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CHucok coKpalneHuu

Anno-TI'CK — tpaHcruianTanus ajlsIorTeHHbIX TEMOMOITUYECKUX CTBOJIOBBIX KJIETOK
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ACT — acnapraramuHoTpaHcdepaza
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OB — 001125 BEDKMBAEMOCTh

OJI — ocTpslii Jieiiko3

OJIJI — ocTpslit muM¢oOIaCTHBIN JEKO3

OMUJI — ocTpblii MUETOUIHBIN JIEHKO3
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XMJI — XpoHHUYECKUI MUEIIOJIEUKO3
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I[MHC — uenTpanbHasi HepBHasl CUCTEMA

OKI' — anexrpokapauorpadus

Ox0KI" — sxokapamorpadus

CD — xnactep nuddepeHunpoBku

ECOG (Eastern Cooperative Oncology Group status) — Imikajiia OIEHKM COCTOSHHs TallMeHTa IO

KputepusiM BocTOUHON KOONIEPATUBHOM OHKOJIOTUYECKOU TPYIIIIbI

EWALL — EBpomnetickas ucciemnoBareabckas TpyIia 1Mo U3y4eHHI0 0CTPoro JTuM(o0IacTHOTO JIeHKo3a
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nmenu M.J[. Aaaepcona

Ph+ OJIJT wnu Ph-nio3utuHeiit OJIJI — ocTphlit 1uM¢oOIacTHBIN JEHKO3, TP KOTOPOM OIpeieesieTcs

TpaHciokauus t(9;22)



Ph— OJIJI wmm Ph-neratuBubiii OJIJI — octTpeiii num¢oOnacTHbIA Jelko3, MPU KOTOPOM HE

oOHapyxuBaeTcs TpaHcnokauus t(9;22)

RALL — Poccwuiickast nccieoBaTesIbcKast TpyIIa 1Mo JSYCHUIO OCTPOTo JTUM(POICIKo3a y B3pOCIBIX
TdT —TepmunanbHas 1€30KCUHYKICOTHIUITPpaHC(hepas3a

** _ JKH3HEHHO HEOOXOAMMBIC U Ba)KHEUIIINE JICKAPCTBECHHBIC TPemapaThl

# - npcerapar, HpHMGHfII-OH.[HfICH HC B COOTBCTCTBHMHM C IIOKA3aHHUAMHM K IIPUMCHCHUIO U
MIPOTHUBOIIOKAa3aHUAMU, criocodoaMu NPUMCHCHHA W 1O03aMH, COACPKAIMMMHUCA B HHCTPYKIOUHU II0

NPUMEHEHHIO JICKapCTBEHHOTO Mpenapara (odd-neiiti)



TepMuHBI U onIpeaeICHUS

OcTtpbie 1uM(poOIaCTHBIE JIEHKO3bI — 3TO T€TEPOreHHAas IPYIINa KJIOHAIBHBIX 3a00J€BaHUN CUCTEMBI

KpOBH, BO3BHUKAIOIINUX BCICACTBUC MYyTallA B T- nnn B-KHGTKaX-HpeI[HIeCTBGHHI/II_IaX.

Ph-HeraruBHble ocTpble JUM(OOJACTHBIE JIEHKO3bl — 3TO Tpyla, OO0bEAMHSIONIAs HECKOJIbKO
HOJATUIIOB OCTPBIX JTUM(OOIACTHBIX JEHKO30B, MPU KOTOPHIX HE OOHapykuBaeTcs (unaaenbduiickas
xpomocoma (Ph-1(9;22)). B Hee BxitoueHsl Bce B-kneTounbie u T-kaeTouHble oCTphie TUMQPOOIACTHBIE

Je¥Ko3bI U TMMQPOOTaCTHBIC TUM(POMBI.

Ph-no3uTuBHBIH ocTpPbIii JUM(OOIACTHBIN JeiHKO03 — 3TO BApUAHT OCTPOro JUMQPOOIACTHOTO
Jeiiko3a, MpU KOTOPOM METOJIOM CTaHJApPTHOTO IIMTOTeHeThdYeckoro uccienoBanus (G-banding) wiu
meronom FISH ompenensiercs Tpanciaokanus t (9;22). JlmarHo3 Ph-mo3uTuBHOrO ocCTporo
auM(poOIacTHOrO JielKko3a HE MOXKET ObITh OCHOBAaH TOJBKO HAa METOJIE MOJIEKYJISPHOM NE€TEeKIHU
xuMepHoro Tpanckpunta. [{utorenernueckoe winu FISH (Mmeton dmyopectieHTHOM THOpUIU3AIN in
Situ) WCCIEMOBaHUS SIBISIIOTCS O0sM3aTeNbHBIMU. METONOM TMONMMEpPa3HOW IIEMHOW peakluu
ONpEEIIeTCs] BapUaHT XHWMEPHOTO TPAHCKPUIITA, KOTOPBIM B JAJIbHEWIIEM HWCIOJIb3YeTCd Ul

MOHUTOPUHIa MUHUMAaJIbHON OCTAaTOYHON OOJIE3HHU.

IlosiHas peMuccHst — 3TO COCTOSIHHE KPOBETBOPHOM TKaHM, MPU KOTOPOM B MTyHKTATE KOCTHOTO MO3Ta
oOHapyxuBaeTcsi 5% W MeHee OJACTHBIX KIETOK MPU HOPMAJIbHOM COOTHOIIEHMH BCEX POCTKOB
KPOBETBOPEHHS, TIPH KOIMYECTBE HEHTpoQuiIoB B mepudepuueckoii kpou Gomee 1,0 x 10°/m, npu
KOJIMYECTBE TPOMOOIMTOB Gomee i paBHoM 100 x 10%/1, mpH OTCYTCTBUM SKCTpaMemy/IsPHBIX
o4aroB Jeikemuueckoro pocta. Koncraramnus Mopdonornuecku noaHoH peMUccuu (COOTBETCTBEHHO,
OLICHKAa PE3UCTEHTHOCTH) OCYILIECTBIsIETCA MO0 mocie nepBoil Gpa3bl MHIYKIMOHHON Tepanuu, J1ubo
nocyie BTopoi. [Ipu oTCyTCTBUU MONHONW PEMUCCUU TOCIE 3aBEPIICHUS] IBYX 3TAlOB WHIYKIMOHHOU
TEpanuKu PEerucTpupyercs pedpaxktepHas ¢opma octporo aumboodIacTHOro nelko3a. B a1oil cBs3m
HEOOXOAMMO TIOAYEPKHYTh, YTO Y Psijia MalMeHTOB MOCIE 3aBepUICHHsI BTOPOi (a3bl MHIYKIIMOHHOM
Tepanuu Ha (pOHE BOCCTAHOBJICHHUS KPOBETBOPEHUS IMOCJE IUTOCTAaTUYECKOTO BO3JECHCTBUS B paHHUE
CPOKH TIOCTIE €T0 3aBEPIICHUS MOXKET ONPEACTATHCS YBETUICHHBIN MPOLIEHT OIacTHBIX KJIeTOK (10 10—
12 %). B aToMm ciydae (ocoOeHHO eciu MoiHast peMuccus Obuia 3aduKCHpoBaHa Mocie nepBoi (aspl
MHAYKIIMOHHON Teparnuu) yepe3 Heleao Ha JOHEe BOCCTAHOBJIEHHOIO KPOBETBOPEHUS 11€JIECO00pa3HO

BBIINIOJIHHUTBH ITOBTOPHYIO CTCPHAJIbHYIO ITYHKIIHIO.

[Tonmuas pemuccus moApasaenseTcs Ha TPU OCHOBHBIX TUIA: 1) HUTOreHeTn4eckas, 2) MOJIeKyJIsIpHasi,
3) ¢ HENOJHBIM BOCCTAHOBJIEHUEM MOKa3arenei nepudepruyeckoil KpoBU, Korua 4ucio HeHTpodunon
meree 1 x 10%/1, a tpomGommtoB Memee 10 x 10°/m. IlocmeaHss KaTeropus OroBapHBACTCS
CHELMANIbHO, MTOCKOJIBKY, MO PSIIy IaHHBIX, IPOTHO3 Y TaKUX MallMEHTOB HECKOJBKO Xyxke. [Ipu aTom
AKCIEPThI HE PEKOMEHYIOT KOHCTATUPOBATh Y TaKWX IMAllMEHTOB IOJIHYIO0 peMuccuio. TeM He MeHee

BHE KIIMHUYECKUX UCCIIEAOBAHUN ATy (POPMYIUPOBKY OTBETA MIPUMEHSIOT PEMIKO.

YactuuHasg pemuccus (YaCTUUHBIA OTBET) — 3TOT TEPMHUH PEKOMEHAYIOT MCHOJIb30BaTh TOJIBKO B
KInHuYeckux uccaenoBanuax I-1I ¢aspl, olleHMBaIOIIMX MNPOTUBOOMYXOJIEBYIO 3(PPEKTUBHOCTD,
TOKCUYHOCTH, IIEPEHOCUMOCTh HOBBIX MPENAPAaTOB M ONPEACISIOMNX ONTUMAIbHBIE JO3Bl 3THUX

IpenapaToB.



Pe3ucrentHasi popma — 3ta Gopma 3ab01eBaHUs, KOTOpask KOHCTATUPYETCS MPU OTCYTCTBUU MOTHOU

PEMUCCUU TIOCIIE 3aBEPILIECHU ABYX (ha3 MHIYKIIMOHHON Tepanuu.

Panusisi cMepTh — 5TO CMEPTH MAIMEHTA B MEPUOJ MHIYKIIMOHHON Tepanuu (AByX a3 MHAYKIUH s
ocTphIX JUM(DOOIACTHBIX JIeiko30B). Crenyer MOTYEPKHYTb, YTO OSTOT KPUTEPUH sIBIISETCS
0000ImamuUM JUIsl TOHATHA THOENu mNalueHTa B Mpolecce HWHAYKIMOHHOW Tepanuu. Yaie
WCIIONIB3YIOT TEPMHUH «CMEPTh B TMEPUOA HHIYKIUW», 4YTO Oo0Jiee HYETKO OTpa)kaeT CUTYaIlHIo,
MIOCKOJIBKY B PsIIe CIydaeB CMEpTh MaIlMeHTa MPOUCXOIUT Ha BTOPOM (pa3ze MHAYKIIMOHHOW TEparuu,
OpU 3TOM y HUX OblIa 3aperuCTPUPOBAHA MOJHAS PEMHUCCUS MOcie MepBOoM (a3bl MHAYKIMOHHOU
Tepanuu. B 3THX ciiydasx cMEpTh pacCMarpUBAIOT KaK CMEPTh B KOHCOJIMJALMHU WU CMEPTh IOCIIE

JOCTHIXCHUA MOJIHOM PEMUCCHUM.

PeunauB — 3T0 COCTOSIHME KOHCTAaTUPYETCs MPU 0OHAPYKEHUHU B ITyHKTATe KOCTHOTO Mo3ra 6oiee 5 %
ONMacTHBIX KIETOK. PeruauB 3a0oiieBaHUS HE KOHCTATHUPYETCS TpPH OOHAPY)KCHHUH B OYEPEITHOM
KOHTPOJIBHOM MTyHKTaTe KOCTHOTO Mo3ra 6onee 5 % OmacTHBIX KJI€TOK, HO MeHee 10 %, B Tex ciydasx,
KOTJla MyHKIMSI KOCTHOTO MO3Ta MPOW3BOAUTCS B PaHHUE CPOKH TOCJIE Kypca XHMHUOTEpAruu WU
WCIIOIb30BAJIUCH POCTOBBIE TEMOTIOATHYECKHE (DAKTOPHI C IEIBI0 COKPAIICHUS ITepruoIa HEHTPOTICHUH,
MPH 3TOM aHAINW3 TMEepUPEPUICCKON KPOBH HOPMAIBHBIM W OTCYTCTBYIOT 3KCTpaMedyJLISIPHBIC
nopaxeHusi. Bropas nmuarHoctuueckas MyHKIUS OCyIIecTBIsieTcs depe3 7—10 gHel mociie mepBoi.
Ecnu coxpansieTcst mpoleHT OJaCTHBIX KJIETOK BBIIIE 5 WM OTMEYAETCs UX YBEJIMYCHHUE (HarpuMmep, ¢

7 o 13 %), To KOHCTAaTHUPYETCS PEIU/INB.

Pannmii peumamB — 3ta Gopma peuuauBa HaA3bIBAE€TCS B TOM CJydae, €CJIM OH PErUCTpUpyeTcs
paHbllle, YEM 4Yepe3 IMONrola OT MOMEHTAa OKOHYAHMS MOJAEPKUBAIOIICH Tepalnuu WIK HAa TEparuu
MocJIe JOCTHXKEHUS peMuccuu. [1o3qHnM cunTaeTcs TOT peunuInB, KOTOPbIM BO3HUKAET Yepe3 MOJITroa
u Oomee OT OKOHYaHMs TMONJEpXKUBaloIle Tepanuu. PeumauBoM Takxke ABISETCS WU
BHEKOCTHOMO3IOBOE NOpakeHUe (HeHposeiikeMusi, MOpakeHNe sIMUEK, YBEIUUEHUE CEJIE3€HKU U T. [1.)
JaXe TpPH OTCYTCTBUM HM3MEHEHUH B KPOBH M KOCTHOM MO3re. BHEKOCTHOMO3rOBBIE PELHIHUBBI
(ocobeHHO TOpaXeHHe I[EHTPATbHOW HEPBHOW CHCTEMBI) MPU HCIOIH30BAHUU COBPEMEHHBIX
NPOTOKOJIOB JICYEHHsI BCTpEUaroTCs mnpuOnu3utTenbHo B 4-8 % cmyuaeB. Eciam koHcTaTmpoBaH
M30JIMPOBAaHHBIM  BHEKOCTHOMO3IOBOM pELUMJIMB, TO, KpPOME JIOKaJIbHOW Tepanmuu (JeueHue
HelponeiikeMuun, o0ydeHne/yaaeHue audka, ylajaeHue JeHKeMUYeCcKOro oyara B sSIMYHHUKE U T. [1.),
00s13aTeNIbHO MPOBEACHUE M CUCTEMHON MHIYKIIMOHHOM TEpamuu Mo MpOTOKOJaM, MPeayCMOTPEHHBIM

JJIS1 TAKAX PELHUINBOB.

MuHuMaJIbHasE 0CTATOYHAs 00JIe3Hb, WM MHHUMAaJIbHAS pe3uayabHas 00JIe3Hb — 3TO HEeOOIbIIas
TIOMYJISAIIMS OIYXOJIEBBIX KIIETOK, KOTOpas HE MOXET ObITh 3aMKCHpPOBaHA C MOMOIILIO CBETOBOTO
MHKpPOCKOTa, HO OOHapyXuBaeTcsi 00Jie€ TOHKMMH METOJaMH HWCCIEIOBAHUSA, BBISBISIOMMMU |

nefikeMuueckyio Kierky na 10%°°

uccienyeMmbix. OCHOBHBIMM METOJIaMHU JETEKIMU MUHUMAaIbHOU
OCTaTOYHON OOJIE3HM SIBIISIFOTCS MPOTOYHAS IIUTOMETPHs M TIOJUMEpa3Has IeMmHasi peakius. MeTobl
CTaHJAPTHOTO LIUTOT€HETUYECKOTO uccliienoBanus U Metol FISH He ucnonb3yroTcst B LENsAX OLIEHKHU

MUHAMAJIIbHOW OCTATOYHOU OO0JIE3HU.



[uToreHernyeckasi peMMCCHUsI — 3TO IIOJHAS KIMHUKO-TEMATOJOTHYECKass PEMUCCHUSA, MPU STOM
METOIaMH CTAHJAPTHOM IIUTOTEHETUKU HE BBISABIISIOTCS MCXOAHBIE aHOMAJIMHA KapUOTHUIIA; KapUOTHUII
JOJKEH OBITh HOPMAJbHBIM, a YHUCIO MPOaHATU3UPOBAHHBIX MeTada3 JOKHO COCTABISATh HE MEHEe
20. IluTorenernueckass peMHCCHUSI — HOBOE MOHATHE, MOSABUBIIEECS MPU PETYISIPHOM HCHOJIb30BaHUU

METOJIOB ITUTOICHETUKHU JJIsI MCCIIEJOBAaHUM IMYHKTATOB KOCTHOI'O MO3ra B IICPpUOJ MMOJTHOM pEMUCCHUMN.

[uToreHeTHYeCKHil peUMJAUB — 3TO PEIUINB, KOTOPBHIM KOHCTATUPYETCS MPH HAIWYWHA B IyHKTATE
KOCTHOTO MO3Ta MHTO30B C XPOMOCOMHBIMH aOeppaiusiMd, KOTOpble OOHapy>XeHbl B Je0roTe

3a00JIeBaHus Ha (1)0He COXpaH}IIOHICfICH KJIMHUKO-T€MaTOJI0Tr4YeCKOM pEMUCCHUMN.

MouJiekyasipHasi peMUCCHSI — 3TO TOJIHASI KIMHUKO-TeMaToJI0ornyecKasi pEMHUCCHS MIPU OTCYTCTBUH B
KOCTHOM MO3I'€ UCXOJIHO ONPENEIABIINXCA METOJOM IOJIMMEPA3HOM LEMHOW peakluy MOJIEKYJISIPHBIX
MapKepOB OCTPOrO JIEMKO3a C YyBCTBUTEIBHOCTBIO METOAA 10~*. D10 TaKKe HOBOE MOHATHE, CTABIIEE
B HACTOsIIEe BpeMs KIto4eBbIM. CleyeT OTMETUTh, YTO MOXKET OBITh JOCTUTHYTA IUTOT€HETUYECKAS

pEMUCCHS], HO IIPU 3TOM MOJIEKYJISIPHBIE MAPKEPBI MOTYT €11E ONPEAEIATHCS.

MoJiekyasIpHBbIH PeUUAUB — OTO MOSBICHUE HMCXOAHO OMNPEIEISABIIMXCS MOJEKYISIPHBIX MapKEpOB
OCTPBIX JICMKO30B B JIByX MOBTOPHBIX aHaIN3ax (MIPOBEIECHHBIX C KOPOTKUM HMHTEPBAJIIOM BPEMEHH) Ha

(1)0He COXpaHHIOHICI\/JICSI KJIMHUKO-I€MaTOJIOTrNUeCKOM pPEMUCCHH.

BaxxHbIM ¥ OTHUM U3 CaMbIX TOYHBIX CIIOCOOOB OIEHKU 3((HEKTUBHOCTH TEPaIlUU OCTPHIX JIEHUKO30B
SBIIAIOTCS IPUMEHEHNE CTATUCTUYECKUX METOJOB U MOCTPOEHUE KPUBBIX BHDKMBAEMOCTHU MAIIMEHTOB,
KOTOPBIM TPOBOAMIU TO WM MHOE JieueHue. Yarie Bcero OLEHUBAIOT OOIIyI0, Oe3peluInBHYIO,
0eCCOOBITHIHYIO BBIKMBAEMOCTh U BEPOSITHOCTh COXpPAHEHHUs MOJHOM pemuccuu (wid oOpaTrHoe

MNOHATHUC — BEPOATHOCTDb Pa3BUTHUA pe]_[I/II[I/IBa).

OO0masi BbIKUBaeMOCTh. [t o1leHKH OOIei BKMBAEMOCTH aHAIM3UPYIOT BPEMEHHbIE TapaMETPhI
BCEX MAI[MEHTOB, BKJIIOYEHHBIX B HcCCIIeOBaHHE. TOUKOM OTcuera SIBIsETCS JEHb Hayaja Tepaluu.
CoObITHEM CUMTAETCS TOJBKO CMEPTh MAIMEeHTa OT JI000M MPUYHUHBI (PaHHSSA JIETAIBHOCTh, CMEPTH B
NepUoJl PEMUCCUU OT J00OM MPUYMHBI, CMEpTh B Tmepuon peuuauBa). CoObITHE HA KPUBOM
BBDKMBAEMOCTH TpauuecKu 0TOOpaxaeTcsl CTyNeHbKOU, nayieid BHU3. [lalineHToB, )KUBBIX BO BpeMs
MPOBEICHUSI AaHAIW3a, PACUCHMBAIOT KaK CIy4al M OTMEYalOT Ha KPUBOW YEpPTOYKOWU, T. €.
neH3ypupytoT. [lanmenToB, cyapba KOTOPhIX HEM3BECTHA, LIEH3YPUPYIOT B TOT MOMEHT, Korja ObLIO
U3BECTHO, YTO OHU JKHUBBI. DOJNBHBIX, OTKA3aBIIMXCS OT JICYEHUS, LIEH3YPUPYIOT B JIEHb OTKa3a OT

TEparvu.

BespennauBHas BbKNBaeMOCThb. [Ipu onieHke 0e3peuMBHON BIKUBAEMOCTH YUUTHIBAIOT JaHHBIE
TOJILKO TE€X MAIllMEHTOB, Y KOTOPBIX Oblja JOCTUTHYTa MOJHAs pemuccusi. Toukoil oTcuera cuuTaercs
Jara JOCTIDKEHHS TONHOM pemuccud. COOBITUSMU CUMTAIOTCS PELUUIUB WIM CMEPTh OT JHO0OM
OpUYUHBL (B MEpPUOJA KOHCOJMAALMHU WIH TOAACPKUBAIOLIETO JICUCHHS, OT pPElUANBa, B TEPUON
PEMUCCUU OT APYro MPUYUHBI, HAIPUMED, Cyuluaa). LIeH3ypupyroT TOIbKO T€X NAalMEHTOB, KOTOPbIE
ObLIM KUBBI U HaXOJIWINCh B TMOJIHOM PEMUCCHUU B MOMEHT MPOBEACHUs aHajau3a. bonbHBIX, cynb0a
KOTOPBIX HEM3BECTHA, IICH3YPUPYIOT B TOT MOMEHT, KOTla ObUIO M3BECTHO, YTO OHU KUBHI B MOJHOU
pemuccuu. IlanueHToB, y KOTOpBIX ObUIa JTOCTUTHYTA IIOJIHAS PEMUCCHSA, HO OHM OTKa3aJIUCh OT

JICYEHHUs B PEMUCCHUH, LIEH3YPUPYIOT B IEHb OTKA3a OT TEPaIlnH.



BeposiTHOCTH cOXpaHeHHS MOJIHON peMuccHU (00paTHOE OT BEPOSITHOCTH PA3BUTHSA PelIHUBA).
[Ipn olEeHKEe BEpPOSTHOCTHM COXPAHEHMS IIOJIHOW PEMHCCHUU YUMTBIBAIOTCS JAHHBIE TOJBKO TEX
MAllMEHTOB, Yy KOTOPBIX JOCTUTHyTa IOosHasg pemuccusa. [Ipy 3TOM TOUKOW OTCUeTa CIYKUT Jara
JOCTHKEHUS TOJIHON pemuccun. CoOBITHEM CUMTAETCS TOJNIBKO penuauB 3adoneBanus. LleHsypupyior
BcexX OOJIbHBIX, KTO KMB B IOJIHOM peMUCCUU B MOMEHT IpoBeAeHus aHanu3a. [lanuenTsl, ymepiiue B
[EpUOJ TOJHOM PEMHUCCHU OT OCJIOKHEHHM, CBS3aHHBIX C JICYEHUEM, WJIA OT APYTUX IPHUYMH,
LEH3YPHUPYIOT B JIEHb CMEPTH, KaK OOJbHBIX, HAXOIUBIIUXCS B MOJTHON pemuccuu. [lannenTos, cynnp0a
KOTOPBIX HEM3BECTHA, LIEH3YPUPYIOT HA TOT MOMEHT, KOTJla ObLJIO U3BECTHO, YTO OHU >KUBBI B MOJHOMN
pemuccun. IlanmeHToB, y KOTOpBIX Oblia JTOCTUTHYTa IMOJIHAS PEMHUCCUS M KOTOPBIE OTKA3aJlUCh OT

JICYEHHUsI B IIEPUOJ PEMUCCUH, LIEH3YPUPYIOT B IEHb OTKA3a OT TEPAIUH.

BepoaTHOCTh CcOXpaHEHHUsI TOJHON peMHCCHU SBISETCA TeM IoKa3arejeM, KOTOPBIA TO3BOJISET
OLICHMBAaTh WCTUHHYIO MPOTHUBOOITYXOJIEBYIO 3(()EKTUBHOCTh KAKOM-TMOO Tepanuu 0e3 yuera TaKuX
CYObEKTUBHBIX MOMEHTOB, KaK BBIX&)XKMBAaHHE IAIIMEHTOB OT OCJIOKHEHHUH, CBSI3aHHBIX C CaMUM

JICHCHHUECM.

