Myramuu JAK1  |JAK1 18% CekBeHMpOBaHNE
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Hogpsle, n3nannsie B 2020-2023 rr. 1 opunuansHo yrBepkIEHHbIE MuH3apaBom PO,
KIIMHUYECKHE PEKOMEHAANHU (PYKOBOJICTBA, IPOTOKOJIBI JIEUEHHS) — HA HALLIEM CalTe.
HNHTtepHer-cepuIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.
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