BbeccoObITHIiHAsT BBI)KHBAE€MOCTb. OJTOT II0OKAa3aTeib OICHWMBACT BBDKHMBAEMOCTH BCEX OOJIBHBIX,
BKJIIOYCHHBIX B aHAJIN3, C MOMEHTA Hadaja Tepanuu. COOBITHEM CUMTAETCS paHHSISA JIETaIbHOCTD, (PakT
HEJOCTUKEHUS TIOJTHOM PEMHUCCUU Yepe3 JBa MecAlla OT Hayalia JICYEHHUs, CMEPTh B MIEPUOJl PEMUCCUU
OT OCJIO)KHEHUN XUMHUOTEPANUHU WIM JAPYyTUX MPUYUH, a TaKKe penuuB 3a0oneBanus. L{eH3ypupyror
TOJIBKO TAIIMEHTOB, Y KOTOPBIX Obla JOCTUTHYTA MOJHAS PEMHUCCHS B TEUEHHE MEPBBIX IBYX KYpCOB
XUMHUOTEPAUU, U OHU OCTAIOTCS KUBBIMHU, COXPAHSS MOJHYI) PEMHUCCHIO, HA MOMEHT IPOBEACHUS

aHaJin3a.

Nupyknus — 5T0 epuo Ha4albHOTO JICYCHHS, IIETTbI0 KOTOPOTO SBIAETCS MAKCUMAJIbHO OBICTPOE U
CYILLIECTBEHHOE COKpAIlleHHE OIyXOJEBOM MacChl M JOCTUKEHUE IOJHOM PpPEMHUCCHU, Ha3bIBAETCS
nepuoAoM HHAYyKUMU (00byHO 1-2 Kkypca). MimenHo B 3ToT mnepuon Ha (OHE MPUMEHEHUs
UTOCTATUUECKUX CPEACTB KOJIMYECTBO JICMKEMHUYECKUX KJIETOK B KOCTHOM MO3T€ YMEHBIIAETCS
npuMepio B 100 pa3, T. €. B MOMEHT KOHCTATallMM T[OJHOM pPEMHCCUU B KOCTHOM MO3Te

MOp(bOJ'IOI‘I/I‘-IeCKI/I OIIPCACIIACTCA MCHEC 5% OITYXOJICBBIX KJICTOK.

Konconunanus. Btopoil »Tam Tepanuu OCTPhIX JIEWKO30B — 3aKpEIUIEHUE JOCTUTHYTOIO
IPOTUBOOITYX0JIEBOTO 3(dekTa (pasHOe KOIMYECTBO, B 3aBUCHMOCTH OT MPOTOKOJA). 3a1adyeid 3TOro
NIepUOJIa SABJISIETCS 110 BO3MOYKHOCTH €111 OO0JIbIIIEe YMEHBIIICHUE YUCIIa OCTAIOIINXCS MOCJI€ MHAYKIIUN

JTEUKEMUYECKUX KIIETOK.

l'[ozmepntalomee JICYECHUE — OTO IMPOJOJDKCHUEC MUTOCTATUICCKOT'O BO3JCUCTBHS B MEHBIIINX J03ax,

4YCM B IICpHUOA MHAYKIIMU PEMUCCHUH, HA BO3MOKHO OCT&IOH.[HFIC?I OHyXOJIeBBIP'I KJIOH.

Jleiiko3/nmum¢poma bepkurra — 310 BBICOKOArpeccuBHOE IuMdornponudepaTuBHOEe 3a00I€BaHUE U3
UMMYHOJIOTUYECKH 3peibIX DB-KIETOK ¢ NPEeMMyHIECTBEHHO J3KCTPAaHONAJIbHOM JIOKaJIU3ALMEH.
Knunnuecku Boiaenstor 3 Bapuanta JuMm@omsl bepkutra: sHaeMuyeckuil, cnopagudyeckuii 1 BUY-

aCCOIMUPOBAHHBIM.



JHaemMuveckuii BapuaHtT JumMmdpombl bepkurra — 310 BapuanT aumpombl bepkuTtTta XapakrepeH s
TEMHOKOXXHX JIeTe-aOOpUTeHOB dKBaTopuaibHOW Adpuku u murpantoB u3z Adpuxku B Hosyto
I'Bunero. B xnmHMYeckol kapTWHE 4acTo HAOMIONAeTCs MOpaXKeHHE JIMIIEBOIO CKelleTa: BEpXHEH U
HUDKHEH 4YeNrocTed, OpOWTHI, a TaKKe TOYEK, SIMYEK, SUYHUKOB, CIIOHHBIX, MOJOYHBIX JKEJIe3 U

LHEHTPAJIbHOM HEPBHOM CHUCTEMBI.

Cnopaauueckuii Bapuant Jjaumdombl bepkurra — 5310 TuUnuMuyHas aumdoma bepkurra MO
Mop(]ororu4eckuM, MMMYHO(DEHOTUITUYECKUM U IIUTOTEHETUYECKUM TMPU3HAKAM, BO3HUKAIOIIAsl BHE

3HI[€MH'—IHOI>1 30HBI.

NmmyHonepuuuT-accOnMupoBanHblii Bapuant JuM@pomsbl bepkurra — 10 mumdoma bepkutra,
BO3HUKatomasi Ha (oHe UMMYHOACPUIMTHBIX cocTosiHUM (y mauueHToB ¢ BUY-undekuueit, nocie
TPaHCIUIAHTALIMM OPraHoB, Yy TMAIMEHTOB C NEPBHYHBIMU HMMyHoJeduuuramu). Yaie Bcero
BcTpeuaercss y BUY- uHQUUUPOBAHHBIX MAIlMEHTOB, MPUYEM HAa paHHUX dTamax pa3BuTusi (10

camkerns CD* -xiretok).



1. Kparkast nHopmManus 1mo 3a001€BaHNI0 WIH
COCTOSIHUIO (IpynnbI 3200/1eBAHUUA UJIHA COCTOSTHUM)



1.1 Onpenenenue 3a00/1€eBaHUsA HJIH COCTOSTHUS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

Octpsie numpobnactHeie Jeliko3bl (nanee — OJIJI)/octprie numdodnactusie aumbomst (JIBJI) — 310
reTepOreHHas TPYIINa 3JI0KAY€CTBEHHBIX KJIOHATBHBIX 3a00JIEBAHUM CHCTEMBI KPOBHU, MPOUCXOISIINX
U3  KIJIETOK-TIPEAIIECTBEHHUI] TE€MOI0d3a MPEUMYIIECTBEHHO JUMGOUIHONW  HAMPaBICHHOCTH
mud(dEepeHIMPOBKM U XapaKTEpU3YIOLIMECsS Yalle BCEro HCXOAHBIM IMOPAaKEHUEM KOCTHOTO MO3Tra
(manee — KM), BpITeCHEHMEM HOPMAJIBHOTO KPOBETBOPEHHUS U BOBIICUCHHEM B IMPOILIECC PA3IMYHBIX
OpraHoB M CHCTeM opraHm3Ma (IIeHTpalibHas HepBHas cuctema (manee — [IHC), swukw,
auMm@arnyeckass TKaHb JIOO0M JOKalW3aluu), a TaKke BO3MOKHOCTBIO HCXOAHOTO IMOPAXKCHHS

opraHoB JuM@darnyeckoil Tkanu 6e3 BosineueHuss KM [1-5].



1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHnﬂ HJIH
COCTOSIHUA (TPynnbl 3200/1€BAHUIN UJIM COCTOSHUMN)

DTHOJIOTUSI TOYHO HE YCTAHOBJICHA. DTHUOJIOTUS U TIATOTEHE3 OOBSICHSAIOTCS OOIIETPUHSITON KIOHOBOM
TEOPHUEN: BCE JICMKEMHUYECKHE KIIETKH SIBJISIFOTCS TOTOMKAMHK OJTHOM POJIOHAYAIBHOW KJIETKH, KOTOpAasi
npekpartuia cBolo auddepeHIUpoBKy Ha OJHOM W3 paHHUX CTaAui co3peBanms. M3-3a
HEKOHTPOJUPYEMOM Mposidepanud OMyXoJeBbIX KJIETOK YTHETACTCs HOPMaJIbHOE KPOBETBOPEHHUE,

o0pa3yroTcsi MeTacTasbl (JiekeMruuecKrue HH(QUIBTPAThl) BHE OPraHOB KpoBeTBOpeHus [ 1-5].



1.3 Dnuaemuosorus 3a60J1§BaHuﬂ WJIM COCTOSTHMS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

OJIJI MmoxeT BcTpeuaThes y JIMII JTF000TO BO3pacTa, HAaYMHAs ¢ MJIaJICHYECKOTO BO3pacTa 1 3aKaHUYHMBAs
MTOXKHJTBIM, OJTHAKO MaKCHMaJIbHBIC 3HAYEHHUS 3a00JICBAEMOCTH MPUXOIATCS Ha IeTCKUM Bo3pacT (60 %
nanurentoB OJIJI monoxe 20 ner) [1,2,6].

OJIJI siBnsieTcst camoil paclpOCTPaHEHHOW OMYXOJIbK0 KPOBETBOPHOM TKaHW y Aetel, coctasisia 30 %
BCEX 3JIOKAYECTBEHHBIX OIyXOJIEM JEeTCKOoro Bo3pacta. Y mnauueHToB wmojoxke 15 ner OJIJI
nuarHoctupyercsa B 75 % ciyuyaeB Bcex ocTpbIX Jieliko30B (nanee — OJI). [Tuk 3ab6oneBaemoctu OJIJI
MPUXOAUTCS HAa Bo3pacT 3—4 rojaa, 3aTeM 4acToTa €ro CHUXKAETCs, U BTOPOU MOABEM, XOTS HE CTOJIb

CYIIECTBEHHbIN, oTMeuaeTcs B Bo3pacte 50—60 et [1-5,7].

B P® B 2014 . ntuarno3 OJIJI 6b11 ycTtanoBineHn y 1731 manuenrta, nojloBUHA U3 KOTOPBIX — 3TO JIMIIA

MoJoxe 18 aer [8].

3aboneBaemocth OJIJI y manMeHToB MOXHUIOTO BO3pacTa HEYKJIOHHO Bo3pacTaeT. CornacHO JTaHHBIM
peructpos, exeronnas yactora OJIJI ysennuusaercs ¢ 0,39 cinydas na 100 000 Hacenenust B Bo3pacre
35-39 gmer, no 2,1 cayuas nHa 100 000 nacemenuss — B Bo3pacte >85 ner. Kpome Toro,
npubnu3utensHo 30 % OJIJI nuarnoctupyrores B Bo3pacte >60 set. Ounaaensduiickas xpomocoma
(Ph) onpenensiercs y 20-30 % B3pocnbix nanuento B-OJIJI. B to Bpems kak Ph+ OJIJI coctaBuser y
nerer MeHee S5 % Bcex cilydaeB, ero yactora BozpacraeT a0 40 % y B3pocibix B Bozpacte 40 Jer, a

3ateM Ha 10 % B TeyeHHe KaXK10ro MOCIeAYIOIIEro IeCATUICTHS )KU3HHU [9] .

Jlumdpomoii bepkutra (nanee — JIb) Oonerotr npenMyiiecTBeHHO MyXuuHbl. Y aereit JIb cocrasnser
okono 30-50 % Bcex nmum@om. CoOTHOLIIEHUE MAJTBIUKHU : JIEBOUKU — 3—4 : 1, cpenHuii Bo3pact — 8
net. Y B3pocabix JIb BcTpewaeTcs 3HaunmTenbHO peke — B 2 % ciydaeB Bcex Jumdom. bomeror
IPEUMYIIECTBEHHO MOJIOJIBIE MY’KUMHBI, COOTHOIIEHHE MYXUMHBI @ JKEHIIMHbI — 3 : 1, cpenHuit
Bo3pact — 25-30 ner [1,2,10] .



1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA WJIH
COCTOSIHUA (IPyNnbI 3200J1eBAHUN MJIU COCTOSAHUN) MO
MexaAyHapOAHOH CTATHYECKOH KJIACH(PUKALMH
0oJ1e3Hel U IPo0JieM, CBI3aAHHBIX CO 310POBbEM

JIumbonanmblii geiiko3 (CI1):

e (C91.0 Octpsiii 1uMbOOIACTHBIN JEHKO3

e (C91.5 T-Kk1€TOUYHBIH JIEUKO3 B3POCIbIX

e C91.7 Hpyroi#t yTouHEHHBIN JIUMGOUTHBIN JIEHKO3

o (C91.8 3penslit B-xnerounslii neitko3 tuna bepkurra
e (C91.9 JIumdounHbIi IEHKO3 HEYTOUHEHHBIN

o (C83.5 JIumdoobnactras (muddysnas) mumdpoma

e (C83.7 Onyxons bepkurra



1.5 Knaccudpukanust 3a001€BaHus MM COCTOSTHHSA
(rpynnbl 320071€BAHUMA UJIA COCTOSTHUI)

B knaccudpukauuu BceemupHoil  opraHuszanuu - 3apaBooxpaHeHus (mamee — BO3)  OJUI

paccMaTpuBarOTCs B pa3zelie omyxoiei u3 npeanecTBeHHukoB T- u B-mumdoruros [3]:

e nuMQoOnacTHbli  Jeiiko3/mumpoma u3  B-mpenmectBeHHukoB  (cuHoHMM:  OJIUI  wu3
MpeIIeCTBEHHUKOB B-Ki1eToK);
o suMdoOnacTHpi  Jeiiko3/mumpoma w3 T-mpemmectBeHHUKoB  (cuHoHMM:  OJIJI  wu3

npeAmCCTBCHHUKOB T-KJ'IGTOK).

Bo03MO0OXHO paBHOLIEHHOE MCTIOIB30BAHUE OMUCAHHBIX OMPEACIICHUN, U aBTOPBI KIACCU(UKAIINH JIUIIIb
noJjiararoT, uto npu 25 % u Gonee OmactHhIX KiIeTok B KM 1menecoobpasno ropoputh 06 OJI, a mpu
meHee 25 % — o0 JIBJI. Ho wame Bcero 3TH TEPMHUHOJIOTMYECKHE CIIOKHOCTU HE HMMEIOT

MPaKTUYECKOTO 3HAYEHUSI, TOCKOJIBKY MX TEparusi OMHAKOBA.
B-numdobaacTublii Jeiiko3/aumdoma

o B-mumdobnacTheiii neiikos/mumdoma, 6e3 cnerupuueckux xapakrepuctuk (NOS — not otherwise
specified).

e B-num¢obnacTHbIN JeiiK03/MMMpOMa ¢ TOBTOPSIOIUMUCA XPOMOCOMHBIMU aHOMAJIUSIMHU:

o B-nmumdobnactusii neiiko3/mumboma ¢ t(9:22) (q34;q11.2); BCR/ABL;

o B-nmumdobnacTHsIil neiiko3/mumdboma ¢ t(v;11q23); MLL rearranged;

o B-numdobnactusii neliko3/mumdpoma c t(12;21) (pl13:;q22); TEL/AMLI(ETV6-RUNXI),

o B-mumdobnacTHbIN JeiK03/MTuMdpOMa ¢ TUIICPIUTIIIONTUCH;

o B-numdobnacTHsIil neliko3/mumpoma ¢ runogurionauet (runoaumtonaasiii OJII);

o B-mumdpobnacTHeii netiko3/mumdboma ¢ t(5;14)(q31;q32)(IL3-IGH);

o B-numobnactusiii neiikos/mumdpoma c t(1;19)(q23;p13.3); E24A-PBX1;TCF3/PBX1),

o B-numdobnacTHsIil neiiko3/aumpoma ¢ UHTpaxpomMocoMHol amrumndukanuei 21(1AMP21)

o B-mumdobnacTHeIi neiko3/muMdoMa ¢ TpaHCIOKAIMEH, BOBICKAOMICH TUPO3ZMHKWHA3HI WU
nuTokuHOoBBIN penentop (BCR-ABLI1-like ALL).

T-mumodacTHbI Jeiiko3/aumdpoma

e JIumdoOnacTHbIN €MKO3 U3 paHHUX T-KJIETOUHBIX MPEAIIeCTBEHHUKOB;

o NK-knetounsiii 1umdo0OIacTHBIN JeKO3/muMPpoma.

Cornacno knaccuurkanuun BO3 2017 r. [3], JIBJI ¢ nopaxxenuem KM u 6e3 Hero oObeAUHSIOTCS B
eANHYI0 Tpynmy «IuM(oOmacTHeIC JTEHKO3BI/TUM(POMBI U3 TMPEAIICCTBEHHUKOB B- mmm T-KieTok».
HecmoTtpst Ha mIMpPOKO pacnpoCTpaHEHHYIO TOUKY 3peHus o ToM, yto OJIJI u JIBJI xapakrepusyrorcs
Pa3sTUYHBIMA KIUHUYCCKUMH TIPOSBICHUSMU OJHOTO M TOTO ke 3a0oJieBaHMs, B TpoOIEcce
BBITIOJTHEHHOTO aHajiM3a JKCIPECCMU TeHOB [5] ObUIO MOKA3aHO YETKOE pasleieHue Mexay 1-
kierounoid OJIJI m T-xnerounoit JIBJI BBuAY paszinuus SKCOPECCUU OTIAEIBHBIX T'€HOB. Psa 3THX
paznu4uii MOXKET OBITh OOYCIIOBICH CHENU(DUUYHBIMU MEXaHH3MaMH, HWMEIOIIMMH OTHOIICHHE K

CTPOMAJIBHBIM KJICTKAM. B 10 Xxe BpCMA HMMCIOTCS HOOKa3aTCJIbCTBA B IIOJIB3Y TOI'O, YTO BAXHBIC



CUTHAJbHBIE MYTH, peryaupytomme poct kietok npu T-knetounbix OJIJI u T-knerounsix JIBJI, moryT

OBITH pas3IndHbI, 9TO YaCTUIHO 00BsCHSET pasmIne KIIMHUYCCKHUX HpOfIBJ’IeHI/Iﬁ o0omnx 3a0o0eBaHUI

[S].



1.6 Kiimanyeckas KApTHHA 3a§0J1eBaHnﬂ W _
COCTOSTHUSA (IPyNnbI 3200/ 1€ BAHUM UJIM COCTOSIHUMN)

JUIMTEenbHOCTh aHaMHe3a 3a00JIeBaHUs OT MOMEHTA MOSABIICHUS MEPBbIX KIMHUYECKUX MPU3HAKOB 0
MOpQOJIOTHYeCKON BepU(PUKALUUA JUArHO3a COCTABISET OT HECKOJIBKHX HENIEIb J0 HECKOJIbKHUX
mecsieB. Kimanueckasi kapTuHa omnpenensercs cTeneHbio HapymeHus Gynknuii KM B Bumge anemun,
reMOpPParuyeckoro CHUHAPOMA M Pa3BUTHEM HMHQPEKUMUNA pPa3IMdyHON CTENEHH TSKECTU; HaJIUYUEeM
OIyXOJICBOM Macchl B BHJIE OPraHOMETalvd, OOJBIIOT0 KOJMYECTBA OIMYXOJEBBIX KIETOK B
nepudeprudeckod KpoBH, JTUM(OaTeHONMATUH W MacC B CPEJOCTCHHH; B HEKOTOPBIX CIydasX C
pa3BUTHEM OOJIEBOTO CHUHIPOMA, CBA3AHHOTO C IMOPaXEHUEM KOCTEH, C MOSBICHUEM KIMHHYECKHUX

npuszHakoB nopaxenusa [IHC u ¢ nopaxenunem koxu [1,2,4,5,11,12].

Knunnueckue nposisinenus y narueHToB ¢ OJIJI ouenp Hecnenn@UUHbI U CBA3aHBI C PA3BUTHEM TeX
WIM HHBIX CHUMIITOMOB, OOYCJIOBJICHHBIX BBITECHCHHEM OITyXOJIEBBIMU KJIETKAMH HOPMaJIbHOTO
KpoBeTBOpeHHs. OCHOBHBIE CHUMIITOMBI 3a00JIeBaHHSI — CJIa0OCTh, JUXOpajaKa, HE CBsA3aHHASA C
MH(EKIHMEeH, OCCalTuu W apTpajrud, TeMopparudeckuii cuHApoM. HVH(EKIMOHHBIC OCIOKHEHUS
BCTPEUAIOTCSI HEYAacTO, U B OCHOBHOM B Te€X CJIy4asX, KOIJla YMCIO HEHUTPO(HUIOB HE TPEBBINIACT
0,2 x 10°/n. V 1 % nanmeHToB OTMEYAIOTCSl TOJOBHbIE 0oJK, TOIIHOTa, PBOTA, Yallle BCETO IMpHU
Bomieuenuu [THC [13].

JIBJI yame Bctpewaetrcss y MyxuuH (61-75 %). ¥V OGonbmuucTBa (58-95 %) manueHToB HA MOMEHT
IIOCTAaHOBKM jauarHo3a 3aboneBanne umeer III-IV cragnro. VYV 3HAYUTEIbHOW [OJM NAIMEHTOB
ONPENEISAIOTCS JTUXOPaJKa, HOYHAs IMOTIMBOCTh W CHUKEHHE Macchl Tena (1648 %), a taxxke
MOBBIIIEHUE aKTUBHOCTHU Jakraraeruaporenassl (nanee — JIAI) (48-84 %). Yactora mepBUYHOTO
nopaxenus: [IHC ananornuna gannomy nokaszarento npu OJIJT (0—10 %). Ilanuentsl ¢ T-kiaeTouHOM
JIBJI mmeroT Gosiee MOJIOAOM BO3PACT 0 CpaBHEHUIO ¢ manueHTamMu ¢ B-kierounoit JIBJI [14], 6omee
BBICOKYIO 4acTOTy MopaxkeHus uM@oy3ioB cpenocrenus u KM, a taxke [V craauro 3abosneBanusi, B
TO BpeMs KakK JKCTpaHOJAJIbHOE MOopa)keHue BcTpeuaercs yamie npu B-knerounwsix JIBJI [15]. B
npotuBononiokHocts  OJIJI mpu  JIBJI mapamerpsl mepudepuueckodl KpoBH, B YacCTHOCTH
KOHIICHTPAIUsS TeMOTTIOOMHA U KOJIMYECTBO TPOMOOILIMTOB B IIEJIOM, MPHUOIMKAIOTCS K HOPMaJIbHBIM
3HAYEHUSIM, YTO CBUJETEIBCTBYET O MOTEHLHMAJIbHO O0Jiee BBICOKOM KOCTHO-MO3IOBOM pE€3€pBE U

JTydlied NepeHoCuMocTy xumuorepanuu (nanee — XT).



2. Jlmarnocruka 3a00J1eBaHUsI UJIM COCTOSTHUS
(rpynnsl 320071€eBAHAMA UJIH COCTOSTHUI) MEeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHEHUIO
METOA0B JMATHOCTHUKM

Mnozcue pexomenoosanHvie Memoobl OUACHOCMUKU 3A001€6aAHUS U CBA3AHHLIX C HUM COCMOAHUU
umerom 02paHuYyeHHylo 00Ka3amenvHyro 6asy (8 coomeemcmeuu ¢ WKALIAMU OYeHKU YPOBHSA
JIOCTOBEPHOCTH JI0Ka3aTeNbCTB (Oanee — YVI[/I) u yposus ybeoumenvhocu pexomenoayuil (Oaiee —
VVP)) no npuuune omcymcmeus noceawennvlx um KHWH. Hee3upas na >3mo, ouu A61sat0mcs
HeoOXo00UMbIMU INleMeHmamu  00C1e008anus nayuenma Oas YCMAHOGIeHUs OuacHo3a U 6vlbopa

MaKmMuKu Jiedenus, maxk Kak oonee sghghekmuenvie u OOKA3aHHbIE MEMOObL 68 HACMOosUee 8pemMs He
paspabomarbwi.



2.1 /Kaa100bI 1 aHAMHE3

e PexomeHayloTcsl BceM ManyeHTaM MalydeHTaM MpH MOCTaHOBKE TUArHo3a, eXeTHEBHO B Ipolecce
JIeUEHHUs TIIATEIbHBIM cCOOp aHaMmHe3a M kajno0 3abosjeBaHUsl C YTOUHEHHEM TEparuu, KOTopas
IPOBOJIMIIACH B CBSI3M C JIAaHHBIM 3a00JI€BaHUEM M pPaHee MO MOBOLY APYruX 3a00JeBaHMM, a TakxKe

MOPOOHOE OMHUCAHME KaJI00 MAIMEHTOB JIJIs Bepudukanuu quardosa [1,2,4,5].

YpoBennb yoenureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).



2.2 Ou3uKaAJbHOE 00CTeI0BAHUE

o PexoMeHayloTCs BCEM TaIMeHTaM IPH MMOCTAHOBKE TUArHO3a, €KEJTHEBHO B IMPOIECCE JICUCHUS
npu  (GUBUKAIBHOM OCMOTpPE HM3MEpPEHHE pOCTa M MacChl Teja, TeMIeparyphl Teja; OIleHKa
COCTOSIHMSI ~ KO)KHBIX ~ TIOKPOBOB, KOCTHO-CYCTaBHOM  CHCTEMBI;  BBIABICHHE  IPHU3HAKOB
reMOPPAarudeckoro CUHAPOMA; HaJWUYHMe TeMaToCIUICHOMETalud, JTuMdoaaeHomaTuy; HaInIne
MPU3HAKOB AUCOYHKIIMU CepAla, JIETKUX, TIEUYEeHHU, OPTraHOB HHAOKPUHHON CHCTEMbl ISt
Bepudukanuu nuarnosa [1,2,4,5].

YpoBenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB — 5).

KommenTapuu: npu guszuxanrbHom o06crnedoganuu mocym OOHAPYHCUBAMBCA PAIUYHOLU CMeneHU
BLIPANCEHHOCMU ~ OI€OHOCMb  KOJMCHBIX — NOKPOBOS,  NemexuaibHvle  BblCbINAHUA,  CUHAKU,
KPOBOMOYUBOCMb 0eCeH, NOBbluleHUe meMnepamypbvl mend, AUM@oadeHonamus, 6 moM Yucjie
yeenuueHue HeOHbIX MUHOAIUH, CHIEHOMe2aNus, 2enamomecanus, YVeeluyeHue pasmepos Nouex,
bonesneHHOCMb Npu nokoradusanuu xocmetl. Boseneuenue xoorcu npu OJIJI b6vieaem peoxo, u eciau

ouazHocmupyemcs, mo accoyuupyemcs ¢ npe-B-ummynogpenomunom [12].

o Pexomenayercss BCeM IMalMEHTaM OLCHATh COMAaTHYECKUMM CTaryCc IO IIKajme BocTodHou
KOOTIepaTUBHOM OHKoJornyeckoil rpymmsl (nanee — ECOG) ¢ nenpio onpezaeneHuss He0OX0AMMOTo

o0beMa U SKCTPEHHOCTH MEAUIIMHCKON romornu (npuioxkenue 1'1) [16,17].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH I0KA3ATEIbCTB — 5).



2.3 J1abopaTopHbIe JMATHOCTHYECKHE MCCIeI0BAHUS

o Pexomenayercsi BceM MalMEeHTaM NpU TOCTAHOBKE JHMArHo3a JUis BepU(pHUKAIMK TUArHO3a, BO
BpeMsI JICYCHHS JJIs OLICHKU JUHAMUKH Ha (hoHe Tepanuu 2—3 pa3a B HEJICIO BHITIOJTHEHUE 00IIEro
(kmuHMYeckoro) aHanmm3a kpoBu (mamee — OAK) ¢ moacderom neWkonuTapHOW (GOPMYIBI U

onpeieeHreM unciia TpomoounTos [ 1,2,4,5].
Yposennb yoenureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

KommenTapuu: npu ouacnocmuxe OJIJI y wacmu nayuenmoe noxazamenu Kposu Mo2ym Oblmb
HopmanvHbiMu. Yucno aeukoyumos modxcem gapvupogams om 0,5 % 1 0°/n 00 700 x 10°/; yeenuuenue
uucna netikoyumos sviue 10,0 x 10°/n1 ommevaemes y 60 % nayuenmos, eviwe 100,0 x 10°/1 —y 10

%, mpomboyumonenus meree 50,0 % [ 0°/n onpeoensiemcs y 60 % nayuenmos.

o PexomeHayercsi BceM TMalMEeHTaM TMpU TIOCTAHOBKE JMarHo3a /s OINpeiesieHus oObeMa
OITyXOJICBOTO TIOPAXXCHHS, BEPOSTHOCTH PAa3BUTHsI CHUHIPOMA JIM3MCA OIMYyXOJH, a TaKKe BCEM
MarMeHTaM BO BpeMs JICUEHUS 2 pa3a B HEJEINIO C IEeJIbI0 TMHAMUKU M3MEHEHUH Ha (OHE Tepanuu u
BBISIBJICHUS! OCJIO)KHEHHMI BBIMOJIHUTH aHAJIW3 KPOBUM OMOXMMHUYECKHN OOIIeTepaneBTUYeCKUil
(oOmmit 0enoK, OenKOBBIC bpaxuumu, MOYEBHHA, KpEaTHUHUH, OomupyOuH,
acrapratamuHoTpandepasza (manee — ACT), amanmnamuHotrpancdepaza (manee — AJIT), JIT,

MarHui, HaTpuM, KaJlui, KaJIbIui, iroko3a) [1,2,4,5,18,19].
YpoBeHb yoeauTeabHOCTH pekoMeHnaanuii — C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJIbLCTB — 5).

o Pexomenayercst BceM NalMeHTaM IOpHU [OCTAHOBKE IUArHo3a Uil  OIpEAeNieHUs] BEPOSITHOCTU
Pa3BUTHS TSKEJBIX KOATYJSLUOHHBIX HapyIICHUM, KaK TeMOpparuyeckux, Tak 1 TPOMOOTHUECKUX,
a TakKe BCEM MalMeHTaM BO BpeMs JieUueHHUs 2 pa3a B HENEI0, OCOOCHHO B TMEPHOJ BBEICHUS
acrmaparuHasbl**, ¢ 11eJIbl0 BBISIBJICHHsI OCJIOKHEHHI Ha (DOHE Tepamnuu BBIIOIHUTH MCCIEI0BAHUE
CBEPTHIBAIOIIEH CUCTEMBI KPOBH (AaKTUBUPOBAHHOE YaCTUYHOE TPOMOOIIIIAaCTUHOBOE BpeMs (fasee —
AUYTB), mnporpomOunHOBBIi wuHAekC 1o KBHKY, TpomOuHOBOE Bpems, (HUOPUHOTEH) IS
ONpeNeJeHUsT  BEPOATHOCTH  PAa3BUTUSl  TOKENBIX  KOATYISIIMOHHBIX — HapyUICHWH,  Kak

reMopparu4eckux, Tak u Tpomoornyeckux [20-23].
YpoBenb yoeauTeabHOCTH pekoMeHaauuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4).

e PexomeHayercsl BceM MallMEHTaM BBIMOJIHUTH HCCIIEOBaHUE OOMIEro (KJIMHMYECKOI0) aHalu3a

MOYH C 1IEJIbIO0 UCKITFOUEHUS TTopaxkeHus nouek [ 1,2,4,5,24].
YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

o PexoMeHnayercsi BceM maideHTam onpeaeneHue antuten kmaccoB M, G (IgM, IgG) k Bupycy
ummyHonedunmra dvemoBeka BUY-1/2 (Human immunodeficiency virus HIV 1/2) B kpoBu;
onpezesnieHue aHtuten K Oneanou tpenoHeme (Treponema pallidum) B kpoBU sl UCKITIOUEHUS

COmyTCTBYOLIEeH naronoruu [ 1,2].

Yposenn yoeaureabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).



e Pexomenayercsi BceM MalMeHTaM MOJEKYJISIPHO-OMOIOrMYECKOe HCCleoBaHUEe KPOBH Ha
BupycHblii remarut B (Hepatitis B virus) u Bupycubiii renatut C (Hepatitis C virus) nns

VCKJIFOYEHHS COMYTCTBYIOIIEN nTaTojaoruu [25,26].
YpoBenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB — 4).

o PexoMeHayeTcs1 BCeM MaIlMEHTaM HMCCIIEIOBAHNE MUKPOOHMOIICHO3a KUIIEYHUKA (Ma3Ka W3 TPsIMOi

KHIIIKH) C 1EJIbI0 BBISIBJICHUS KOJIOHU3AIIMU HECTEPHIIBHBIX JIOKYCOB MaTOTeHHOM (uopoit [27].
YpoBeHb yOeAUTEJIbHOCTH peKkoMeHAauuii — B (YpoBeHb 10CTOBEPHOCTH A0KA3aTENbCTB — 3).

o PexoMeHnayercsi BceM MalMEHTaM ONpEEICHUE OCHOBHBIX rpymm kpoBu (ABO); ompeneneHue
antureHa D cucrembl Pesyc (pesyc-dakTop); omnpeneneHue MOATPYNIbI U APYTUX TPYMII KPOBH
Menbiiero 3HadeHus A-1, A-2, D, Cc, E, Kell, Duffy ¢ nenbro BbeITOSHEHHS] 3aMECTHUTEIBHOMN

Tepanuyu KOMIIOHEHTaMH KPOBH IO TIOKa3aHUsAM [28].
YpoBennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

e PexoMeHayOTCS BCEM NALMEHTaM IOJIy4eHHE LUTOIorndeckoro npenapara KM nytem nmyHKuuu
(crepHanbpHasi MyHKLUMS) W LUATOJIOTMYECKOe wuccienoBaHue Mazka KM (Muenorpamma) wu3
CTEpHAJILHOTO MYHKTaTa C 1LEeIbl0 BepU(UKAIMKU TMarHo3a U OINpEAeNeHUs] MPOrHo3a MalMeHTOB
[1,2,4,5,12].

Yposennb yoeaureabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

Kommenrtapuu: ouacnoz OJI ycmanasnusaiom npu oonapyscenuu ¢ KM 20 % u bonee 6racmuuvix
knemok. Oonaxo ona OJIJI uz knemox-npeduiecmeenHukog aumognossa u oas JIBJI uz mex owce
KJLeMOK-NpeouecmeeHHUKO8 cyujecmeyem unoe odwenpunamuoe onpeoenerue: ouaenos OJLJ (B-
K1emoynoz2o unu T-knemounozo) ycmauaeiugarom npu obnapyycenuu 25 % u bonee OracmHuvlx
knemok 6 KM. Ecau npoyenwm 6racmuvix kiemox ¢ KM menee 25 % unu oOnacmmuvie Kkiemku
omcymcmeyrom 6 KM, no npucymcmeyiom 6 unvix ouazax nopasxcenus (mumg@amudeckue y3iuvl 11000

JOKAAU3AYUU, MUMyc, Kovica, u m. 0.), mo ycmanasnusarom ouacnos T- unu B-JIBJI [1,2,4,5].

° PeKOMeHHyeTCﬂ BCEM IMMAMCHTAM BBIIIOJIHUTb HUTOXUMHUYCCKOC HCCIICAOBAHUC IIpCriapara KM

(6nactubix knetok KM) ¢ nensio Bepudukamuu nuarsosa [29,30].
YpoBenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB — 4).

KomMeHnTapuu: npu yumoxumuueckom ucciedosanuu 1umpoudHvle onacmsi wacmo cooepxcam PAS-
NONOJNCUMENbHbIE 2PAHYIbL, OHU HE2AMUBHbL 6 PeaKyuu HA MUETONEPOKCcUddasy u Ha opyeue
MUENoUOHble Yumoxumuieckue peakyuu. Hepeoko npu ébinoinenuu yumoxumuiecko2o ucciedo8ansl
bnacmuvle Kiemku onpeoenaiom Kaxk Heouggepenyupyemvlie, NOIMOMY KIHOUEBbIM MemoOoM
ouaenocmuxu OJIJl sensemces ummynopenomunuposanue. Hanpumep, T-kxremounvie Oracmmuovie
onemenmsl  wauje Oviearom  PAS-neeamuenvi, 6 Hux ewvisagugiomcs  Kucias — ¢ocghamasa,
Hecneyuguueckas scmepaza 6 opme KPYNHbIX OOUHOYHBIX SPAHYI 6 YUMONIA3mMe, 6 OMmJudue om

aumepobracmos B-nunuu, 20e npoodykm peaxkyuu pacnoiazaemcs 6 guoe meaxkux epauyn [1,2].



o Pexomenayercs BBITIOJIHUTH M1aTOJIOTOAHATOMHUYECKOE UCCIIE0BAHUE ouoncuitHoro
(omepanMOHHOI0) Marepuana odara MOpakeHHs! (OIMyXOJeBOro 0Opa30BaHMs), B TOM YHCIIE C
MPUMEHEHUEM HMMYHOTHMCTOXMMHUUYECKUX METOAOB, Y MalueHToB 0e3 mopaxkeHus KM c¢ nenbio

TOYHOU Bepudukanuu auaruosa [31].
Yposennb yoeaureabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5).

o PexoMeHayercst y BCeX MAlMEHTOB C nofo3peHueM Ha JIbJI BBINOIHATH MaTOIOr0-aHaTOMUYECKOE
UCCIIEZIOBaHNE OMONCUIMHOIO (ONEpallMOHHOI0) MaTepuana JIuMQoy3ina WM Jpyroro odara
NOAKEHUS C IPUMEHEHUEM UMMYHOTHCTOXMMHUYECKUX METOZIOB C LIeJbI0 olleHKH cyoTunos JIBJI, a
TAaK)K€ COXpaHATh OWONCUIHBIA Marepuan [Uisi MOCJIEAYIOLIEr0 BBIIOIHEHUS MOJEKYISIPHO-
IEHEeTUYECKUX HCCIIEIOBAHUM, YTO MO3BOJUT Pa3paboTaTh HOBbIE TAPIE€THBIC CTPATETUU TEPANUU
[15].

YpoBenn yoenureabHOCcTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

KomMmenTapuu: uvmynogpenomunuueckue xapaxkmepucmuku npuoiuzumenrvho 80 %  JIBJI
xapaxmepuszyromcs sxcnpeccuei T-knemounvix mapkepos, 6 omauuue om OJIJI, npu xomopom >70 %
omHocamecsa K B-knemounvim. Cpeou ecex JIBJI ~ Odomunupyem  T-xknemounwviti  cyomun.
HUmmynopenomunuueckue xapaxmepucmuxu onyxonesvix kiemox npu 1-JIBJI no3zumuenvr no
cneoyrouum mapkepam. TdT, CD7 u yumonnasmamuuecxas CD3; eapuabenvnvr CDIla, CD2, CDA4,
CD5, CDS8,; mooicem dvimb kosxcnpeccusi CD4 u CDS, CD10 +/—; pedxo onpedensemcs KOIKCnpeccust
muenomapkepos CDI13; 33; 117. B mpemu T-JIBJI 6viaenenvl mpanciokayuu ¢ yyacmuem 2enog 1-

KJLeMOYHbIX peyenmopos (o, f3, y, 0) u paziuunvlx napmuepckux 2ernos, exaovas MYC, TALI, HOX1I u

op.

HUmmynogenomunuueckue xapaxmepucmuxu onyxonesvix kiemox npu B-JIBJI nozumuenvi: no TdT
(a0epuas oxpacka), HLA-DR, CDI19 u yumonnazmamuuecrou (cyt)CD79a;, CD20 u CD22
sapuabenvrvl. HMHoeoa 6 yumonnazme onpeoeisitomcs JesKue UYenu UMMYHO2L00YIuHa (Cyt-u).
llosepxHocmHbvle UMMYHOIO0YIUNBL Yauje OMCYMCmEYon, 00HAKO UX OOHapyJceHue He UCKAYaem
ouaernosza B-JIBJI; CD45 mooicem Ovimb necamusen. Monexynsapro-eenemuueckue 0coOEeHHOCMU

oxapakmepuzoearnvbl MAdjlo, HE UMeNn NPOZHOCMUYECKO20 SHAYEHUA.

° PeKOMeHIlyeTCﬂ BCCM IMallMCHTaM BbIIIOJIHUTD I/IMMYHO(l)CHOTI/IHI/IpOBaHI/Ie TCMOIIO3THYCCKHUX

KieTok-npeamecTBeHHUI] B KM ¢ nienbio Bepudukanuu auardosa [32,33].
YpoBenn yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB — 4).

KommenTapuu: uvmynHogenomunupoganue GulnoaHAIOM ¢ NOMOWDBIO MYIbMUNAPAMEMPULECKOU
nPOMOYHOU yumodghnyopumempuu (00b14HO Kax MuHumym 3- unu 4-ygemmnout). Eco ucnonvsyrom ons
bonee uemko2o onpeoeneHus NPUHAOIEHCHOCMU ONACMHBIX KIeMOK K MO WU UHOU TUHUU KIIeMOYHOU
ougpepenyuposku nocie YCMAHOBILEeHUSL Mmopgonozureckoeo ouacHosa OJIJI.
Ummynogpenomunuuecxkan xapakmepucmuxa oOnacmuvix xaiemoxk npu OJIJI npeocmasenena 6
npunoocenuu 12. OJIJI uz npeowecmseennuxos B-rumpoyumos (70-80 % cnyuaes) mocym

K]ldCCM¢MI4Mp06dWleﬂ Ha 4Yembvlpe cpynnsl, 6 3dasucumocmu ont  IKcnpeccuu - AadHmuceHoes



oughgepenyuposku  B-knemox, a  maxdce  YumoniazmMamudeckux U NOBEPXHOCHMHBIX
ummynoznooymunoe (Ig). OJIJI uz npeowecmeennuxos T-numpoyumos (20-30 % cnyuaes) maxoice
Mo2ym oenumvcsi Ha 4 2pynnvl 8 3a8UCUMOCMU OM YPOGHS 3PENOCmU MUMOYUMA U IKCHpeccuu
anmueena CD1a T-OJIJI, mocym O0ononnumenbHo K1acCupuyuposamuscs 8 3a8UCUMOCmu om cyomuna
peyenmopa T-knemox (TCR). B pside cnyuaes bnacmuule Kiemxu umeronm 00HOBPEMEHHO TUMPOUOHbLe
u Muenouomnvie maprepwl. B nocneoneu knaccugpuxkayuu BO3 (2017 2.) [3] smu cayuau onpedensiomcs
kak cmewanuoviti penomun OJI (MPAL) (B-/muenouonwuii, T-/muenoudnsiii). Ilpu omcymcmeuu
IKCApecCcUuu Mapkepos, cCneyupuunvlx 0Jis TUMPOUOHO20 ULU MUETIOUOHO20 POCHKOS, YCIMAHABNIUBAIOM

ouazno3 «Heouppepenyupo8antblii 1etKo3y.

Ipubnuzumenvro 80 % JIBJI xapakmepu3zyiomcs sxcnpeccuetl T-Ki1emounvix Mapkepos 8 omiudue om
OJIJI, npu komopom >70 % omnocamcs k B-knemounvim. Ilosmomy cpeou ecex JIBJI oomunupyem T-

KJIemo4Hblil cyomun.

Ummynomopghonocuueckue xapakmepucmuku onyxonegvlx kiemox npu T-JIBJI: no3umueHwl
MepMUHANbHAs 0e30KcuHykareomuounmpancgepasa (oaree — 1dT), CD7 u yumonnasmamuuecxas
CD3; sapuabenvnvt CD la, CD2, CD4, CD5, CD8; mooicem dvimb koskcnpeccus CD4 u CDS, CD10
+/~; peoko onpeodensiemcs koakcnpeccus muenomapkepos CD 13; 33; 117. B mpemu T-JIBJI evisicnervi

MPAHCIOKayuu ¢ yyacmuem 2enog T-kiemounwvlx peyenmopos (o, f3, y, 0) u paziuunsvix napmHepCcKux
eenos, sexnouas MYC, TALI, HOXII u op.

Hmmynomopghonocuueckue xapaxmepucmuxu onyxonegvlx kiemok npu B-JIBJI: nosumuen: TdT
(a0epnas oxpacka), HLA-DR, CD 19 u yumonnasmamuuecxkas (cyt)CD79a; CD20 u CD22
sapuabenvuvl. Hnozcoa 6 yumoniazme ONpeoesitOmMcs aecKue yenu UMMYHO2N00yIuHa (Cyt-i).
llosepxnocmuvle UMMYHOIOOVIUHBL Yauje OMCYmMCmeyom, 00HAKO UX OOHApyyiCeHue He UCKIoYdaem

ouaznoza B-JIBJI; CD 45 moorcem O6vimo HecamugeH.

o Pexomenayercsi BCceM TMalMEHTAM BBINMOJIHUTh IIMTOICHETUYECKOE UCCIE0BaHUE (KapHOTHUI)

actiupara KM c nienpio onpeieneHus Tpynibl prucka U Bepudukanuu auaruosa [34].
Yposennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).

KommenTapuu: cmanoapmnoe yumozenemuyeckoe UCCIe008aHUe — SAGNAEMCS  He0OX00UMbIM
KOMNOHEHMOM OUacHOCmMuYeckux npoyedyp y nayueuma ¢ nooospenuem na OJI. Jna onpedenenus
Kapuomuna 00CmMoBepHbIM CUUMaemcs mobKo ucciedosanue kak munumym 20 memacghas. Anomanuu
8 Kapuomune mMo2ym YCMAHABIUBAMbCA U HA OCHOBAHUU UCCILE008AHUS KIemOK nepugepuyeckol
kpogu. Xpomocomuvle anomaruu npu OJIJI mozym 6vime paszoenenvl HA KOIUYeCMBEHHble UNU
CMPYKMYpHble, — ACCOYUUPYIOWUECS, €  KOTUYECMBEHHbIMU — AHOMANUAMU, JAUb0  Asralowuecs
usonuposanHvimu. I unepnioudus npedcmasinsiem cooou npuodpemeHue OONOTHUMENLHBIX XPOMOCOM
MaxKkum 00pazom, 4mo odujee Yucio Xpomocom 8 0OHoU Kiemke cmanogumcs 6onvuie 46. [pu OJIJ1
amom npoyecc, Kak npeocmasiiemcs, He A61emcs cayuaiunvim. I unepnioudus oonapysicueaemcs 6
5—15 % cnyuaes OJIJI y 83pocavix, u ee accoyuayus ¢ O1a20NPUAMHbIM NPOSHO30M MeHee 04es8UOHA,
nedcenu npu OJIJI y demetl, Koe0a eunepnioudOHOCmsb OOHAPYHCUBAEMCS NPUOIUSUMENbHO 8 Mpemu
cayyaes. I'unonnouous (konuuecmeo xpomocom menvuie 46) oonapyocueaemes 6 2—8 % cnyuaee OJ1J1

u accoyuupyemcs c H€6]la20npl/b‘ll’l/lelM ucxooom. bonvuwuncmeo XPOMOCOMHbBIX CIHOMGJZMI:Z,



obnapyocusarowuxca npu  OJIJ,  saenaromes cmpykmypHoiMu U 00bIYHO NPeocmasisaom cooou
mpanciokayuu.  HMoenmuguyuposarno 6onee 30  paziuuHblx  HECAYUAUHBLIX — MPAHCIOKAYUL.
Cneyughuueckue XpomocomHvle nepecmpolKu AGIAIOMCA He3A8UCUMBIMU  OUACHOCUYECKUMU U
NPOCHOCMUYECKUMU MApKepamu u cayxcam O 6vloopa maxkmuku mepanuu. [lpu omcymcmeuu
nopasicenus KM, komopoe 6viéaem y nayuenmoe c JIbJI, yumozenemuueckoe ucciedo8anue OONHCHO

ObIMb BbINOJIHEHO HA cy6cmpame 6u0ncup06aHH020 onyxojiesoco 06p6130661HM}Z.

o PexomeHnayercsi BBITIOJHUTH IIMTOTCHETUYECKOE HCCIEIOBAHHWE OHMOTICMITHOTO (OMEpariioOHHOTIO)
Marepuaia TkaHeil wim KM c nmpumenenuem metona (IyopecUEHTHOW TUOpPUAM3ALMM in Situ
(FISH) nns onpenenenust tpancinokauuu t(9;22) (q34;ql1) — BCR-ABL u t(4;11) — MLL-AF4 y
Bcex manueHToB ¢ B-knetounsimu OJIJI m OJI cmemanHOoTro (eHOTHIIA, OCOOCHHO y TEX, Y KOTO
METOJ] CTAaHJIAPTHOW ITUTOTCHETHKH OKa3aics HEeWH()OPMATUBHBIM, IJIs YTOYHEHHUS JUarHo3a,

nugdepeHnanbHON 1MarHOCTUKY U BbIpa0OOTKU TaKTUKH JieueHus [35].
YpoBennb yoenureabHOCcTH pekoMmenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 4).

KommenTapuu: npeumywecmeom memooa FISH sensemcsi 603moxcHocms ucciedosams 0ecsmiu u
COMHU He MOJIbKO OeAUUXCS KIeMmOK, HO U mex, umo Haxooamcsi 6 uwmepgaze. Ho neobxooumo
umems 8 6udy, umo memoo FISH nozeonsem ananuzuposams moavko me YUACMKU XPOMOCOM, OJis
BbIAGNICHUSL KOMOPBIX UMEIOMCS MONEKYIAPHble 30HObl, d He 8eCb XPOMOCOMHbBIU HAOOD UYEeNUKOM.
Memoo nozeonsem Ovicmpo, 8 meyeHue makcumym 2 OHell, GbIABUMb UCKOMble NOIOMKU. [lemeryust
1(9;22) (q34,q11) — BCR-ABL u t(4;11) — MLL-AF4 60 épems nposedenus npedgazvl onpeoensem 6Cto
oanvHelwyro mepanesmudeckyio maxmuxy. Cmanoapmuoe yumozeHemuyeckoe Ucciedo8aHue
A61emcsi eOUHCMBEHHbIM MemoOOM, NO36ONAIOWUM AHAIUSUPOBAMb 8ECb XPOMOCOMHbBIU HAOOP
kiemku yenuxom. OOHaKo e2o 8vbinoaHenue mpedyem 00CMAmMoOUHO ONUMENLHOZO BPEMEHU, KPOoMe
moeo, 6 psioe Cyuaes KOHCMamupyemcs Omcymcemasue 0eliauuxcs Kiemox (Mumo3os). B smux cnyuasx
YenecooopaszHo 8bINOAHAMb UCCICIOBAHNE METOIOM (IIyOPECIIEHTHON THOpuaAN3auu in situ (nanee —
FISH-uccneoosanue) na xatouesvie nepecmpotixu 1(9;22) (q34,q11) — BCR-ABL u t(4;11) — MLL-AF4
npu B-OJIJL

Xapaxmepnoti ona Ph+ OJIJI sasensemcs peyunpoxkunas mpanciokayus t(9;22)(q34;q11), npusooswas k
ciuanuro eena BCR (obnacmu xnacmepa mouku paspviéa) xpomocomvl 22 ¢ eeHom ABL
(muposunxunazvl Abenvcona) xpomocomvl 9. llpu cmanoapmuom yumozenemuueckom ucciedo8anuul
MO NPUBOOUM K YKOPOUEHUIO XpOMOcombl 22, 4mo NOAYYULO HA36aHUE Huiaderb@uilcKou
XPOMOCOMbL, OAHHOE USMEHEHUE MOMCEeNm MAaKice onpeoessimvcs npu QuyopecyeHmuou cuopuousayuu
in situ (FISH). /lononnumenvhbie xpomocomusie abeppayuu, npeocmasiernvle 2-ii Ph-xpomocomoti
(+der(22)t(9;22)), anomanueti Kopomkoz2o nieua Xpomocomuvl 9, MoHocomuel 7- XpPOMOCOMbl U
mpucomueti 8-ii xpomocomwl eécmpeyaromes 6 om 10 oo 79 % cnyuaes Ph+ OJIJI u saenaomcsa
Gpaxmopom He2amusHO20 NpPOSHO3Ad, 00YCIO6IUBAS YMeHbuleHUe 0e3pPeyuoUBHOl BblaHCUBAEMOCTIU

(Oanee — BPB) u ysenuuenuem uacmomsl peyuousos.

OcHosHOlL Yenvblo nepsuunoll ouggepenyuarvHol ouaznocmuxu aeisiemcs ougpepenyuposanue Ph+
OJIJI ¢ numgpouonvim b6nacmuvim Kpuzom XpoHuuyeckozo muenonetikosa (Oaree — XMJI), 6 nonv3y

KOMOpo2o MO2ym ceudemenbecmeosams Haaudue ¢ anamueze XMJI, bazoghunuu unu s03unogpunuu KM



aubo eueanmcekas cnienomezanus. OCHOBHbIM OUDDepeHYUATbHBIM KpUumepuem A61emcs Gulasienue

mpanckpunma p 1 90BCRABL  ymo o6biuno noseonsiem uckmouums XML

o PexoMeHayeTcsl BBIIIOJIHUTH MOJEKYJISIPHO-TEHETHUYECKOE MCCIEAOBAHUE TOUCUHBIX MYTAIlMi T'eHa
BCR-ABL (xuMepHBI TeH, OOpa30BaHHBIA CIUSHHEM O0JAacTH KiacTepa pa3phiBOB Ha 22-U
XpOMOCOME U T€Ha TUPO3UH-KMHA3bl AOEIbCOHA Ha 9-1 XpOMOCOME); MOJIEKYIISIPHO-TEHETUYECKOE
HCCJIeIOBAaHUE MHUHUMAJIbHOW OCTAaTOYHOM OOJNEe3HW NpH JeKo3aX MpH MOMOIIM MalUeHT -
cnenuUYIHBIX MpaiiMepoB (MOJEKYISIPHO-TEHETUYECKUE HCCICIOBAaHUS HA HAJUYME XHUMEPHBIX
reHoB c-MYC-IgH, MLL-AF4 u npyrux, B 3aBUCUMOCTH OT PAaHEE BBISIBICHHBIX IUTOT€HETUYECKUX
MOJIOMOK), C LIEJIBIO JlajbHEeNIero MouutopupoBanus 3¢pdekTuBHOCTH X T U OLIEHKM MUHUMAJIbHOU

octarounoit 6one3nu (MOB) B pamkax KU Bcem manmentam ¢ B-kinerounsim OJIJT [36-38].
Yposenn yoeaureabHoCcTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 4).

KommenTapuu: oemexyus xumepnvix ecenos BCR-ABL, c-MYC-IgH, MLL-AF4 neobxoouma c yenvio
MOHUMOpUHeA — NPOMUBOONYXONIEB020  OMEemMd U  NPUHAMUA — MEePanesmuyecKux  peueHul.
Monekynapnoe uccnedosanue Opy2ux MHO2OYUCTEHHLIX NOTOMOK SGIAEMCs 8 Hacmosujee epeMs 3d
pyoexcom 0OHUM U3 KIHOUeBblX Memo008 Cmapmu@ukayuy nayueHmos Ha 2pynnvl pucka. /lemexyus
XUMEPHBIX MPAHCKPUNMOE, MYMAYUU 2eH08, NepecmpolKy U OYNIUKAYUU 2eHO8 OOCHYNHbL MOIbKO 8
bonvuux ucciedosamenvckux yeumpax. Ha monexynapno-eenemuyeckom ypoene mpanckpunm ber-abl
Modicem onpeoensimovcs noCpeoCcmeomM NOIUMEPAZHOU YENnHOU peakyuu ¢ 0Opamuol mpaHcKpunyuetl
(OT-IIL[P). Pacnonoocenue mouku paspwiéa é cene BCR npusodum x momy, umo benox pl90BCR-ABL
gviaensemcs 6 66,3 % cnyuaee Ph+ OJIJI, maxoiwce y Oannvix nayuenmos yacmo onpeoensiemcs 0enok
p210PCRABL (31 2 95) B ocmansubix ciyuasx onpedensiiomcs mpaHcKpunmol 060uxX munog aubo

amunuy4Hble mpaHCKpunniol.

e PexomeHayercss BCEM MalMEHTaM BBIIIOJIHUTH MOJIEKYJISIPHO-TEHETUYECKOE UCCIeq0BaHue T-
KJICTOYHOU KJIOHAIBHOCTH (110 TeHaM OeTa-, TaMMa- 1 JieJbTa-1ieneid T-KIeTOYHOoro pernenTopa) uin
MOJIEKYJIIPHO-T€HETUYECKOE UccienoBanue B-knerounoit knonansHocTH (1o ream IgH, IgK, Igl)
B acrmupare KM nHa T-mwim B-kneTouHyr0 KIOHQJIbHOCTH C LENbIO JAJbHEUIIEH OLIEHKU

MOJIEKYJIIPHOTO OTBETA U BepU(UKALIUU JUATHO3a MPU CIOKHBIX JUATHOCTUYECKUX ciydasx [39].
YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

KommenTtapuu: ¢ monexynapuou mouku 3penusi ece cayuau OJIJI pazsusaiomcs u3z Kiemok-
npeouiecmeennukos B- unu T-numpoyumos, nosmomy 6ce OHU OeMOHCMPUPYIOM KIOHATbHbIE
nepecmpotiku 2enog msaxcenvix yeneu Ig u/unu eenoe TCR. Dmom ¢henomern noseonsem onpedensimo
nayuenm-cneyuguyeckue nepecmpouru U UCNoIb306ams UX 6 Kaiecmee MONLEKVIAPHO20 MapKepa
3abonesanus npu monumopuree MOK. Ilomumo nayuenm-cneyughuueckux mapxepos, OJIJI umerom
OONbULOE KOTUYECMBO 2eHeMUYECKUX U MOJLEKYVISAPHBIX Nepecmpoex, Mymayuil, 8 KOmopulx yY4acmeyom
pasiuunsle eenvl. llepeuenb 0CHOBHBIX MONEKYIAPHO-2eHeMUYEeCKUX AHOMAUL, UOeHMUDUYUPOBAHHBIX
npu OJIJ1 y e3pocavix u Oemetl U UCNONbL3YEMbIX 8 HACOAULee 8PeMsl NPU MOLEKVIAPHOU OUASHOCMUKe,
npuseden 6 npunoxcenuu 12. Jlannviii nepeuenv He A61semcs NONHBIM U Hpeocmasisem coooll
KOMAPOMUCC MeHCOY COBPEMEHHbIM U Donee adeK8amubiM MONEKYIAPHLIM MemoOOM BblABIeHUs UTU

UCKIIOYEHUS. AHOMANUU U Haubonee 4acmo uCi’lOJle‘yeMOIZ MemoOUKoll.



o PexkomeHnayercsi BceM mMallieHTaM BBHITIOJHUTH CIMHHOMO3TOBYIO MYHKIIMIO C IIUTOJIOTHYECKUAM
UCCIICIOBAHUEM  KJIETOK CIIMHHOMO3TOBOM  KHUJKOCTH  (MHUKPOCKOIMYECKOE  HCCIIEI0BAHUE
CITMHHOMO3TOBOM JKHIKOCTH, TMOACYET KJIETOK B CYCTHOM KaMepe) ISl UCKITFOUCHMSI/TIOATBEPKICHUS
BopieueHus [THC [13,40].

Yposens yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5).

KommenTapuu: npu ecex eapuanmax OJIJI evicoka eeposimnocmv 6061eyeHus 0007104eK 207108HO20
mosea. I[loomomy écem nayuenmam nokazamo 6blnOIHEHUe OUASHOCMUYECKOU TI0MOANbHOU NYHKYUU C
mopghono2uveckum ucciedosanuem aukeopa. Eciu ypoeens mpomboyumos e yoaemcs nogulcums 00
30 x 10°/n u eviwe, om NYHKYuU MOJNCHO BO30€PIHCAMbCA OO BOCCMAHOBICHUS NOKA3AMEIel]
mpomboyumos nocie kypca. Eciu y nayuenmos onpedensiemcs neiikoyumos sviue 100 % 10°/1, mo
nepeyio 1oMOaNbHYI0 NYHKYUIO cledyem Omaodcums 00 peOyKyuu yucia aetkoyumos menee 10 < 1 0%/

1.

o PexoMenayercsi BceM MalMeHTaM IIPpU JMATHOCTHKE HEUPOJIEHKEMHMHM YBEIWYUTH YacTOTY
CIIMHHOMO3TOBBIX IYHKIWWA WM BBIIOJHATH UX B cpeaHeM | pa3 B 3 IHA 10 IOJIYYEHHS TpeEX
JTIOMOATBHBIX MyHKIMHA 06€3 OIaCTHBIX KJIETOK B JTUKBOPE, 3aTE€M YACTOTY MyHKIUNA MOXHO CHU3UTH
10 1 myHKOMM B HEAENI0O BO BpeMs HHIAYKUMU (BO BpeMsl NajJbHEHIIMX STaloB Teparuu
JOMOabHbIE MyHKLIHUU BBIMOJHSAIOTCS B COOTBETCTBUU C MPOTOKOJIOM) ISl KOHTPOJIS AMHAMUKU

3aboneBanus Ha Tepanuu [1,2,4,5].
YpoBeHnsb yoeauteabHocTH pekoMeHaanuili — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

KommenTapuu: ¢ pamvkax obweii npoepammor XT ecem nayuenmam ¢ OJIJI neobxoouma mepanus
nopadicenus LIHC. B omcymcmeue npo@uiakmuku nopajxcenus mos2oevix obonouex peyuousst ¢ LIHC
8 MmeyeHue HeCKONbKUX Mecayes ¢ momeHnma pecucmpayuu I1P eo3nuxaom npubausumenbHo y mpemu
nayuenmos. Peyuous ¢ [{HC npu OJIJI y 63pocavix xapakmepuzyemcs Hebiazonpusimusbim RpocHO30M,
NOCKONLKY 34 HUM O00bIYHO credyem ecemamono2udeckull peyuous. Ilpu smom nooxoowvl K JieyeHur
nopascenusi IIHC u eco npogunakmuxe paziudaomcs u yuumsl8arom XapaxkmepucmuKku nayuenma,

e20 go3pacm u opyaue npocHocmudeckue )akmopul.

o PexoMmenayercst y Bcex BplaeiATh M coxpaHsaTs nepsuuHyro JIHK wimm PHK n3 knerok KM
NAlMEeHTOB B OMOOAaHKE WM HAIpaBIIATh MaTepual Ha XpaHEHHWE B Jlaboparopuu (eaepaibHbIX

LEHTPOB ISl BOBMOXKHOCTH MOCIEAYIOUIETO BBIITOJIHEHUS MOJIEKYJISIPHBIX UcciieqoBaHui [41].
YpoBenn yoequreabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

KommenTapuu: coxpanenue nepsuunoco ouonocuueckoeo mamepuana ([{HK, evioenennas uz kocmuo-
MO3208bIX KAEMOK, UIU 3AMOPONCEHHble KIEeMmKU) O BbINOIHEeHUs 8 0yoyuem MONeK)IAPHbIX

ucme@oeanuﬁ, no360JIAII0WMWUX HEMKO onpedeﬂumb cpynnsl puckKa.

o PexomeHayercss BCEM IIAlMEHTAM, Y KOTOPBIX IIPM CTEPHAIBHOM NIYHKUMH HE TOJYyYEH
JMAarHOCTUYECKUI MaTepuall (Tak Ha3bIBAEMBIM «CyXOHl IYHKTAT»), NOJYyYE€HUE TMCTOJIOTUYECKOTO

npenapara KM (TpenanoOuoncusi) U IUTOJIOTMYECKOE U UMMYHOIUTOXMMHUYECKOE UCCIIEIOBAaHUE



orrevyatkoB TpenaHobuontata KM ¢ mopdonorudeckum u yumoxumuieckum ucciedo8anusmu

bracmublx K1emok ¢ 1eiblo BepuduKauu TouHoro auarsosa [30,31].
YpoBenb yoeauTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

o He pexomeHnayercsi BBINONHATh MYHKIIMOHHYIO (aCHUPALIMOHHYIO) OMOIICHIO Ouara MOpakKeHUs
(OIMyX0JI€BOTO  AKCTPAMEIYJUIIPHOTO O0Opa3oBaHWs) B CBSI3M C MaJod HMH(POPMATHUBHOCTHIO

UCCIe0BaHUM JaHHOTrO Matepuania [1,2]

Yposenn yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).



2.4 NucTpyMeHTAJIbHbIC JUATHOCTHYCCKUE
UccJIe0BAHUSA

o PexoMeHayeTcsi BceM IallMCHTaM BBINTOJIHEHHE JJICKTPOKAPAHOTPAPUICCKOTO HCCIICIOBAHUS
(mamee — OKI') wm osxokapauorpaduu (mamee — OIxoKI') it BBISBIACHUS COMyTCTBYIOMIEH
KapJIMOJIOTUYCCKON TIATOJIOTUU M TMPO(PHIAKTUKA WM JICUCHUS BO3MOXHBIX KapIHOJIOTHYECKUX

OCJIOKHEHUM WJIU CepJICYHON KOMOPOUTHOCTH [42].
YpoBeHb yOeauTEILHOCTH PpeKoMeHaannii — B (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 5).

e PexomeHnayercst BceM MalMeHTaM BBINOJIHEHHE KOMIIbIOTepHOM ToMorpaduu (nanee — KT) ronossi,
OpPraHOB TPYIHON M OpPIOITHOW TMOJIOCTEH MAJiA BBISBICHUS BO3MOXKHBIX OYaroB MOPAKEHUA U

COMYTCTBYIONIEH naTojoruu [43].
Yposennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

o PexomeHnayercsi BceM MalieHTaM BBITIOJTHEHUE YIBTPA3BYKOBOTO HccienoBanus (naiee — Y3U)
nepudepuuecKux U BHYTPUOPIOMTHBIX JTUM(OY3JIOB, OPraHOB OPIOIIHOM MOJIOCTH, OPTaHOB MaJIOToO
Ta3a y KEHIUH U MPECTATeILHOMN KEeIe3bl Y MYKYHH JJISI BBISIBIICHUSI COMYTCTBYIOIICH MaTOJIOTHH
[1,2,5,14,15].

Yposenn yoenureabHoCcTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

e Pexomenayercsa Bcem namuentam c¢ JIBJI mpu onenke 3¢¢GeKTUBHOCTH J€YeHHUs] CpPaBHUBATb
pa3Mepbl MOpaKeHUsl J0 Hayajga Tepanmud M IOCJIE€ Ha BCEX ATanax XUMUOTEpPareBTUYECKOTO

BozneiicTBus (o cauMkam KT- nnn Y3U-uccnenoBanus ouara mopaxkenwns) [14,15].
YpoBeHnsb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

o PexomeHayercsi manveHTaM MPU HAJAYUM KIMHAYECKHWX CHMIITOMOB ITOPAXKECHUS KEITYIOYHO-
KHIIIEYHOTO TPAKTa BBIMOJTHEHHE 330(haroracTpoayoAeHOCKONUH VISl OTICHKH COCTOSIHHS CITU3UCTOM
000JIOYKM THUIIEBO/AA, JKEJIylKa, JBEHAJIATUIIEPCTHOW KHUILIKH, OOHApYyXEHUS BO3MOXKHOTO

HUCTOYHUKA KpoBoTeueHus [15,44].
YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

o PexomeHayercsi TmamueHTaM IMPU HAIMYWAKA KIMHUYECKAX CHUMIITOMOB TMOPAXXEHUS OPraHoOB
IbIXaHUsl  (JBIXaTeIbHOM  HEJOCTAaTOYHOCTH,  OOYCJIOBICHHOW  OOIIMPHONW  THEBMOHHEH,
KPOBOXapKaHbs1) BHIMOTHEHNE OPOHXOCKOIUY JIJIsl OIEHKU COCTOSTHUS CIIU3UCTON 000JI0YKH Tpaxeu,

OpOHXOB, OOHAPYKEHUSI HICTOUHHUKA KpOBOTeueHus [45].
YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB — 4).

o Pexomenayercs namueHram ¢ quarHoctupoBaHHou JIBJI mpuMenenne nmo3uTpoHHO-IMUCCUOHHOM

kommbioTepHO ToMorpaduu ([12T/KT) nns ctagupoBanus 3aboneBanus [46].

Yposennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).



KommenTapuu: y mnozux nayuenmos c JIBJI, umerowux maccusnoe nopasiceHue meouacmuHaibHbLX
TUMOY37108 UCX00HO, nocie 3aseputenus UT npu penmeenocpaguu unu KT ocmaromces pe3udyanvhsie
obpazosanus. Llenvio 00ONOIHUMENbHBIX OUACHOCMUYECKUX NPOYEOYD ABNAeMCs NOJyYeHue omeema Ha
80NpOC, NPeOCmasAm iU dmu 00pa308aHus YUacmKu HeKpoOmuyeckou uiu pyoyosou mrauu, 1ubo
cooeparcam AHCU3HeCcnocobHvle onyxonesvie Kiemku. Jlyuesvie mMemoowvl ucciedo8anus, 6 4acmHoCmu
IIDT/KT, seposimno, none3nvl npu cmaouposanuu 3abonesanus. bvino noxazamo, umo nozumusHvie
pesynomamol [IDT/KT noseonaiom ¢ 6blcOKOU 8epOSMHOCMbBIO NPOSHO3UPOBAMb PE3UOVATIbHOE UNU

peyuousroe nopadicerue npu HXJI [95].



2.5 Uubple TMArHOCTHYECKHE MCCJIeIOBAHNSA

° PEROMeHIlyeTCﬂ BBIIIOJIHCHUC JKCHIIMHAM PCIPOAYKTHBHOI'O BO3pacCTa TECTAa HaA 66peMeHHOCTI>
(I/ICCJ'IGI[OBaHI/Ie XOPUOHHUYCCKOTIO TOHAAOTPOIIMHA ‘IGJ’IOBGKa) C ICJIbIO BBIABICHHA 6epeMeHHOCTI/I
[1,5].

YpoBenb yoenuTeabHOCTH pekoMeHaanni — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

o Pexomenayercst Bcem mammentam ¢ OJUJI/JIBJI w3 rpynmbel BBICOKOTO pUCKAa W TPHU PELUIUBE
3a0oneBaHMs, a Takke HX cubiauHram omnpeneienne HLA-aHTUreHOB ¢ Ienbl0  MOHMCKA
noreHnuaibHoro nonopa KM [47,48].

YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

o PexomeHnayercsi BceM nanueHTaM KOHCYJbTalUS HEBPOJIOra, opTaibMoJora, OTOPUHOIAPUHTOJIOTa

JUIS OTpe/eNeHls COMATHYIECKOTO CTaTyca MalMeHTa U JUArHOCTUKU COMYTCTBYIOMIEH MaToioruu
[1,2,4,5].

YpoBenb yoequtreabHOCTH pekoMeHnaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEJbCTB — 5).

° PeKOMeHHyeTCH KOHCYJIbTAllMA THHCKOJIOTa MUJId JKCHIOWMH W ypoJiora i1 MYKYUH C ILCJIbIO
BBIABJICHHA COMATHYCCKOIO CTaryCa IAaUuCHTOB MW PCIICHHUS BOIIpOCa O H€O6XO,[[I/IMOCTI/I

OBAPHOIMPOTEKIINH WIIH KPUOKOHCEPBAIIMY TaMeT (0OIHUTOB, criepMaTo30uaoB) [1,2,4,5].
YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

KomMmeHnTapuu: nesvinonnerue ykasauuvix npoyeoyp u memooos 00Cie008aHus 03MONCHO MONbKO 8
KpAuHUux Cay4asx, Ko2coa NAayueHm HAxX00Umcs 8 MepMUHAIbHOM COCHMOSHUU NpU NOCMYNIEHUU 8
CReYuanu3UpoOBaHHoe YupexcoeHue Ulu e20 COMAmu4yecKulli Ccmamyc makos, Ymo HUKAKO20
cneyuguueckoeo jedenuss 8bINOIHAMbCA He OyOem — MOIbKO NALIUAMUEHOe, UNU, eClu NAYUeHm
OmKazvl8aAemcs om 00CAIe008aAHUA U JleHeHUsl, YO OOINCHO ObiMb 3A00KYMEHMUPOBAHO 8 UCMOPUU

OoN1e3HU.

o Pexomenayercsi OEpeMEHHBIM JKCHIIMHAM BBITIOJIHATH TMOJHBIAH O0BEM JAMATHOCTUYECKHUX
ucciegoBanuii mpu OJIJI, kak u y HeOEpeMEHHBIX, KpOME BBIIOJHEHUS CTaHAAPTHBIX
PEHTICHOJIOTMYECKUX METOJ0B 00chneAoBaHUs (CM. KIMHUYECKHE PYKOBOACTBA IO BEACHUIO
OepeMeHHBIX MmanueHTok) [1,49].

YpoBeHb yoenuTeabHOCTH pekoMeHaanni — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

KommenTapuu: c¢ oJuacnocmuueckoli yenvio npu OepemMeHHOCMU YelecooOpasHo NpuMeHeHue

MAa2HUMHO-pe30HaHcHou momozpaghuu u Y3U, 6 mom uucne ne2ounoii mxauu.

e Pexomenayercst mpu pa3BUTHM HWHOEKIIMOHHBIX OCJIOKHEHHUH BBITIOJTHEHHUE HEOOXOAMMBIX IS
TUAarHoCTUKU odvara uHpexknuu npouenyp oconemoBanus (Y3U, KT, mukpobmonormyeckoe
(KyJbTypaJIbHOE) HCCIeIoBaHNEe KPOBU Ha CTEPUIBLHOCTH, MUKPOOHOIOTHUECKOE (KYJIBTYPaJIbHOE)

WCCIIeIOBAaHUE MOYM Ha OakTepuajdbHBIE IATOTEHBI; MHKPOOHOJOTHYECKOE (KYJIbTYpaabHOE)



UCCIIEZIOBaHUE OTAEISEMOr0 M3 TOJOCTH pTa; HCCIeI0BaHME MHUKPOOUOIIEHO3a KHIICYHUKA
(nucOakTepno3) Il yTOUHEHUS XapakTepa MH(EKIUU U BhIpAOOTKU a/IeKBaTHOW TAKTUKH JICUEHUS
[27,50-52].

YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB — 4).
JAvnHamMun4yeckas oueHKa 3(p(PeKTUBHOCTH Tepanuu

o Pexomenayercsi BceM TMaluMeHTaM Ha JTanax MWHAYKIUHM W KOHCONUAAIMU KOHTPOJBHOE
uccienoBanue KM (momyyenue nuronornueckoro npemnapara KM myTem nmyHKuuu (CTepHajbHAs
NyHKIKA) W IUTOJIOTHYECKoe wuccienoBanne Mazka KM (MmmenorpamMma) U3 CTEPHAIBHOTO
MYHKTAaTa) BHIMOIHITH Mepes] HayaloM Ka)JI0ro MOCJIeAyIONero Tamna (onTuManbHo) 1ubo 1 pa3 B
2 mecsina (He pexe!) ¢ 1enplo BepuPUKAMU CTaTyca NalueHTa Mo 3aboieBaHUIo (pemuccus,

PE3UCTEHTHOCTD, pelUanB, mporpeccust) [1,2,4,5,12].
YpoBeHnsb yoeauteabHocTH pekoMeHaanuili — C (ypoBeHb J0CTOBEPHOCTH 1I0KA3aTeJIbCTB — 5).

o Pexomenayercst manueHTaM Ha (OHE TMOANEPKHUBAIONICH Tepanuyd TOBTOPSTH TOTYYEHUE
nuTonornyeckoro npenapara KM myrtem nyHkuuu (CTepHalbHas MYHKIUS) M LIUTOJIOTMYECKOE
uccienoBanue mazka KM (muenorpamMma) U3 crepHajibHOro nyHkrara 1 pas B 3 mecsiiia B TeueHue 2
JEeT U B JajbHEHIleM, MOoCcIe CHATUSA C JIGYEHUs, KX Ible MOAroja 10 3 JeT HaOIIoAeHHs C LENbIo

Bepru(UKauK cTaryca MmamueHTa 1Mo 3adoeBanuto (pemuccus, peauaus) [1,2,4,5,12].
YpoBennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3ATEJIbCTB — 5)

KommenTapuu: cmanoapmuszosanuvie 8pemenHvle mouku e3amus KM  neobxooumwr npu
monumopunze MObB. Monumopune MOB sensemcs Kaouegblm Uccie008anuem 80 8cex CO8PEMEHHbIX
npomoxonax neuenuss OJI/I. B Poccuu, eoe ¢ KU exnrouaemcs MuHuMaibHoe UYucio NAYUeHMmOos,
PEKOMEHO08aMb CIMAHOAPMU308anHbILL MOHUMopure MOB u npunumams mepanesmuyeckue peueHus
8 3A8UCUMOCIU OM NOJYYAEMbIX nokKazamesell npeoCcmasisemcs npeicoespPemMeHHbiM. IMo C8A3aHO C
mem, umo 8 bonvuurcmee cayuaes npoepammol mepanuu OJIJ1 moouguyupyromes, ne coonrodaromces
NPUHYUNDBL 0030 — UHIMEHCUBHOCHIbY», UHMEPBATIbL, 8 pde CIy4aes Omcymcmeyiom npedycmompenHvle
KOHKpemHbiM npomoxoniom npenapamol. Onpedenenue MOB Heobxooumo 013 pewieHus 8onpoca o
YenecoobpazHoCmu  8bINOJAHEHUs MPAHCNAAHMAYUY — AJUIO2EHHbIX  2eMONOIMUUECKUX — CHMBOJIOBLIX
kniemok (Oanee — anno-TI'CK). [losmomy npedcmasnsemcs pazymuvim ecex nayuenmos ¢ OJIJI,
Komopble He 6KIOYeHbl 6 KoHmponupyemvie KU, paccmampueamsv 6 kauecmee KaHOUOamos OJisl

mpancnaanmayuu aino-11'CK, ocobenno ecnu peusb uoem o poocmeenHol mpaHcniaHmayuu.

Bonpexu comnumenvrotl 8 ycnosusx P® pexomenoayuu monumopuposame MOB y nayuenmos ¢ Ph-
necamusnvimu OJL/I, monumopune MOB y nayuenmoe ¢ Ph-nozumuenvim OJIJI aensemcs kaouesvim
yenosuem nevenusi 011 BCEX (!) nayuenmos u 6 ycnosusix PD, nockonvky amo Hanpamylo cesi3ano ¢
mpeboBaruem pexomMeHOayull no cmMeHe MUPO3UHKUHA3HO20 uHeubumopa (Oaree — UTK) 6 cuyuae

HedocmudiceHust Mmonexyisprnozo omsema [1,2,53].

MOBb



B nacmosiwee epems cmanoapmom monumopurea sgpghexmuenocmu newenus OJIJI cman monumopune
ocmamounou onyxonegot nonyasayuu kiemox (MOD) ¢ nomowwbio memoooe npomounoii yumomempuu
WU MONEKYIAPHO-OUONO2UHECKUX — Memo0o8.  YkazanHvle Memoovl  001a0arom  8blCOKOU
uyecmeumensnocmoio  (06napyscueaemcs 1 neiikemuuecrkas xnemxa na 1070 nopmansmeix
2eMONOIMUUECKUX KIemoK) U C UX HOMOWbBIO MOMCHO OMCIeHCUsams 6 OUHAMUKe Cyoboy
netikemuyeckoeo kKiaona. Obuapysicenue MODB nocie yumocmamuyeckozo 6030elcCm8eus A811encs
CaMbIM MOWHBIM NpocHOCmuyeckum Gaxkmopom y nayuenmog ¢ OJIJI, ceudemenvcmsyrowum o

HeoOX00UMOCMU U3MEHEHUs. mepaneemuqecmﬁ maxkmuxKu u npuUMeHeHUusl 6 npocpamme jl1edeHusl aiio-
TTCK.

Metoasb! ouenku MOB

Paspabomano necrkonvko memooos oyeuku MOBL npu OJIJI. Omu memoovr omauuaromcs no
MpyoOOeMKOCmyY, — 6PEMEHHbIM — 3ampamam,  NPUMEHUMOCMU 8  OMOEIbHLIX  CUMYAYUsX,
YY8CMEUMeENbHOCMUY, CIOUMOCIMU U HEKOMOpbIM Opyeum acnekmam. Camoe 8axcHoe 8 ucciedo8aHuu

MOB — smo MHOCOKpamroe MCC]l6006CZH1/l€, OU€EHKd 6 duHaMuKe, C mevyernuem 6pemeru.

Kax yoce ommeuanoco pamee, memoowvi oemexkyuu u monumopunea MODB nozeonsiom oyenusamo
appexmusHocmsb npo8oOUMOo2o NieueHusi Ha monekynsapHom yposte. Oyenka MOB ocywecmensemcs

TOJIBKO y nayuenmos, y Komopbulx NOIY4eHa NOIHAS KIUHUKO-2eMAMOI02UYeCKas PEMUCCUSL.

e Pexomenayercss monutopuHr MODB oOCyIIeCTBISATh METOAOM MPOTOYHOW ITUTOMETPUH W/HWIN
metoaoM ITLIP, TO ecTh TeMH METOIAMH, Y KOTOPHIX 4yBCTBHTEIBHOCTH COCTABIsCT He MeHee 107

(T. €. BOBMOXKHOCTb ONPEIEIUTh OIHY ommyxoseByto kiieTky Ha 10 000 HopmanbHbIx) [54,55].
YpoBennb yoeaureabHOCcTH pekoMmenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

KomMmenTapuu: ne pexomenoyemcs ocyuwecmenamos monumopune MOB memooom FISH u memooom
CMAHOApmMuo2o yYyumozenemuuecko2o ucciedosanus. Ilpu oyenxe MOKF y nayuenma HeobOX00umo
HONb308AMbCS MONILKO OOHUM U3 Memo008 OJisi NPUHAMUSL MepanesmuyeckKux peuleHutl, npu 3mom
MOHUMOPUHZ OO0JIHCEH OCYWeCmEIambCsl C NepeviX OHell mepanuu U BbINOIHAMbCA 6 OOHOU
nabopamopuu. Ananuz MOK evinonnsemcs 6 oopasyax KM.

BpeMeHHbIe TOYKHA MOHUTOPHHI A

B pasnvix KU xatouesvie mouku uccaedosanusi MOB, onpedenstowue npoecHos, u coomeemcmeenHo,
U3MeHeHue cmpamecuuy mepanuu, HecKoibkKo omaudaromcsi. B yenom uccneoosamenu oyenusarom
OCMAaMOYHYI0 NONYIAYUIO ONYXONEe6blX KIemoK 8 Konye I1-ii unoykyuonHou gazvl (6-1 Hedens om
Hauana mepanuu) u Ha smane Koncoauoayuu (12—16 nedenv om nauwana mepanuu). Ilpeocmaensemces
YenecooopasHbM UCNONL3068aMb 8pemeHHble mouku oyeHku MOB y nayuenmos 6 coomeemcmeuu ¢
UCNONIb3YeMbIM NPOMOKONIOM JIeYeHUs. U MOJbKO NPU YCI08UU €20 A0eKBAMHO20 BbINOIHEeHUs (HeMeyKas
epynna — 10 u 16 nedenw, ¢ppanyysckas — 6 u 12 nedenv (6-1 Hedens O0ns onpedeneHus MaAKMUKU
nevenust), Benuxoopumanusi — 10 u 15 nedenv, Umanus — 10—16-22 nedenu (22-1 nedens 0ns

onpeoeneHuss MaKmuKuy jledenust)).



IIpu ucnonvzosanuu npomoxona poccuiickou ucciedosamensckou epynnvt « OJIJI-2009» oopazyer KM

ananuzupyrom Ha 10-1i u 16-u nedene mepanuu.
Pexomenaannu no mouutopunry MOb

o PexoMenayercsi BceM MalMEHTaM IMOCJIE TPAHCIUIAHTALMM OCYLIECTBICHHME MOHUTOPHUHIA
tpanckpunta pl90 wnm p210 nocpencrBom konumuectBeHHou [P B peasibHOM BpemeHHU, KOTOpas
JIOJI’KHA KOMOMHUPOBATHCSI CO CKPUHUHTOM Ha mpeameT myTaruii BCR-ABL nomMeHa THPO3UHKUHA3
(MOJIEKyISIPHO-TEHETUUECKOE MCCIIEA0OBAHNE TOYEUHbIX MyTauuil reHa BCR-ABL (XuMepHbIN T'eH,
00pa30BaHHBIN CIUSHUEM O0JIACTU KJIACTEpa Pa3pbIBOB HA 22 XPOMOCOME U T€Ha TUPO3HH-KUHA3bI
AbenbcoHa Ha 9 XpoMocome) METOIOM MPSIMOTO CEKBEHHUPOBAHMS) B Clydae IOJO3PCHHS Ha

PE3UCTEHTHOCTH [S53].
YpoBenb yoeauteabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJbCTB — 5).

o He pexomenayercst BbIIOIHAT MOHUTOPUHT MODB nipu HECoOn01€eHNN TPOTOKOJI0B. MOHUTOPUHT
MOB umeet 3HaueHHE TOJIBKO MPU MPOBEIECHUU aJiekBaTHON X T commacHo BEIOpaHHOMY MTPOTOKOITY,

MIpU COOTIOACHUY TIPUHITUTIA «103a — MHTEHCUBHOCTBY», MHTEPBAJIOB M ATAIOB JICUeHHs [56].
YpoBenb yoenuTeabHOCTH pekoMeHaanni — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB —4).

e Omenka MOB y TarnMeHTOB MOXET OCYIISCTBISATHCS Pa3HBIMH METOJAMH, HO O0sI3aTEIBHO
pexomenayetcs [54,55]:

e OMNpEACIICHHE  JICHKO3CTICIM(PUICCKUX  MapKEepOB,  MAMCHT-CIICIU(PUISCKUX  KJIOHAJIBHBIX
nepecTpoek, abeppaHTHOTO UMMYHO(MEHOTHUIIA IO Hadajla Teparuu;

e TIPOBEJCHUE MOHUTOPHHTA JIMOO OAHUM M3 METOAOB, JTMOO OJHOMOMEHTHO IBYMs (HE Yepemys, He
3aMEHsISI OJIH JIPYTUM);

e BBIIOJIHEHWE  HCCICNOBAaHWSI B ONHOM  JAaOOpPaTOPUM  CONIACHO  PEKOMEHIYEMBIM
CTaHJIaPTU30BAaHHBIM IIOIXO/IaM B YETKHE CPOKH, IMPEAYCMOTPCHHBIE MPOTOKOJIAMH TIPU HX

AaZICKBATHOM HCIIOJTHCHHU.

YpoBeHb yoeauTeabHoCTH pekoMenaanuii — C (ypoBeHb I0CTOBEPHOCTH I0KA3ATeIbCTB — 5).



3. Jleyenue, BKJIKYAST MeTUKAMEHTO3HYIO U
HeMeIUKAMEHTO3HYI0 Tepalluu, TUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
IPOTHBONOKA3AHUA K IPMMEHEHUIO METO/I0B JIeYeHHU S

3.1. OcHoBHbIe IpUHIMIIBI XUMUOTepanuu OJIJI

IIpu nw0bom npunyune Xxumuomepanesmuuecko2o 6osoeucmeusn 6 aedenuu OJIJI cywecmeyem
HEeCKONbKO ~OCHOBHbLIX 2Manog mepanuu — UHOVKYUSL DPeMUCCUU, KOHCOMUOAYUs pPeMUCCUU,

nooodepoicusaiowas mepanus u npoguiakmuxa (lewenue) HeuponeuKemuu.

Ilepuoo HauanbHo20 NeveHus, Yenblo KOMopo2o ABIAEMCsa CYWecmeeHHoe YMEeHbUeHUe ONyxXonesou
maccol u oocmudcenue IIP, Hnazvieaemcs nepuooom uHOyKuuu pemuccuu. B mepanuu OJIJ1
ucnonvzyrom o08e ¢hazvl UHOYKYUU ONUMENbHOCMbIO 4 Hed KajcOdas, nepepvié Mexicoy KOMOPbIMU He
npeoycmompen. HMmenno 6 5mom nepuod Ha QoHe NPpUMEHeHUs YUMOCMAMUYECKUX CPeOCme
Konuyecmeo neuxemuueckux xiemok 8 KM ymenwvwaemcs npumepno ¢ 100 pasz, m. e. 6 momenm
koncmamavyuu I[IP ¢ KM mopghonocuuecku onpedensiemcs menee 5 % onyxonesvix kiemox. Ilpu
UCNONIB30BAHUU UMNYTbCHO20 N00x00a (npocpammul Hyper-CVAD) smanom undykyuu cuumaromesi 06a
Kypca — coocmeenno 2-neoenvuviil Kypc Hyper-CVAD u cnedyrowuili 3a Hum nocie nepepviéa Kypc
8bICOKOO03H020 yumapaobuna** u memompexcama**. B oonvwuncmese cayuaes I[P oocmueaemcs yoice
nocne 1-u gpazel unoykyuu (uru nocie 1-eo xypca Hyper-CVAD), u auwo y wacmu nayuenmos (10-30

%) — nocne 2-u ¢azvl unoyKyuu (unu 2-20 Kypca 8b1COK0003H020 yumapabuna™* u memompexcama**)
[57-61].

Bmopvim smanom mepanuu OJ sensemcs KOHconuodauus pemuccuu (3axpeniexue O00CMUSHYMO20
npomusoonyxonesoco 3pgexma). B nacmoswee epems 6 Oonvwuncmee ciyuaes KOHCOMUOAYUS
A615emcs Hauboee azpeccu8HbiM U 8b1cOKO003HbIM dmanom 6 neveruu OJIJI. 3aoaueti 3moeo nepuooa
ABNAEMCS N0 BO3MONCHOCMU euje Oonbulee YMEeHbUleHUEe YUCIA OCMAWUXCA Nocie UHOYKYUU
netikemuyeckux Kiemokx. Yawe 6ceco npedycmompenvl -2 maxux Kypca, 3amem, nepeo
N000ePAHCUBAIOUWUM JleHeHUEM, MO2YIM UCHONb308AMbCSL NPOSPAMMbL peuHOYKYuu (bonee onrumenvbHble,
ananocuunvie UT). B npomokone poccutickou ucciedo8amenbckol epynnvl nepuooom KOHCOIUOAyuu
HA3B8aHbL NAMb NPOOOAHNCUMENLHBIX NOCTe008aMeNbHbIX (3—4-HedenbHblX) amana, mexcoy KOmopvlMu
He npedycmompenvl nepepwiévl (), HO uzmensemcs nuwb HAOOP 1EKAPCMBEHHLIX NPEnapamos,
UCNOIb3YeMbIX 8 OAHHDBILL Nepuoo, U MOOUGUYUPYIOMCS O03UPOBKU PSAOA YUMOCTIAMUYECKUX CPeOCm8.
Cnedyem noo4uepkHymv, Umo B03MOICHA pOMayus npedycMOmMpeHHbIX NPOMOKOIOM SMAanos

KOHCOMUOAYUU, 8 3A8UCUMOCINU OM YUMONEHUUECKO20 CUHOPOMA U 8aPUAHMO8 ocllodxcHeHutl [57—-61].

Ilocne 3asepwenuss smana KoHconuoayuu ciedyem nepuod noo0epuHCusarouie2o JjaeueHus, m. e.
NPoOoIdICEHUE YUMOCTNIAMUYECKO20 B030CUCMBUsL 6 MEHbUUX 003X, YeM 6 Nepuod UHOYKYUU

peMuccuu, Ha 803MOACHO OCMArOWULCs onyxonessiu kioH [S7-61].



B nacmoswee spems dazucom eceii npoepammuon mepanuu OJIJI sersemcs ougpepenyuposannoe
goz0eticmeue: 1) Ona ummynonocuuecku 3penvix B-OJIJI Ookazana s3¢gexmusnocms MOWHO20
UMNYILCHO20 KOPOmMK0o20 8030eticmaust ¢ couemanuu ¢ anmu-CD20-MOHOKIOHANbHOIMU AHMUMENAMU
(90 % 5-nemusia BPB) [62]; 2) ona Ph-nozumusnvix OJIJI xnrouesvim ghakmopom sghghexmuenocmu
AGNAAEMCA UCNONb308aAHUe UHeUOUmMopos abl-muposunxkunazvl (80 % 3-nemuss eviorcusaemocms) [53];
3) 0111 nayuenmos, y Komopwvix onpeoensiemcs nepcucmeryus MUHUMAIbHOU OCMAMOYHOU NONYIAYUU

onyxonegwvix kiemok, — anno-TI'CK [56,63].

Ipunyunuanvuo HeobX00UMO 8bl0eIIMb MpU Kliouesvle, mpedyiowue paznoco nevenus epynnovt OJ1JI1:
1) B-3penvie OJ1JI; 2) Ph-nosumusnwvie OJIJI; 3) Ph-necamusnvie OJIJI [1,2,4,5,53,56,62,63].

o Pexomenayercsi 1yt ummyHonorudecku B-3penoro Bapuanta OJIJI (bepkurt-neitko3a/mumdomeb)
MCIOJIb30BaTh HMHTEHCHUBHOE MMITYJIbCHOE (OJIOKOBOE) BO3JAEHCTBUE XUMHUOMpenaparamu (1o
nporpamme JIb-M-04 u 1. na. cm. npunoxkenue A3.1) B coueranun ¢ aHTu-CD20-

MOHOKJIOHAJLHBIMH aHTHTENaMU (pUTyKcuMaboM™*) [64].
Yposenn yoenureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

KOMMeHTapI/II/I: 00bIYHO nocie evinonHenuss 4—6 610xo08 nayuermsl CHumaromcsi ¢ mepanuu, UM He

nposooumcs noooepocusaroujee iedenue, OHU He Hyxncoaromces 6 evinoaneruu aymo- unu auno-11'CK.

o Pexomennyercst npu Ph-nosutuBabIX OJIJI ncnons3oBanne UTK, naunnas ¢ nmarnanba™** B 1-i
JUHUYU, C JaJbHeWmeld Moauduuueld TapreTHOTO BO3JACHCTBHS HAa OCHOBAaHWM MOHHUTOPHHTA

MUHHMAJIbHON OCTATOYHOW TMOMYJSIMKM OITYyXOJEBBIX KIETOK M HAJIUYHMS MYyTallud KUHA3HOTO
nomena BCR-ABL [65,66]

YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 4).

KommenTapuu: smo sozoeiicmsue 0ondcno ovimo nocmosiuivim. Obvem XT npu Ph-nosumusnuix
OJIJ 0o cux nop ocmaemcsi npeomemom Ouckyccull. Hcnonvsylom Kak —MUHUMATbHOE
yumocmamuyeckoe 8o3oelicmeue (b0 O00HU 2THOKOKOPMUKOObL, JUO0  2IHOKOKOPMUKOUObL 8
couemanuu ¢ UHKpucmuHom**), max u 6onee uHmeHcusHoe (KiaccuyecKue Xumuomepanegmuieckue

npomoxonsl nevenuss OJIJ1, 6blcoko003HbIE UMNYILCHBLE NPOMOKOIbL).

o Pexomenayercs B Tepanuu Ph-aerarusabix OJIJI B3pOCHbIX MAIMEHTOB UCIIOIb30BaTh B OCHOBHOM
JBa TPUHIHWIA XUMHOTEPANEBTUYECKOTO BO3JAEHCTBUA: 1) HMMIYIbCHOE, BBICOKOIO3HOE C
nocaeAyroniell NoCTOSHHOW mnopaaepuBatoniei Tepanuei (nmporpamma Hyper-CVAD); 2) 6onee
TpaAUIIMOHHOE (CTaHmapTHOE) — 8—9-HenenbHas HENpepbIBHAS HUHAYKIUS C MOCIEAYIOLIUMU
HEOJTHOKPATHBIMU  BBICOKOJIO3HBIMU ~ MUEIOAONSITUBHBIMM KypcaMd U B TOCIEAYIOINIEM —

MO//ICP>)KUBAIOIINM JieueHueM (cM. npuioxkenne A3.1) [57,67].
YpoBennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).

KommenTapuu: pesyromamul kpynneuwux uccieooeamenvCkux epynn no neyenuro Ph-necamuenvix
OJIJ1 y 83pocrvix, 6 3a8ucumocmu 0m NPUHYUNA XUMUOMEPANEEMUYECKO20 8030€UCEUS, OMPANHCEHDbL

6 npunoocenuu A3.2. Cymmupys Oanuvie mabIuyvl, MOXCHO OMMEMUMsb, 4mo 8 YeloM S-1emmss



obwas evicusaemocms (danee — OB) e3pocivix nayuenmos ¢ OJIJI, sapvupysa 6 3aeucumocmu om
epynnvl pucka u eospacma, cocmasnsiem 45-55 %. Pesynbmamuvl poccuiicko2o Uccieoo8anusl

AOCONOMHO CONOCMABUMBL U 0AdCe NPEBLIUAIOM OAHHbIE 3APYOEHCHBIX UCCIe008AHUL, HeCMOMPS HA
manyio oonio anno-TI'CK [67].

e Pexomenayercs namuentam ¢ OJIJI, 0cOOEHHO OTHOCSAIIMMCS K TPYIIAaM BBICOKOTO PUCKA, OJHUM
u3 odtanoB JedeHus BoIMoNHATH TI'CK nubo aytonmormussix (manee — ayto-TI'CK), muGo
aJUIOTeHHBIX (OT POACTBEHHOTO Wi HepojacTBeHHoro HLA-coBmecTtumoro goHopa — amio-TT'CK)

JUISl JOCTHKEHUs TepaneBTuyeckoro addekra [1,2,4,5].
YpoBenb yoeaurteabHocTH pekoMeHaanuil — C (ypoBeHb 10CTOBEPHOCTH 10KA3ATeIbCTB — 5).

KommenTapuu: ¢ Poccuu aymo-TI' CK paccmampusaemcs kax no30mHss 6blCOKOOO3HASI KOHCOTUOAYUSL
yaue ecezo 8 nedenuu T-knemounwvix OJI. B 3apybescnvix uccneoosanusx aymo-TI' CK pexomenoyemces
y nayuenmos 6 Mmonexyuapuou pemuccuu Ph-nozsumusnoco OJIJI.  Anno-TI'CK sensemcs
oos3amenvHulM  dmanom mepanuu nayuenmoe ¢ OJIJI u3 epynnvl  8vicoko20 pucka, u ee
appekmusHocmeb  céa3aHa ¢ POpMUpPOBAHUEM NOCMOSHHO20 UMMYHONOSUYECKO20 KOHMPONA 3d
oCMasWUMcs  nocie  Yumocmamuyeckoeo — 8030elCmeUs  ONyXonesviM  KIOHOM  (peaxkyuu

«mpadcnianmant npomue XOS’}ZMHCZ))).

o Pexomenayercsi BceM TMAlMEHTaM BBITIONHATH NPOQUIAKTUKY WIH, NPU HEOOXOIUMOCTH,

JiedeHue Helponelikemun [40].
Yposennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

KommenTapuu: smom sman pacnpeoensemcs Ha 6ce nepuoovl NPOSPAMMHO20 Je4eHusi — UHOVKYUIO
pemuccuu, KOHCoauoayuio u noooepxcusaiowee nederue. OObIUHO NPOPUIAKMUKY HelupoleuKemMuu
(ocHo6HOU nepuod — 5—6 UHMPAMEKAIbHBIX 86€0eHUll npenapamos) ocyujecmeinsaiom 6 nepuoo UT,
3amem 6 meueHue 6cex IMAN08 KOHCOMUOAUUU U NOOJepHCUBaroOwell mepanuu BblNOIHAIOMCS
npoguiakmudeckue NYHKYUU C Ppa3HoOU YACMOMOU HA PA3HbIX 2mManax (6 cpeoHeM YUCILO
npoUIAKMUYECKUX TIOMOANbHBIX NYHKYUU 001%CHO cocmenams 15-20). Jleuenue wetiponetikemuu
ocywecmenaom no uwbim  npunyunam. Chauana npoeoosam  UHMPAMEKAIbHble  686€0eHUs
yumocmamuyeckux npenapamos ¢ uwacmomou I paz 6 2—3 OHA 00 Hopmaiuzayuu noxkasameneu
YepebpPOCNUHANILHOU  HCUOKOCIU U NOJAYYEeHUsT MUHUMYM 3 HOPMAIbHLIX pPe3yibmamos aHAIu3d
IuKeopa. 3amem NYHKYuu 8 meueHue nonyeooa nposooamcs ¢ yacmomou 1 paz 6 2-3 uedenu c
NOCNLEOVIOWUM Nepexo0oM Ha Npopuiakmuyeckutl pexcum 66edenus. B oOonvuuncmee ciyuaes
oonyuenue 2010861 8 003e 2400 pao ne mpedyemcs. Imom nooxo0 Moxcem Oblmv UCNONIL30BAH TUULL Y
mex nayueHmos, y K020 6CLe0Cmeue pPasiudHblX APUYUH (AHamomuyeckue 0COOeHHOCMU, KpatiHe
msicenas nepeHoCUMOCmb CRUHHOMO32080l NYHKYUU) NPODUIAKIMUKA HeUponetKeMUuu ¢ NnOMOUbo
UHMPAMEKANbHBIX 86e0eHUl YUMOCAMU4ecKux npenapamos 8ulnojHeHa dvimos He modxcem. Taxoice
80NPOC O NPUMEHEHUU 0OYYeHUs. 20108bl NOOHUMAEMCS NPU pehpakmepHom medenuu Heuponeukemuu

(omcymcemeue nonno2o omeema yepes 5—6 68edeHull npenapamos).

3.2. llpornoctuueckue Gpaxkropbl 3PPeKTUBHOCTH JIeHECHUS



o Pexomenayercsi mpuMeHATh (AKTOPBl pHUCKA C IETBI0O OIEHKH TPYIIbl PUCKA W OMPEIACICHHUS
MIOKa3aHUK K ucrnosnb3oBanuio B nepuof nepsoi IIP amno-TI'CK B cooTBeTCTBHMU C KOHKPETHBIM

MpOTOKOJIOM JieueHus [ 1,2,4,5].
YpoBennb yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

KomMmenTapuu: nonooicenue o npocnocmuueckux gaxmopax npu OJI 603HUKIO ¢ nossieHuem
aoekeamnou XTI, mak Kax moavko UCNONb308AHUE CMAHOAPMHBIX NPOSPAMM NO3805en 8blOeaUMb
NayueHmos ¢ ONnpPeoeleHHbIMU KAUHUYeCKUMU, MOP@OonocUdecKumMU, UMMYHODEHOMUNUYecKUMU,
YUumoceHemuyecKUMU, MONEK)ISAPHO-2eHeMUUeCKUMU XAPAKMeEPUCIMUKAMU 3A00/1e8anUsl, V KOMOPbIX
yoaemcs uau He yoaemcsi 0obumvcs d@gexma. [lemanvHoe u3zyuenue npuduH Heycnexa npu
UCNONBL30BAHUU  CIMAHOAPMHBIX  NPOMOKONIO8 NPUBOOUM K  (OpMuUposanuio 2epynn pucka u,
COOMBEMCMBEHHO, CO30AHUIO HOBbIX OUPGHEePeHYUPOBAHHBIX NOOX0008 K JIeUeHUI) dMUX NAYUEHMO8.
Credyem noouepkuymo, umo Haiuyue y nayueHma axmopa Hebia2onpusimio2o npoecHo3a Hu 8 Koem
cyyae He Modxcem Oblmb OCHOBAHUEM O/ nepexooa K NaiiuamueHou mepanuu. Bce gaxmopol
NPOCHO3A UCHOAL3VIOM U UCCAe0YIOm MONbKO 8 KOHMEKCme BO3MONCHOCU MAKO20 UMEHEHUs]

mepanuu, Koniopoe noesvlCulo Obl ee ad)gbekmuenocmb Yy maxKux nayueHmaos.

B meuenue xax munumym 08yx oOecamuiemuti 011 &3pocivix nayuenmos OJIJI max naszvieaemvie
Gaxmopsl pucka, accoyuuposanuvie ¢ IPGeKMmuUsHOCMbIO JNIeYeHUs, OCMAOMCA HEUIMEHHbIMU.
HUcknouenue cocmasnsarom Ph-nozumusnsie OJIJI u B-OJIJI co 3penvim ummynogpenomunom, komopbwie
ObLIU BblOENeHbL 8 COBEPUICHHO OMOENbHbIE SPYNNbL, HYHCOAowuecs 8 0cobom mepanesmuieckom
sozoeticmeuu (UTK u 610K08a5 UMMYHOXUMUOMEPANUSL COOMBENCMBEEHHO), U NPOSHO3 NPU KOMOPLIX

8CEOCMBUE IMO20 USMEHUIICS CyYueCmeeHHbIM 06pa30M.

IIpu Ph-necamuenvix OJIJI, necmomps Ha unmencuguxkayuo mepanuu, 8bINOIHEHUE 3HAUUMENbHO2O
yucna amno-TI'CK Ha pasHblx npomoxonax pasHulX UCCLe008amMenbCKux 2pynn, OnpeoeieHHbvle
KJIUHUKO-T1a00pamopHbvle napamempsbl nPOOOINCAIOM ONpeoeisimb NPOSHO3 3a00/1e8aHUsl, MAK JHce KaK
U HeckonvbKo Oecsimkos jnem Hazao. /s Ph-necamusnvix B-xnemounvix OJIJI ¢haxmopamu pucka
bonvuuHCcmeom ucciedosameneli npuzHaiomcs. oOonee cmapwuii ospacm (30 nem u 6onee),
unuyuansnoiil netikoyumos (30 x 10°/n u 6Gonee), pannuii peromun (pannuii npe-B unu BI no
knaccuguxayuu EGIL), yeenuuenue noxkazamens JI/II" 6 2 paza u b6onee, nozouee (bonee uem Ha 35-i
oenv) Odocmuowcenue IIP, obnapyscenue t(4;11). /lna T-knemounvix OJIJI — paumnue u 3penviti
ummynopenomunst (T u TIV no kraccudurayuu EGIL), unuyuansnsii netikoyumos (100 x 10°/n u
bonee), nozonee docmudicernue IIP. Tlomumo smozo, nociedHue decimv jlem KIHOYEBbIM (DAKmMopom
npoenoza ona ecex OJIJI cman noxazamens, oyenusarowuii MOB: npu ee obuapysiceHuu c
uyecmeumenvrocmoio memooa 107% 6 meuenue 6 mecayes neuenus npocnos onpedensiemcs: Kak
necamuenvii. Ilayuenmam c¢ OJIJI onpedenenue epynnvl pucka, no KOMOPOU ONpedensemcs
mepanesmuyeckas Mmakmukd, OOJIHCHO GbINOJHAMbCA MOAbKO 8 PAMKAX MO20 NPOMOKONA, KOMOPbLlL

ucnonvzyemcs y Konkpemuozo nayuenma [1,2,4,5,12].

Heobxooumo cuumams nesvinonnenue nponioxkoja mepanuu, HepeciamerHmupoBaHHoe CHUMCEHUe 003

npenapamos, OnumenvHbvle UHMep8anbl Oe3 JieueHus, He NpedyCMOMpPEeHHble NPOMOKOIOM, 2pyOblmu



HapywernuiAmu xumuomepanesmudeckoco npomokojia, u oyeHueanv mdaKux nayuernmoes KakxK

nayueHmos ¢ Kpatine Hebnazonpusmusimu ucxooamu mepanuu [1,2].

3.3. lIporvocTuyeckas 3Haaumoct MOb

Uszeecmno, umo nepcucmuposanue MOB nocie HUT/koHconuoayuonHo mepanuu accoyuupyemcs c
HeONa2oNPUAMHBLIM NPOSHO30M U B8bLCOKOU 4acmomou peyuousos, HecMomps Ha npooonxcenue X1, u

npu Ph-nozumuenvix u Ph-necamuenvix OJIJI [56,68—73].

Taxoice Kpaiine HebNaA2ONPUAMHBIM PAKMOPOM ABNIAEMC MONEKYIAPHbIU peyuous. Meduana epemenu
om demekyuu MOB ¢ KM 0o pazsumus cemamonocuyeckoco pa3eepHymo2o peyuousa cocmaesisiem

oKono 2—4 mecsyes.

e Pexomenayercs nedenue monexyisipHoro perunusa Ph+ OJIJI u Ph— OJIJI B cooTBercTBUU CO
CTaHAapTaMH, pa3pabOTaHHBIMU JJISi PA3BEPHYTOr0 MOP(OIOrHUECKOro peluinBa, Kak MUHUMYM
npu OJUJT y B3pocneix [1,2,4,5].

YpoBenb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

KommenTapuii: npu monexynapuom peyuouse Ph+ OJIJI neobxooumo ewvinonnumes cmeny HUTK,
PEKOMEHO08AHO Npu 2mom ucciedosanue mymayuonnoeo cmamyca BCR-ABL ecena ¢ yenvio
HasHaweHus 3gpgexmusnoco UTK. Kpome moeo, u npu Ph-, u npu Ph+ OJIJI nokaszana evicokas
sgppxmuenocmo npumenenus orunamymomaoa** [74], 6 mom uucne c exmouenuem HUTK, npu
monekyuapHom peyuouse uau nepcucmenyuu MPB. Hanuyue monexkyiapHoco peyuoua modicem
aenamvcs kpumepuem ekaouwenuss 6 KU no ucnonv3o8anuio 3KCNepuMeHmaibHblX 1eKapCmeeHHbIX

cpeocma.

Daxmopom He2amMueHO20 NPOSHO3A 6 NiaHe 0e3PeyuouU8HO020 medeHUus 3a00Ne8aHUs AGAEemCs
oonapyaxcenue MOPB kax 0o, max u nocie TI'CK. Beposmuocme pazsumusi peyuouéa 00CmMoBepHO

gvlille y nayuenmos, y komopwix onpeoensemcs MOP.

3.4. Jleuenue nanuenTos ¢ Ph— OJIJI

Br10op nporpammsel UT y naunenToB B Bo3pacre 10 S5 Jjer

Paznuunsie uccnedosamenvekue epynnvl NpUMeHAIOM paziuunblie cxemvl mepanuu (npunodicerue A3.1),
eounozo npomoxona mepanuu OJIJI ne cywecmgyem. Obwuii npunyun mepanuu npeocmasisem coooti

8bINONIHEeHUEe Npedha3zvl, UHOYKYUU PEMUCCUU, KOHCOTUOAYUU PEMUCCUU, NOO0epAHCUBAIOwell mepanuu.

o Pexomenayercss manmentam ¢ Ph-weraruBasiM OJIJI B Bo3pacTte Monoxke 55 JI€T BBITOJHATH

tepanuto 1o nporokonay OJIJI-2009 (cm. npunoxenue A3.1) [67].

YpoBenb yoeauTeabHOCTH pekoMeHaauunii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4).



o PexoMeHayercsi B KayecTBE aJlbTEPHATUBBI MJII MOJIOABIX MalMEHTOB B Bo3pacte a0 30 jer
IIPOTOKOJI POCCUICKON neauarpuyeckoil rpymnmnsl no jgeuenuto OJIJI — MB-2008 (cMm. npumnoxeHue
A3.1) [75].

YpoBeHb yoenuTeJbHOCTH pekoMeHaanuii — B (ypoBeHb 10CTOBEPHOCTH J0KA3aTENbCTB — 3).

o PexoMeHnayercst B kauecTBe asibTepHaTUBBI ITpoTokoiry OJIJI-2009 npumeHneHne nporpamMmm Je4eHHs
Hemenkux (GMALL), d¢panmysckux (GRAAL) u amepukanckux (MD Anderson CRC)

uccieaoBaresien (mporpaMmbl Tepariuy MpUBeIeHbI B mpuiiokeHuun A3.1) [76—79].
YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — S).

o Pexomenayercst MCHoib30BaTh (DAKTOphl pucka, ompezenstoniye crpareruto tepanuu OJUJL, B
3aBUCUMOCTH OT KOHKPETHOTO BBIOPAaHHOTO BpadyoM TNIPOTOKoJa JedeHus (cMm. pasmgen 3.2

«IIpornoctuueckue Gpaktopsl 3PPeKTUBHOCTHU JeueHus») [1,2].
Yposenn yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

KommenTapuu: uezasucumo om evibpannozo npomokonra mepanuu nayuenmos ¢ OJIJI ¢ t(9;22),
{(4;11) HeobxoOumo omHocumb K 2pynne OYeHb BblCOKO20 DPUCKA U ) 6Cex € CAMo20 Hauald

paccmampugams 803MOHCHOCMb guinoanenus: anno-11' CK.

e Pexomenayercs rpu rpyObIX HApyHIIEHUAX JIKOOOI0 IPOTOKOJIA NEPEBOAUTH MALMEHTOB B TPYIILY
OYEHb BBICOKOTO pHUCKA W MPUHHUMATH pPEUIEHUE O BO3MOXKHOCTH BbinmonHeHus amio-TT'CK (cwm.

pazznen 3.2 «lIporHoctuueckue dpakropsl d3PpdekTuBHOCTH IeueHus») [1,2].
Yposenn yoeaureabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).
Ipeagaza

IIpeoghazy neobxooumo Hawuname cpazy nocie moeo, KaKk 6ce OUAcHOCmuyecKue meponpuamusi 6yoym

3a6€E€pPULEeHbl.

o Pexomenayercsi BceM TalMeHTaM ¢ BEpU(PHUIIMPOBAHHBIM JIHArHO30M HA4MHATH Mpeadasy
MPEAHU30JIOHOM ™ * C 1eNTbI0 MIUTOPEAYKIIMU M ONIPEACIICHHS] YyBCTBUTEIIBHOCTH K MPEIHU30IOHY **
[80].

YpoBeHb yoeauTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

KommeHnTapuu: monomepanus —2niokOKOpmMuKoCmepouoamu A618emcs OCHO80U npeogaszvl —
unuyuanvrou mepanuu OJIJI. [[numenvnocmv npegaszvt cocmasnsiem 7 OHel, U HENoCpeoCmeeHHO
nocie Hee ciedoyem uuoykyuounas ¢aza I. Ilpeogaza nozsonsem cmadbuiuzuposams cocmosiHue
nayueHmos, Komopwvie NOCMYNaom 6 omoeleHue 2eMamonocu ¢ mANCeNbIMU UHGEKYUOHHbIMU
OCIIOJCHEHUAMU, ~ MeMAOONUYeCKUMU — HAPYWEHUAMU — UW/UIU — CEPbEe3HbIMU  KPOBOMEUeHUAMU
(anmubuomukamu U NPOMUBOCPUOKOBLIMU  CPEOCMBAMU,  MPAHCOY3UOHHOU  mepanuell,
3amecmumenvHoU mepanuei, GaxKkmopamu ceepmvl8anus, ailonypunoiom™*/pazdoypukaszou™*), u

Hauamo 1-10 a3y undykyuu 6e3 3a0epicku Uiu ¢ MUHUMATbHBIMU OMKIOHeHuUsmu. Bo epems



8LINONIHEHUSL Npeddaszvl  OCYUWeCmenaemcs YumoceHemu4eckas OuaeHOCmuKa, umo Nno360Jsaem
gvioenums nayuenmos ¢ Ph-nosumuenvin OJIJI u 6Gezomuacamenvno Hauames um nepeyio ¢asy
UHOYKYUU no MeHee moKcuunomy npomoxony ons Ph+ OJIJI. Ecmv nebonvwias 0o0ns 63pocivlx
nayuenmos ¢ OJIJI, y komopwix pecucmpupyemcs OYeHb BblCOKAS HY8CMEUMENbHOCMb ONYXO0Je8blX
KIIemoK K NpeOHu30nony**, u nonnas pemuccus (danee — IIP) moocem 6vime docmueHyma nocie 7
OHell MoHOmepanuu 2iroKokopmukouoamu. Hecmompsa na mo, umo 6 psoe npomokonog npeoghasa ne
A6slemcs  00513amenvHblM  KoMnoHeHmom, Hanpumep, 6 npoepamme MDACRC (Hyper-CVAD),

poccuiickue dKCnepmsl noia2aiom, 4mo blnoHeHue npedgasvl Kpaiine yenecooopazto.
Nupykuus pemuccnu

° PeKOMeHHyeTCﬂ BCCM IIalIUCHTAM CTPOI'0 BbIIIOJJHATH I/IHILYKHI/IOHHHﬁ KypC TCpanurn COITIaCHO

BbIOpaHHOMY poTOKOY JeueHus Ph-nerarususix OJUJI [1,2].
YpoBennb yoenureabHOCcTH pekoMmenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

Kommentapuu: [ ¢aza unoykyuu sensiemcs Hauboiee KPpUMUYHOU, ee NPOOOJHCUMENbHOCHb
cocmasnsiem 4 nedenu (unu 2 nedenu 6 npomoxone Hyper-CVAD). Hmenno 6o épems 8vinonHeHus:
smoeo smana UT pecucmpupyemcs camoe OOIbUIOe YUCIO OCILONCHEHUL, KAK MOKCUHLECKUX, maxK u
UHGEKYUOHHDIX, C 0XHCUOAEMOU 4acmomou PAHHUX JIeMATbHbIX UCX0008 npubausumenvio >5 %. B
poccuiickom mHoeoyeumposom KU, exnouuswem ungopmayuro no 300 nayuemnmam c OJIJI 6

so3pacme om 15 0o 55 nem, noxazamenv panueil remanviocmu cocmasun 9 %.

B smom nepuo0 HeoOX00UMO BbINOIHAMbL 6eCb 00beM CONPOBOOUMENbHOU Mepanuu, 6KIYas
MOHUMOPUHE U KOPPEKYUulo NIA3MEHHO20 2eMOCMA3d, mMpOMOOYUMONEHUY, aHeMuU, JleYyeHUe
UH@DEKYUOHHBIX OCTLONCHEHUL, MemAaOOIUYecKUX HapyuleHutl (caxapnoz2o ouabema), NCUXUYECKUX
pPAccmpouicme, He8pOI0SUYECKOL CUMIIMOMAMUKU, OCMPbLIX 2enamumos, nauKkpeamumos u m. 0. B
cayuae pazeumus KpauHe msdiCeblX OCIONCHEeHUL U/unu 2r1yooKou yumonenuu (1eukoyumos meHee
500 xkn 6 mxn) yumocmamuueckas mepanusi OOJNCHA ObIMb Npepeana (Kpome NpeoHuzonoHa™**) u
80300HOB/IEHA C MOMEHMA OCMAHOBKU NPU KOPPEKYUU OCLONCHEHULL U 60CCMAHOBNIEHUU NOKA3ameell

KpOBU.

Bce npoecpammul  neuenus  @xarouaiom  GUHKpUCMUH™¥,  npeoHuzonon™* u  anmpayukiuHvl

(OayHopyouyun**).

Ilpumenenue  moco Ui  UHO2O  2MOKOKOPMUKOCMEPOUOHO20 — 20PMOHA  (NPeOHU3010H **,
memuanpeOHu3onon**,  dexcamemason™®*) onpedensemcs  GblOPAHHBIM  NPOMOKOLOM  JEe4eHUs.
IIpeonusonon™* unozoa 3amemnsrom Ha OekcamemasoH™™ nocie oyenKu 4y8CmMEUMENbHOCMU K HEMY,
NOCKONbKY Oexcamemaszon™®* obnadaem oOonee BbIPANCEHHLIM yumocmamuieckum ds¢pgexmom u
nponuxkaem 6 IL[HC. B poccuiickom npomoxone «OJLI-2009» npeonuzonon™* szamensiom ha
oekcamemason™* npu Koncmamayuu UHUYUATLHOU HetupoLetKeMuu uiu Ha 7-1i OeHb, ecliu NpoyeHm
onacmuvix kiemok 6 KM nocne npeoghazvl pasen unu npesviwwaem 25 %. [lexkcamemaszon™* 6bonee
MOKCUYeH U mpebyem muamenbHo20 MOHUMOPUPOBAHUS C YENbH) CHUNCEHUS DPUCKA CEePbe3HbIX
unghexyuii. Ymo kacaemcs aHmpayukiuHo8, mo ONMUMANILHLIM NPEnapamom MONCHO CUUMAMDb

oaynopyouyun**. Cnocob ux ésedenus moxcem omauuamvcs (3 ous noopao, 1 paz 6 neoenio, 2 pasza



yepe3 2 Heoenu), HO PMOM NaApamemp He OKA3bleaem GIUAHUS HaA yacmomy oocmudicerus [IP u ux

I’ZPOaOJZDfCMmeJZbHOCWlb.

Yacmo 6 [ ¢paze unoykyuu npumensitom acnapazunasy™**, xomopas 6 OalbHeluwem ModHcem
UCnonv306amevcs U Ha npomsdiceHuu eceu npocpammul aevenus OJIJI Ilonaearom, umo smom
npenapam yseiuuusaem npooonxcumenvHocms I[IP (no ne eeposmuocms ee docmudicenust). OOnaxo
PAHHAS OMMeEHA acnapazuHasvl™* ecireocmeue paseumus MOKCUYECKUX peaxkyuil He OKa3vleaem
BIUAHUSA HA 00N20CPOUHbIE PE3YIbMamyvl, 8 MO 8peMs KaK HApYUEHUs KOA2YIAYUOHHO20 2eMOoCmasda
ommeyaromces uacmo (6onee yem y 60 %) u mpedyrom MOHUMOPUH2A KOALYIAYUOHHBIX NAPAMEmpOos, d

npu Heobxooumocmu — 3ameujeHus anmumpomouna I u/unu pubpunozena.

B nepuoo I ¢gpaser UT Oondicro Obimb 8bINOIHEHO 5 JHOMOAIbHBIX NYHKYUL C NPOPUIAKMUYECKUM

86edenueM mpex npenapamos (memompexcam**, yumapaoun™*, oexcamemazon™*).

Il ¢aza umoykyuu cocmasensem no oaumenvhocmu 3—4 Hedenu 6 OONLUUHCMBE NPOMOKONO08 U
npedycmampugaem ucnoivb3o8anue yukiogocghamuoa™™, cmanoapmuvix 003 yumapabuna** u

Mepkanmonypuﬂa**. Ha smom smane maxoice 8b1NOIHAIOM CNUHHOMO3208ble NyHKYyuu.

B npomoxkone Hyper-CVAD 2-1ti sman UT npeocmasnsem coOou 8b1COKOOO3HbIL KYPC C BKIOUEHUEM

yumapabuna** u memompexcama**.

Heoocmuowcenue I[IP nocne smou @aszvl uHOYKYUU pacyenusaemcs Kak pe@pakmepHocmo, U
nayueHmvl nNepegooamcs Ha npocpammvl JjeveHus peppaxmepuvix Gopm  OJLII, komopwie
CYUWeCMBEHHO OMAUYAIOMCS, 8 3A8UCUMOCIU OM UMMYHOpeHomunuyeckoeo éapuanma. [Ipomokonvl

XT npuseoenvt 6 npunodicenuu A3.1.

e Pexomenayercss BceM manveHaMm ¢ 15-ro AHs OT Hadasia jgedeHusl Ha Bce Bpemsi X1 BBINOJIHATH
PpOPUITAKTUKY HHEBMOIMCTHOM MHEBMOHUU #KO-TPUMOKCA30JI0M

[cymbdamerokcazon+Tpumeronpum]** (480 mr 1 pa3 B aAeHb exeaHeBHO) [1,2].
YpoBeHb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).
Kounconupauust

o Pexomenayercsi Bcem mamuentaMm, aocturmmM [IP mocne 3aBepmieHuss MHAYKIIMOHHOTO 3Tamna,
BBIMIOJIHUTH 3TAall KOHCOJWJHUPYIOLIETO JICUEHUSI CTPOTO MO TOMY XK€ MHPOTOKONIY, MO KOTOPOMY

npoBoauaack uHaykuus [1,2,4,5].
YpoBeHnb yoeauteabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJIbCTB — 5).

KomMmeHnTapumu: mepanus, komopyo npogooam nocie oocmudicenust [IP — xonconuoayus, 6 pazmvix
NPOMOKONAX Jledenus CYUjeCmeeHHo Omaudaemcs no ceoeu unmencusHocmu. bonvuuncmeo
€BPONEIICKUX UCCTIe008AMENbCKUX 2PYRN NPUMEHSIOM  8bICOKOOO3HbIE NPOMOKONbL C GKIIOYEHUEM
HeCKOIbKUX Kypcog yumapabuna™** u memompexcama™* 6 blcokux 003ax, oo1a0aroujux 3HAUUMbIM
MUELOCYNPECCUsHbIM  9¢hghekmom u CONPOBOHCOAIOUIUXCS ONUmenbHbIMU nepuooamu

MUELOMOKCUYECKO20 — azpanyloyumosa u nepuooamu 6e3 jnevenus. [llupoko ucnonv3yemulil



amepuxanckuti npomoxon Hyper-CVAD smanom xonconuoayuu uaszvieaem 4 nociedo8amenbHbix
uepeoyowuxcsi Kypcd, aHAI0SUYHBLIX UHOVKYUU, 084 U3 KOMOPbIX — 6blcOKOOO3Hble [57].
IpunyunuanoHo omaudaOWUMCs: NOOX00OM AGIAEMCS 9MAN KOHCOMUOAYUU 8 POCCUTICKOM NPOMOKOTe
«OJIJI-2009», xomopslii npedcmasisiem coboOlU HenpepvleHoe YUMOCMAmuyeckoe HU3K0003HOe
so30eticmsue. Mnumepsan medxncoy saseputenuem Il ¢pazvl uHOyKyuu u Hawaiom smana KOHCOIUOAYUU
npeocmaensem coboti 7 OHel, 6ce 0cmabHble 9manvl KoHconudayuu (1—3-1i smanvl) npogodsm 6e3
nepepwvios. Konconuoayus 4 6 npomorxone OJIJI-2009 (cm. npunoocenue A3.1) npedcmasnena
OOHOKDpAMHBIM  88edeHUeM memompekcama** & ewicokoii 0oze (1,5 2/m’) na ¢one 3 Oneil
oekcamemasoHa™* u 0OHOKPAMHbLIM 686e0eHUeM acnapasunasevl™*; Komconudayus 5 — 00HOOHEBHbIM
gsedenuem yumapabuna** ¢ dose 2 o/’ 2 pasa 6 Oemv na one 3 Oneil Oexcamemasona** u

OOHOKPAMHBIM 88edeHueM acnapacunasol ** [67].

Xomenoco 0Obl  ommemums, MO 8 POCCUUCKUX 2eMAMONOCUYECKUX YEeHmpax gaxmuyecKku
OMCymcmeyem  603MOJCHOCMb  MOHUMOPUHead — KOHYeHmpayuu  memompekcama™*, umo
HEYKOCHUMeNbHO mpedyemcs npu 6bINOJIHeHUlU 8blCOKOOO3HOU mepanuu. Bciedcmeue smoco oadice
O0OHOKpaAmHoe UCNnob38anue memompexcama™** @ blcokoil 003e conposodcoaemcs 1emaibHOCmbvio,
CBA3AHHOU C MOKCUYHOCMbIO npenapama. B ceasu ¢ smum xomenoce Ovl obpamums GHUMAHUE
2emMamooco8, Komopbvlie blOUparom umnvlie 3apyoOedcHvle NpPocpammbl Jieuenus, HAd Mo, 4mo 6 MUX
npoOmoKonax memompexcam** 8 @blCOKUX 003X NPUMEHSIOM HEOOHOKPAMHO U UCHONb308AHUE
memompexcama** 6 npeonucaHHvlx 003ax 0e3 HaIuyus A0eK8amHo20 MOHUMOPUHEA C BblCOKOU

6EPOAMHOCMbIO MOJHCEM 3AKOHUYUMBCA 1€NATbHbIM UCXOOOM.

o PexomeHayercsl ManMEeHTaM MCIOJIB30BaHUE METOTpEKcaTa*™ B BBICOKMX J03aX CONJIACHO
MIPOTOKOJIAM JICYEHUS TOJIbKO B T€MaTOJIOTHYECKUX LIEHTPaX, I71€ €CTh BOBMOXXHOCTh OCYLIECTBIISATh
M3MEpEHNE KOHIICHTpPALMK Tpernapara B CHIBOPOTKE KPOBH, JUIsl TMPEAOTBPAIICHHUS TSHKETBIX
HEe)KeJIaTeIbHBIX SBJICHUHM, OOYCIOBIEHHBIX HeEaJeKBaTHOW AIMMHUHAIME MmeroTpekcara. [lpu
OTCYTCTBUHU 3TOM BO3MOKHOCTHU LI€I€CO00PAa3HO BHIOMPATH MPOTOKOJIBI 0€3 BBICOKOJIO3HBIX KypPCOB
[1,2,4,5].

YpoBennb yoeaureabHocTH pekoMmenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJbCTB — 5).

° PCKOMCH)IyeTCH BCCM IMaMMCHTAM HCYKOCHUTCIIbHO CO6J'IIOI[3TB BpeMeHHOﬁ PETIIaMCHT IIPOTOKOJIOB
[1,2,4,5].

YpoBenn yoenureabHOCcTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 0KA3aTeJIbCTB — 5).

o Pexomenayercsi BceM MalMeHTaM Ha BCEX JTalaxX KOHCOJIHMJIAIMU BBIIOIHATH MPO(UIAKTHKY
MTHEBMOLMCTHON THEBMOHUH #KO-TPUMOKCA30JI0M [Cylb(ameTokca3on + TpumeTonpum |** (480 mr

1 pa3 B neHn exenneBHo) [1,2].
Yposenn yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

IIpoduiakTuka u JieueHHe HeHPOJIeHKeMUH



Hauano npogunaxmuxu nopaxcenus [[HC, kax xnrouesoeo xomnonenma mepanuu OJIJI, nposooumcs

00HOo8pemenHo ¢ Hauanom cucmemtou UT [1,2,4,5].

o Pexomenayercsi BceM TalMeHTaM B KauyecTBE MPOPUIAKTUKA HEHPOJIEHKEMUU OCYIIECTBISATH
CIIMHHOMO3TOBBIE IyHKIIUU C WHTPATEKaIbHBIM BBEIEHHWEM TpeX MpernaparoB: Merorpekcara™* (15
Mr), nurapabuna** (30 wmr), npennuzonona™** (40 mr) wim nekcamerazoHa** (4 mr) cornacHo

cxeMe BBIOpaHHOTO MPpOTOKoIa (cM. mpuiokenne A3.1) [1,2].
YpoBeHnsb yoeauteabHocTH pekoMeHaanuili — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

KOMMCHTapI/II/I: urmpanekaibHoe seeoenie xumuonpenapanioe peKOMedeemCﬂ BbINOJIHAMb 6CeEM
nayuenmam 6 MOMEHM nepeoﬁ, maxKk Hazvléaemol OUASHOCMUYECKOU CHUHHOMO320801 NnyHKyuu c

n1eyebOHO-NPOPUIAKMULECKOTU YeTblo.

o He pexomenayercsi mpu BBICOKOM HHHUIIMATBHOM JeiikonuTo3e (6oiee 50 ThIC.), BBIMOTHEHHE
CIIMHHOMO3TOBOM MYyHKUMU B 1-i JIeHb Tepamuu; ee BBIOJHEHHE OHKHO OBITh OTIOXKEHO [0
MOMEHTa CHIKEHUS 4YHUCiIa OJIACTHBIX KIETOK B MepudepuuecKkod KpoBU g H30eKaHuUs
KOHTaAMHUHAIIMU OJAaCTHBIMHU KJIETKAMU CIUHHOMO3TOBOW JKUIKOCTH MPU TPaBMATHUYHOW MYHKIIUU

[1,2].
YpoBeHnb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTeJIbCTB — 5).

o Pexomenayercsi BhIoNHEHHE TpodumakTuueckoil dydeBoit tepanuu (JIT) (B moze 24-30 Ip)
TOJILKO Y MAlMEHTOB, MOJIYYaIOLUX JICYEHHE B paMKaX 3apyOexHbIX TPOTOKOIOB, BKItouatomux JIT
B nporpammy (cm. npusoxenue A3.1), nu0o y MaiueHToB, y KOTOPHIX BCIEACTBUE aHATOMUYECKHUX

0COOEHHOCTEH HE MOTYT OBITH BBIMOJIHEHBI CIIMHHOMO3TOBbIE MyHKUuu [1,2,4,5].
YpoBennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

Kommentapuu: 6 paumxax Poccuiickoeo npomoxona evinonnenue npogurakmuveckou JIT nHe

pekomenoyemcs [67].

° PeKOMeHZIyeTCﬂ BCCM IIallMCHTAM MHKPOCKOIIMYCCKOC UCCICAOBAHHNC CIUHHOMO3TOBOM KHUAKOCTH,
IIoACYET KIICTOK B CUETHOM KaMepe (onpez:eneHI/Ie HI/ITOSa) /Ui OHUTOJOI'MYCCKOC HCCIICA0OBAHUC

KJIETOK CITMHHOMO3TOBOM KHUJKOCTH ISl UCKITFOUEHU S/ TIOATBEPIKAEHUS Hevponeiikemun [40].
YpoBenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

KommeHTapuu: ouacnos Hetiponeuxemuu YCMAHAGIUBAIOM NPU OOHAPYICEHUU 6 CHUHHOMO32080ll
AHCUOKOCTU OIACMHBIX KIAEMOK (8 11000M KoIuwecmae) uiu max Hasvleéaemo2o yumosa oonee 15/3 (unu

5 knemox 6 mukponumpe).

o Pexomenayercss BcEM IalMEHTaM IIpA KOHCTAaTallUM HEWPOJIEMKEMUM B MOMEHT IEPBOU
JTUArHOCTHUYECKOM CIMMHHOMO3TOBOM IMYHKIIMM TMEPEBECTH MAallMEeHTa Ha JeKcaMeTa3zoH™* (03bl
COMIaCHO MPOTOKOJIy Tepamuu — cM. npuiokenue A3.1), kak mpenapar, NPOHUKAIOIIUNA Yepe3

remarodHiedannaeckuii bapnep [81].



YpoBenn yoeaureabHocTH pekoMmenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).
[MonaepxuBaroinas repanus

Iloooeporcusarowas mepanusi AGNAEMC HEOMBbEMIEMOU U HEOOXOOUMOU Yacmvlo CMAaHOAPMHOU
mepanuu  OJIJI y e3pocivix, 3a uckmouenuem OJIJI  us 3penvix  B-num¢poyumos. Ee

NPOOONAHCUMETLHOCL COCABTISIEM 8 CpeOHeM 2 2004d.

e [lanmentam ¢ Ph-OJIJI (xpome Tepanuu 3penoro Bapuanta B-OJIJI) pexoMenayeTcss npoBeaeHue
NOJJICPKUBAIOIIEH  Teparuu, COCTOSIIIEH M3 €XKEJHEBHOIO IpUeMa MEpKalTomypuHa™*™,
MeToTpekcara™* (mo3upoBKa COMIACHO MPUMEHSEMOMY Y JTAHHOTO MAaIlMEHTa MPOTOKOIY JICUCHHS,
cMm. npuioxkenue A3.1) — 1 pa3 B Hememnto, MyIbCOB IIIOKOKOPTUKOCTEPOUIHBIX TOPMOHOB U

BUHKpUCTUHA™** — 1 pa3 B mecsr [1,2,4,5].
YpoBenb yoeauTeabHOCTH pekoMeHaaunii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

KOMMeHTapI/II/II aniom aoman Je4eHUA MOdHCent OCHONCHAMbbCA pazsumuem MUENonoKCuvecKkozco
azparynoyumosa, nosmomy HEe0OX00UMO YemKO 6bINOJIHAMb pekomem)ab;uu no Koppexkuyuu 003

yumocmamuiyecKux npenapanioe

o [lammmeHnTaM peKoMeHAYyeTCsi TTPOBEACHHUE IMOMICPKUBAIOIIEH TEepalMu C YYETOM YKa3aHHBIX B
MIPUMEHSICMOM y JAHHOTO TMAaIMeHTa MPOTOKOJIE JICUSHUS] PEKOMEH/IAINI 10 PEAYKIIUU JI03 C IEIIBIO
MUHHAMH3AIUN 9UCiIa WHQEKIIMOHHBIX OCIIOKHEHHM, CBS3aHHBIX C PA3BUTHEM ITUTOINCHHYECKOTO
cuHapoma (cM. npuioxkenue A3.1) [1,2,4,5].

YpoBennb yoeaureabHocTH pekoMmenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

o He pexomenayercsi mpoBeneHue mojjepxkuBatomei tepanuu mocie amio-TT'CK (uckimrouenne
coctaBisier Ph/BCR-ABL-nosutusnsiii OJUJI, mpu kotopom mokazano npumeHenune MTK mocne
amno-TI'CK B Teuenue 2 ner) [1,2,4,5]

YpoBeHb yoeauTeabHOCTH pekoMenaanuii — C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTeJIbCTB — 5).

o PexoMeHnayercsi npoBeieHUE NOAEPKUBAIOIIEHN Tepanuu nanueHTaM rnocie ayto- IT'CK ¢ yuerom
pEeAYKUMH 103 IIPENaparoB, pe3yJabTaTOB pEryISPHOTO HCCIEAOBAHUSA KIMHUYECKOTO U

OMOXMMHYECKOTO aHATN30B KPOBH, U MPU OTCYTCTBUU MH(MEKIIMOHHBIX OCNoKHeHuH [1,2,4,5]
Yposennb yoeaureabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

e Bcem nmanueHTamM pexoMeHayeTcsl MpueM  #KO-TpUMOKcaszona  [cyiabdpameTokcazon — +
TpumMeTtornpuM|** (480 Mr 1 pa3 B JIeHb €KEHEBHO) BO BpeMs BCEH MOJJIEPKUBAIOIICH Teparuu ¢

1ETBI0 MPO(IITAKTUKY THEBMOIIUCTHON MHEBMOHUU [1,2].
YpoBenn yoenureabHOCcTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTEJNbCTB — 5).

Jleuenune iumpo01acTHOM TUMPOMBI



o Pexomenayercsi BO BCeX CiydasX OHKCTPAMENY/UIIPHOTO TMOPKEHUS (aKke MPU OTCYTCTBHH
nopaxxenuss KM) npoBoauTh Tepanuio nagueHTaM no nporokoiy jedenus OJUJI (em. mpunnoxenue
A3.1) [14].

YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJIbCTB — 5).

o PexomeHayercsi BceM TAIMEHTaM BBIMNOJIHUTH JIMCTAHLUMOHHYIO JIYYEBYIO TEpalnuio Mpu
MOPaXKEHUU CpelocTeHuss B a03e 36 Ip B koHue koHcomupauuu unu mnocie ayto-TI'CK, ecnm
pa3Mepbl CPeIOCTEHHS MOCTe BBHITOTHEHHS BCEX 3TANOB KOHCOJIUAALNU OCTAIOTCS YBEIMYECHHBIMU
(3 cm u Oomnee) [1,2,4,5].

YpoBennb yoeaureabHocTH pekoMmenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

KommenTapuu: npu OJIJI nopasicenue numgpamuueckux y3nos8, neyeHu, cele3eHKu, CpeooCmeHHbIX
TUMGOY3N08 U MUMYCA He OMHOCAM K IKCMPAMeOYLIAPHbIM, NOCKONbKY GblULENEPEYUCTIeHHbIE OP2aHbl
AGNAIOMCI YaACmblo quMpamuyeckou cucmemuvl opeanusma u npu OJIJI ux eoeneuenue 6 npoyecc
A615emcs. 00bIUHbIM NposieleHuem 3abonesanus. K akempameoyinaprovim omuocam Heuponeukemuro

(cm. 6vluie), nopadiceHue KoXHCU (KOJNCHble JletikeMuobl), MASKUX MKaHel, Kocmell, AuYeK, AUYHUKOS U

op.

3.5. Ph— OJIJ1 y moKMIbIX MAIIMEHTOB

o PexomeHnayercs ieueHre y MAIlMEHTOB CTapiie 55 €T HauMHaATh ¢ npedas3bl KOPTUKOCTEPOUIaMU

(103UpOBKa COTAaCHO MPOTOKOIY, MPEACTaBIeHHOMY B nipuioxenuu A3.1) [1,2,4,5].
YpoBennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

o Pexomenayercss maruentam ctapmie 55 ser ¢ Ph-weraruBaeiMu OJUJI ¢ ymoBieTBOpUTEIBHBIM
COMaTHYECKUM CTaTycoM ©0e3 TsKEeJNOW COMyTCTBYyIOWEH martonoruu nposeneHue UT
LUATOCTATUYECKUMHU IIpenaparaMy B CHIPKEHHBIX J103aX C MOCIEAYIOMUMHI KypCaMH KOHCOJIAIALUH
U nojaziepxuBaroniet tepanuu (npuioxenue A3.1, nporokon OJIJI-2009 nnig nanueHToB crapuie 55
ner) [1,2,4,5].

YpoBeHb yoeauTeabHOCTH pekoMeHaamnuii — C (ypoBeHb I0CTOBEPHOCTH I0KA3ATEIbCTB — 5).

o He pexomenayercsa nauuernram OJIJI B Bo3pacre crapiie 65 jeT paccMarpuBarh BO3MOXKHOCTh

BbInojHeHUs: aJ1o-TT'CK B CBsI3U ¢ BBICOKMM PHUCKOM JIETAIbHOCTH [82].
YpoBeHnsb yoeaureabHocTH pekoMeHaanuili — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

o PexoMenayercsi mamueHtaM crapuie 65 JieT MpoOBOAWUTH JedeHWe no mnporpamMmmam XT ¢

KOppEeKIMen 103 UTOCTAaTUYECKUX IpenaparoB (cM. npuioxenue A3.1) [1,2,4,5,82].

YpoBeHnb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJIbCTB — 5).



o Pexomenayercsi manentam ¢ Ph-weraruBasiMu OJIJI B HEyIOBIETBOPUTEIHHOM COMATUUYECKOM
CTaTyce W/WIN C TSKEJIOW COIyTCTBYIOIIEH MAaTOJOTHMEN BBINOJHEHUE NAJNIMATUBHOM Tepanuu —
Ky[UPOBaHHE CUMIITOMOB 3a00JI€BaHNs, TPOBE/ICHNUE 3aMECTUTENBHON Tepanuu TPaHCPy3MOHHBIMU

cpenamu [82].

Yposenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5).

3.6. Jleuenue manuentoB ¢ Ph+ OJIJI

uT

o [TammmenTam B Bo3pacte <55 net, MO0 kanaumaram s BeimoiaHeHUs amno-TI'CK pekomenayercs
npoBeneHne Tepanuu uMatuaunooM™* (600 mr/cyT) B komOuHanuu ¢ X T Ha OCHOBE 4—5 mpemnaparoB
(cxeMy Tepanuu cM. B nipuiioxkenun A3.1) [53].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH /I0KA3ATEIbCTB — 5).

KommenrTapuu: obuapyscenue y ~30 % nayuenmos ¢ OJIJI mpancnokayuu 1(9,22) u,
coomeemcmeeHHo, xumepHoz2o mpanckpunma BCR-ABL no3zeonsem ucnonvzosams 6 JieyeHuu 3moti
Gdopmwor OJIJT umamunud6™** — UTK [-20 nokxonenus, nooasisiowuti aKkmueHOCmMb MUPO3UHKUHA3bL
BCR-ABL, nozéonsamowuii 0oocmuysb 8 MoHopedxcume cemamonozudeckuti omsem y 70 % nayuenmos, c
yacmomou oocmudicenuss [IP nuwv 6 19-20 % cnyuaes. B ceazu ¢ smum 6 Hacmosuwee epems
paspabamul8aromcs pasiuyHvle KOMOUHUPOBAHHBIE CXeMbl C UCNONb30BAHUEM YUMOCMAMUYECKUX
npenapamog, nosgoaaowux oocmuusb IIP y 90-95 % nayuenmos, a makdice yayuuiums Kavyecmed

omeema nepeo TI'CK.

° PeKOMeH)]yeTCH nmangueHTaMm CTapie 55 JCT, HC ABJIIAOIIHMMCA KaHIWJaTaMKW Ha BbIIIOJHCHUC

TI'CK, Tepanust tMaTHHUOOM™** C BO3MOXKHBIM JTI00ABICHHEM K HEMY TIIFOKOKOPTHUKOCTEPOUIOB W/
umn XT [82].

YpoBenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

KommenTapuu: mepanesmuueckue nooxoovl K 1euenuio nayuenmos cmapuie 55 n1em HanpasieHvl 8
OonvbuLell cmenenu Ha CHUdMCeHUe UHMEHCUBHOCMU Mepanuu 3a cuem npuMeHeHus 6 kaiecmee 0a3060u
mepanuu umamunuba** (8 ¢uxcuposannou 0ose 800 me/cymxu) 6 KoMOUHAyUU C NEPOPATLHBIM
npednusononom** (6 dose 40 me/m’ 6 cymiu), a maxvce ¢ HuskounmencugHuimu pexcumamu XT

(6unkpucmunom** u oexcamemasorom**).

e Pexomenayercsi BBINONHATH NPOPUIAKTHKY HEHpOJIEHKEeMUH BCEM TNAalMeHTaM COIJIACHO
BBIOpaHHOMY MPOTOKOIY (cM. npumnoxenue A3.1) [40].

YpoBennb yoequreabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

KomMmenTapuu: umamunud™* nedocmamouno nponuxaem uepes cemamostHyegharuveckuti bapvep, u

€20 KOHYEHMpayus 8 CHUHHOMO320801 JHcuoKocmu oocmueaem auidv 1—2 % om makoeoll 8 cbloOpomKe



kpogu. ITloomomy ecem nayuenmam ¢ Ph+ OJIJI Heobxooumo nposedenue axmueHou

HeuponpopuIaKmuxu.
[MocTHHAYKUMOHHASA Tepanus

o Pexomenayercs BoinonHenue amwio-TI'CK or cubnuHra mim HEpOACTBEHHOTO JOHOPA MaIlMeHTaM,
KOTOpPhIE HMEIOT TIOKa3aHWS W OTHOCSATCS K TPyMIe BBICOKOTO pucka (cMm. pasgen 3.2

«IIpornoctuueckue GpakTopsl 3PPEKTUBHOCTHU JeueHus») [48,56].
Yposenn yoeaureabHOCcTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).

o Pexomenpyercst BoinonHenue ayto-TI'CK mpu orcyrcrBum HLA-unentuunoro nonopa y MOB-

HETaTUBHBIX MAIIMEHTOB C Mocieayruen nogaepxupatomieit repanuein MTK [83].
YpoBeHb yOoeauTEILHOCTH PpeKoMeHaannii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 3).
[MonaepxuBaroias repanus

o Pexomenayercsi Bcem nmanuentam ¢ Ph+ OJIJI ucnonszoBanne komOunanuu UTK ¢ mepopanbHoit
XT [53].

YpoBenb yoeauTeabHOCTH pekoMeHaaunii — C (ypoBeHb 10CTOBEPHOCTH I0KA3ATeJbCTB — 5).
Tepanus Ph-no3utusroro OJIJI y mosku/ibixX nanueHToB

o Pexomenayercsi Bcem mnanuentam ¢ Ph-nmosutuBabiM OJIJI crapme 55 nmer mpoBenenue UT
UMaTuHUOOM™* +/— crTepoumamMu +/— BUHKPUCTHUHOM™* ¢ moOCIEAyIomel KOHCOJIHIAIMOHHOM

Tepanuei u noaaep KuBaroieil Tepanueit (cxemy nporokoia cM. B npunoxenuu A3.1) [53,82].
YpoBenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

e Pexomenayercs nanuentam crapuie 55 net ¢ Ph-nmozutuBabiM OJIJI Bemonusts amno-TI'CK c
HEMUEI0A0ISI TUBHBIMU pexUMaMu KOHAUIMOHUPOBAHUS nociue OLICHKH PHUCKOB

TPaHCIUTAHTAIIMOHHOM JIETAIbHOCTH U KOMOPOUTHOCTH [82].
YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH I0KA3ATEIbCTB — 5).

KommenTapuu: pezyiemamer neuenus y nONCULLIX NAYUEHMO8 3HAYUMENbHO X)Yice, Hedxceau y oemell
u bonee MonOObIX B3POCALIX. OMO O0OBACHACMC O02PAHUYEHHBIMU BO03MONCHOCMAMU NPOBEOEHUs.
UHMEHCUBHOU mepanuu 3a cyem COMAMU4ecKoeo Ccmamyca nayueHmos u COnymcmeyoujux
3a00/1€8aHULl 8 NOJCUIOM 803pacme, d makxdce HeONaoONPUAMHbIMU (AKMopamu npocHo3a,
npucywumMu nayuenmam oannou eozpacmmuou epynnwl. Ilayuenmor ¢ OJIJI noocunoco eospacma 6
Hacmoswee 8pems. ONpeoesomcs Kak OmoelbHas epynna nayuenmos, mpeoyrowas ucnoab3068anusl
cneyu@uuHblx 01 OAHHO20 603pAcma Npomokonos. B oGonvuuncmee uccneoosanuii ona OJII &
CMAapuiyio 803pAcmuylo epynny 6KIUaom nayueHmos 6 eospacme 55 nem u cmapue. Ilpu smom y

nayuenmos cmapue 55 nem 30-50 % cocmasnsarom Ph+ OJIJL.



CTpaTeFl/II/I JICUCHHUSA B IIEPUOI IMMOC/IC TPAHCINIAHTAIINH

o PexoMeHayeTcsi MCIOIB30BaHME HMMATHMHHOA** B KauecTBE MOIACPKHUBAIOIICH TEpamuu TOCIe
amno-TI'CK (mpunoxxkenue A3.1); kpoMe TOro, JaHHas Tepanus PEKOMEHAYeTCs pu 0OHAPYKEHUU
tpanckpunToB pl90 wmm p210 npu yciaoBUM OTCYTCTBHSL MyTallUid, acCOLMHUPOBAHHBIX C
PE3UCTEHTHOCTHIO K UMAaTUHUOY ** [84].

YpoBennb yoeaureabHOCTH pekoMmeHaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 4).

e Pexomenayercs nepexon Ha UTK 2-ro nokoneHus npu pa3BUTUU PE3UCTEHTHOCTH K UMAaTUHUOY **
(mazaruHuO™*, #HHnoTnHNO™**) (Mpunoxenne A3.1) [84].

YpoBeHb yoeanuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4).
KommenTapuu: ssi60p npenapama oondicer 66imsb 0OCHOBAH HA AHANU3E MYMAYUOHHO20 CIMAmycd.
Peuunaus

o Pexomenayercsi y naruentoB ¢ OJIJI ¢ penmanBom 3a00neBaHus UCTIONB30BaHNE Aa3aTHHUOA™* 1
HHUNOTUHUOA™* TPU OTCYTCTBUHM MYTallui, aCCOIMUPOBAHHBIX C PE3UCTEHTHOCTHIO K HUM (CM.
npunoxenue A3.1) [53].

YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

Kommenrapuu: oOnacmuvie wxnemxu npu Ph+ OJUI xapaxmepusyromcs npuobpemenHuiMu
2eHeMuU4eCKUMU  AHOMAIUAMY, YMO 3HAYUMO GIUsSem HA e20 MNPOSHO3 U CHocobcmeyem
npozpeccuposanuro 3a001e8anus. Y 83pociviX HAIudue Yumo2eHemuieckux anomanui, nomumo Ph-
XPOMOCOMbL, ommeyaemcs npuoarusumenvHo 6 mpemu ciaydaes. Ilpubnusumensno y 50-80 %
nayuenmos, oocmuewux IIP na ¢one mepanuu umamunuoom™*, ¢ meuenue I 2o0a pazeusaemcs
peyuous, Ymo 4acmo acCoyuupyemcs ¢ Hamyuem moveyHon mymayuu kunasnozo oomena BCR-ABL,
umo Odenaem ¢epmenm BCR-ABL neuyecmeumenvuvim k npenapamy. Illpubnuzumenvno 80 %
nayuenmos ¢ Ph+ OJI/I, y xomopvix ommeuaemcs peyuous Ha one mepanuu umamunudoom**,
umerom mymayuu bcr-abl, cpeou xomopwix Jdomunupyrom T3151. Umeromcs Oanuvle, ymo smu
Mymayuu Mo2ym 803HUKAMb CIVHUAUHO 8 pe3yibmame GblPAdiCeHHOU 2eHemU4ecKol HeCmaduIibHOCmL,

Yymo oaem K1emKam npeumyuecmeo 8 pocme 8 yClosusax celekmueno2o eosoetcmeus UTK.

Hazamunub6**  sensemca mynomumapeemuvivm  uneubumopom kurwaz BCR-ABL, SFK, «xunasel
peyenmopa 2¢puna, PDGFR u Kit. Jazamunub6™* sensemcsa 6onee akmueHuvlM npenapamom no
CPABHEHUIO C UMAMUHUOOM™*™ u dghhekmusen npu pe3ucmeHmuvix K umamunuoy** xongopmayusx
KuHasHo2o oomena. OH cnocoben uneubuposamev npoaugepayuro u aKmusHOCMb KUHA3bL OUKO20
muna, a makxce 14 uz 15 mymaumuvix eapuanmoe BCR-ABL, 3a ucknouenuem mymayuu T3151. B
KU Il gazvl Ovina noomeepoicoena 3pgekmusnocms oazamunudba™* npu pesucmenmrHocmu K
umamunuby** y nayuenmos ¢ Ph+ OJIJI, a maxoce y nayuenmos, He nepeHoCUSUIUX UmMamunuo **,
Hazamunub6™*  xopowo nepenocumcs, O00HAKO  4ACMO  OCIONCHAEMCS — 2eMAmOLOSUYECKOU
mokcuunocmoto  IlI-1V ~ cm., ocobenno 6  pacnpocmpaunenHblX — hazax — 3a00n1esaHusl.

Hezemamonoeuueckumu noboyHviMu 3ghghekmamu 0anH020 npenapama Aeiaiomces ouapes, mouwHoma,



20106HasE OO, nepughepuueckue omexku u niesparvbHulll evinom. QOHAKO NpobLeMOl maxdice
AGNAEMCS Pe3UCMEHMHOCMb K 0azamunudy**, unaubonee uacmou npuyuHou KOMOPOU s61emcs

mymayus T3151.

B nacmoswee epemsa #Huunomunu6** u #o03ymunub** mocym paccmampusamvcs 6 Kauecmee
anbmepHamugvl UMamunuoy** u oazamunuby**. B mo e epems 0o cux nop oHu gopmanvHo 07
nevenuss OJIJI ne 3apecucmpuposanwl. Hasznauenue moeo uau umoco HTK Oondcno Ovimo

ocyuecmeyieno nocie onpedeﬂeHuﬂ MymayuoHHo20 cmamyca.

3.7. OcoOble COCTOSIHUA MPH JICYEHUH OCTPOro Jumposenko3a

I'mnepiieikoOUMTO3BI

o PexkomeHnayercsi BceM MalMeHTaM TPOBEJICHUE CEAHCOB JekKonuTadepesa mpu O€CCUMITOMHOM
TEUECHUU THUIEPICUKOIIMTO3a TPU YHCIE JehukonuToB >300 X 10%/n, a Taxxke IpU HATUYUAU

KJIMHAYECKOH KaPTHHBI JIEHKOCTA30B MIPH YHCIe JeikonuTos >150 x 10%/1 [85].
YpoBenb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

KoMMeHTapuu: yucio aeikoyumos é cemozpamme >100 x 10°/1 6 debrome OJLT nauiodaemes 6 10—
30 % cnyyaee OJIJI u ssnsemcs, kak u npu opyeux eapuanmax OJI, oakmopom nebnazonpusmmnozo
npocnosza. Yawe cunepnevxoyumos npu OJIJI passueaemcs 6 monooom ospacme, y myxcuut, npu 1T-
knemounom éapuanme (8 38 % ciayuaes uucio aeikoyumos >100 x 10°/1), npu nanuuuu nopasicenus
cpedocmeHus, MACCUBHOU 2enamocnieHome2anul, Hetponeluxkemuu, a maxace npu Ph+ OJIJI u MLL-
netikemuu. Knunuueckue nposenenus eunepiaetikoyumosza npu OJIJI obycnoénenvt nposiereHusmu
netikocmaszo8. OOHAKO MAMCECMb UX 3HAYUMENbHO MeHbule, YeM NPU OCMPOM MUETOUOHOM JleliKo3e
(Oanee — OMJI), u, coomeemcmeaenno, Hudxice panHas lemanvHocms (2—6 %). Peoice ecmpeuaemcs
KIUHUKA JeUKOCMAa308, NpOAGIAIOWAACs NnpusHakamu mkanegou eunokcuu, [{BC-cunopomonm,
OpP2aHHOU OUCHYHKYUEU, 2eMOPPACUYECKUMU OCIIONCHEHUAMU, 8 mom yucie co cmopouwvt [[HC (2-3
%), a makoice nopajiceHuem j1e204HOU MKAHU C pa3sumuem OCMpo20 pPecRUpamopHo20 OUCmpecc-
cunopoma (0anee — OPIC) (6 %) u noueunou Hedocmamounocmoio. Tepanus 0aHHO20 COCMOAHUA NPU
OJIJl npeumywecmeenno Hanpaseiena Ha npedomepaujeHue cunopoma auzuca onyxoau u J[BC-
cunopoma Ha @Qoue Hauana XT. [na smoeo npumeHnaromcs  neuxoyumagepesvl, O0OHAKO

agpghexmuenocmo ux npu OJIJI 3nauumo nudice, uem npu OMJI.

o Pexomenayercsi Bcem mnanueHtam ¢ MomeHTa auarHoctukn OJIJI mpoBenenuwe Tepanuu
AIUTONYPHHOIOM**, ajleKBaTHAs THAPATAIMOHHAS Tepanus (10 3 J/M?), mpU HeoOXOIMMOCTH —
(dbopcupoBaHHBIN IUype3 C TOMOIIbIO WH(Y3UN U METIEBBIX JUYPETHUKOB C IEJIbI0 MPOPUIAKTUKH

CUHJpoMa Ju3uca omyxomu [1,2].
YpoBenb yoeaurteabHocTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3ATeJIbCTB — 5).

e BceM manmeHnTamM Tipu  OBICTPOM CHHIXKEHHWM 4YHCJIA JICMKONMTOB Ha (QoHe mnpendasbl

MPEAHU30JIOHOM ™ * peKkoMeHayeTcsl TIpoBeAcHUE IasMadepesa ¢ MeNbl0 yIaJeHUS TOKCHYHBIX



MPOJYKTOB pacraja OMyXoJeBbIX KIETOK [85].
Yposennb yoenureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).
e Pexomenayercsi BceM nanyeHTaM nNpoQuiiakTUKa CHHAPOMA JIM3Uca omyxonu [85].
YpoBennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).
OJIJI npu 6epeMeHHOCTH

Yacmoma  310KauecmeeHHvlX  HOB000PA308aHUL,  ACCOYUUPOBAHHBLIX  C  OepeMeHHOCmbIo,
omuocumenvuo Huskas u cocmasnsiem 0,02—0,1 % ecex bepemennocmetl. Jleuikosvl 6 nepuod
bepemennocmu  ecmpeuaromcs  pedko  (npubauzumenvno 1 cayuau Ha 75 000-100 000
bepemennocmeti). borvuuncmeso uz nux npeocmasasiom cooou OJI, mpems KOMOPLIX NPUXOOUMCS HA
OJIJl.  Omuocumenvras peokocms dMux NAMOLOSULECKUX COCMOSHUL  ABGNIAEMCS  OCHOBHbIM
TUMUMUPYIOUWUM PAKMOPOM, 3aMPYOHAIOUUM NPOBeOeHUE KPYNHBIX NPOCHEKMUBHBIX UCCIe008aAHUL,
OYEeHKY NPUHYUNOB NeHeHUsl U UCX0008, 8 pe3ybmame ONUCAHbl UL HeDoIbuUue PempoCcneKmusHvle
uccne0o8anus u omoenvbHvle cayyau. lTakoice bepemeHHOCMb A6Aemcs Kpumepuem UCKIIOYeHUs 8
oonvuwuncmee KH, umo maxoice oepanuuusaem 603MONCHOCIb BbIPADOMKU €OUHBIX NOOX0008 K
BEOCHUI0 YMUX NAYUEHMO8 U OYeHKe pe3yabmamos ux aedenus. B pamxax mmnoeoyenmposoco KU
(ALL-2009) (ClinicalTrials.gov: NCT01193933) 6vino npunamo peuieHue o0 BKIOYEHUU 8
uccneoosanue ceHujur, Komopvim ouacnoz OJIJI 6vin  ycmawogien HA PAaA3IUYHLIX CPOKAX

bepemeHHOCMU.

Bcezo ¢ 1990 no 2016 2. épauamu poccutickou uccied08amenbCkoll epynnvl no l1e4eHuro 1euKko308
oviiu uccneoosamnvt 28 bepemennvix ocenwurn ¢ OJIJI. Pacnpedenenue no umMmyHoI02u4eckum
eapuanmam OJIJI coomeemcmeyem makoeomy 6 obwer nonyiayuu nayuenmog c¢ OJII: ¢ 68 %
cayuaes ouacnocmuposan B-OJIJI u 6 32 % — T-OJIJI. Bvina ommeuena Gonee @vlcoxas yacmoma
scmpeuaemocmu hakmopos He2amueHo20 NPOSHO3A y nayueHmos Ha goune bepemennocmu. Tax, MLL-
nevxemus (1(4,;11)) o6vina sviaenena npakmuuecku 6 10 paz uawe na gpone bepmenHocmu 6 CpAGHEHUU C
ooweti nonynsayuet oociedosannvix nayuenmos ¢ OJLJI (27,3 u 3,2 % coomeemcmesenno). Takoice no
COBOKYNHOCMU (DAKMOPO8 NpocHo3a u omeema Ha npeogaszy npeonuszonoHom™** npaxmuuecxku ece
nayuenmol ObLIU OMHECEeHbl K epynne 6vicokoeo pucka. llpu nposedenuu mepanuu no npomoxosny
OJIJI-2009 y bepemenHbIX HCeHWUH OMMEUEeHOo, Ymo 8 CPAGHeHUU ¢ odwel nonyiayuen nayueHmos
CMamucmuyecKy 3Ha4uMblX pasiuyuil KaKk 8 4acmome UHQEeKYUOHHBIX U MOKCUUECKUX OCIO0HCHEHUL,

MmaKk u 6 OIUMenIbHOCmuU urHmepeaos 6 j1e4eHuu no npomoKojy 6blA6/1€H0 He ObLI0.

IIpogedenue nevenusa OJIJI na ¢one bOepemenHocmu ocCyuwecmeniemcs MyIbmMUOUCYUNIUHAPHOU
KOMAHOOU 8pauell, 8KI04aroujell 2emMamosioed, aKyulepa-euHeKonoad, aHecme3uonoca-peanumamonad,
8 cmayuouape, umeroujeM 603MONCHOCMU OKA3AHUA AKYULEPCKOU HOMOWU pPOO0OpaA3peuieHus 8

axcmpeHnHvlx cumyayusx [86,87].

e He pexomenayercst npu ycranosiaeHuu auarnosza OJIJI Bo Bpemsi GepeMEeHHOCTH OTCpOYKa Havalia

JedeHus Jieiiko3a [87].



YpoBenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 4).

e Pexomenayercss mnpu guarHoctuke OJIJI B TeueHue mnepBoro TpuMecTpa OEpEeMEHHOCTH
paccMoOTpeTh BOMPOC OO0 MCKYCCTBEHHOM TPEPHIBAHUM OCPEMEHHOCTH TI0 MEIUIIMHCKUM

nokazanusim [87].
YpoBenb yoeauTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 4).

KOMMeHTapI/II/I: eCcllu JICeHWUHRA U ee cemMbs Hacmauearn Ha COXPAaAHEeHUU 6€p€M€HHOCWlu, Jevyerue

Modicem Oblmb HAYAMO U 8 nepeom mpumempe 6€p€M€HHOC1’I’lu.

e IIpu BeissBnenun OJIJI Ha cpoke OepemenHocTH 13-36 Hemenu (TMOcie 3aBEpIICHHUS TEPBOTO
TpuMecTpa OEpEMEHHOCTH) peKOMeHAyeTcsl Hauajao npoBeAeHus X1 Mmpu yCIOBUU BO3MOXKHOCTU
CBOEBPEMEHHOTO MPOBEACHUS BCEr0 KOMILIEKCA TUArHOCTUUECKUX U JICUEOHBIX MEPONPUATUIA KaK

o ooy OJIJI, Tak u mo moBomy 6epemenHoctH [87].
Yposennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).

o [lpu BesiBneHuu OJUJI mocnme 36-i1 Hexpenu OEpEeMEHHOCTH PEKOMEHAYeTCsl POJOpa3pelieHue B

xozie npengdaspl npeAHN30I0HOM™ * ¢ mocienyromuM nposeaeHueM XT [88].
YpoBenb yoeauTeabHOCTH pekoMeHaauuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4).

e PexomeHnayercsi UCTIOIB30BAaHUE JIFOOBIX JIEKAPCTBEHHBIX BELIECTB, B TOM YHCIIE€ [IUTOCTATUYECKHUX
U aHTUOAKTEepUAIBHBIX MPENaparoB BO BpeMsi OEPEMEHHOCTH, PYKOBOJCTBYSCh COOTHOIICHHEM

«PUCK — MOJB3a» Il MaTepu U mioaa [87].
Yposennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).

KommenTapuu: cobnodenue 003 yumocmamudeckux npenapamos 8 cOOmeemcmeuu ¢ 8blOPaAHHOL
npocpammou neueHus (6e3 pedykyuu 003), paAcCYHUMAaHHbIX HA NOBEPXHOCMb Meld NAYUeHMmKU C

KOpp@KI’I’lupOGKOlZ no eecy 60 6pemM:sl 1e4eHUAL.

Ilpu pazeumuu yeposcarowux HcuzHu OCI0MHCHeHUl (Hanpumep, nHesmoyucmuou nuesmonuu, [[MB-
uH@exyuu) UCNnoIb306amb peNameHmuposantsvle npenapamol (Hanpumep, Ko-mpumaxcazon™*,

canyuxaosup ** u opyeue) oonycmumo.

o Pexomenagyercss C ydyeToM BO3MOXKHOIO TEpParOreHHOIO BO3JEWUCTBUSI  #MeToTpekcara™™
BBITIOJTHEHNE WHTPATEKAIbHBIX BBEACHHUM IIMTOCTAaTUYECKUX MpernapaToB Ha (oHe OepeMEeHHOCTU

0e3 ncronb30BaHus #MeToTpekcara™*™ [86,87].
Yposennb yoeaureabHOCcTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).

° PCKOMCHHyeTCﬂ C Y4YCTOM BO3MOXXHBIX KOAryJIOTM4YCCKUX HapymeHI/Iﬁ INEPCHCCTU BBCIACHUMA

acmaparvHasbl™* Ha 3Tanbl JeUeHus rocie poropaspeieHus [87].

YpoBenb yoeauTeabHOCTH pekoMeHaauuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4).



o Pexomenayercst mpu Ph+ OJIJI Ha ¢oHe GepeMEHHOCTH TPOBEAECHUE TEpAlMd UMATUHUOOM™** B

COUYETaHMM C NIIOKOKOpTUKouAamu (puiokenue A3.1) [89].
YpoBeHnb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH /I0KA3aTEJNbCTB — 4).

o PexoMeHayeTcsl peanovynTaTh METHINPETHUZOIOH** U TPENHU30IOH™* nekcameTa3zoHy™** BBUIY
BO3MOXKHOCTH Pa3BUTHsI HEOIATOMPHUATHBIX HEBPOJOTHYECKHUX IMOCICACTBUN y TUIOAA B ClIydae

npuMeHeHus nocnennero [90].
Yposenn yoeaureabHOCcTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).

o PexkomeHayercsl TUIAHMPOBATh CPOK POAOPA3PELICHUS C YUETOM JHEH BBEICHUS LIUTOCTATUYECKUX
IpernapaToB HE paHee 4yeM depe3 2—3 Heleau IOCJE BBEACHMS IIUTOCTATUYECKHUX IPENaparoB C

LEJBI0 YMEHBIIEHUSI BEPOSTHOCTH MHEJIOCyIIpeccHt y mona [91].
YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEJLCTB — 5).
e PexomeHnayercs BBINOJHSITEH POJIOpa3pellieHUE MyTeM KecapeBa cedenust [91].
YpoBeHb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

KommenTapuu: 6s160p cnocoba pooopaspeuterusi onpedensaemcs coCmosiHuem niood, CoOMamudeckum
Cmamycom nayueHmKu, 2emMamonocudecKumMy noKaA3ameusiMu U Ccmpoeco 6 COOMEEemcmeuu ¢
akywepckumu  nokaszanuamu. Camonpousgonvuvie poovl Mo2ym Oblmb  GblOpAHbI KAK CHOCoO
pooopaspeuienusi mMoabko npu Hawuduu y nayuenmos pemuccuu OJLJI, yooeremseopumenvhuix
noxazamernetl 2emMocpamMmbl U NPU XOPOuem COMAmu4eckom cmamyce nayuenma u coOCmosHuu niood.
B ocmanvbhbix cumyayusx npeonoumumenbHO BbINOIHAMbL poO0opa3peuleHue Memooom Kecapesa

CEeUYEHUAL.

« He pexoMenayeTcsi BBIIOTHATD SMHAYPAIBHYIO aHECTE3UIO IPH TpoMGouuToneHnn <80 x 10°/1 u/
WM HeuTporeHuu <l X 10%/n MpU POAOpa3pelIeHNH BO M30€KaHUE OCIOKHEHUMU, CBSI3aHHBIX CO

CIIMHHOMO3roBOM MyHKIuEH [92,93].
Yposenn yoeaureabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).

o PexomeHnayercs nmaiyeHTKaM MMPU MIIAHOBOM MPEKICBPEMEHHOM POJ0Pa3pPEIICHUN Ha Cpoke 2435
HeZIeNIb TTPOBOANTH MPOPHUIAKTUKY OCTPOTO pecrnuparopHporo auctpecc-cuaapoma (OPIC) miona

B COOTBETCTBHHU C MPOPUIbHBIMU PEKOMEHJAUsAMU [94]
YpoBenb yoeauTeabHOCTH pekoMeHaauuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

e Pexomenayercsi manueHTKaM B MOCJIEPOIOBOM IEPUOJIE MPOBEACHUE YTEPOTOHUUECKON Teparuu

(oxcuTorIMHOM ™ *) K MEAMKAMEHTO3HOE MOAABICHNE JaKkTauuu [87]

YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).



3.8. PekoMeHgaIMU 110 JICHEHHIO MAIMEHTOB ¢ JUM(OMOH U JIeUKeMHUeH
bepkurra

Jleuenue numghomul u netikemuu beprxumma npogooumcs 6 Kpamuaiiuiue CpOKU U 8 percumMe OKa3aHus

HeOmuo0MCHOU meouyurckou nomowu [95,96].

o PexoMenayercsi marueHtam ¢ JuM@omon u Jnelikemued bepkuTTa SKCTpEHHOE KyNUpPOBAHHUE
UMEIOIIUXCSl  XUPYPIMUECKUX  OCJIOXKHEHUM (KUIIEYHas HEMpPOXOAUMOCTb, KpPOBOTEUEHUS,
nepdopanrsg), KOPPEKIUs JJICKTPOJMUTHBIX  HAPYNICHWW, KyNUPOBaHHE  HWH(EKIIMOHHBIX

OCJIOKHEHHUM, OosieBoro cunapoma [95,96].
YpoBeHb yOequTEJIbHOCTH peKoMeHAanuil — B (ypoBeHb 10CTOBEPHOCTH 10KA3ATEJIbCTB — 5).

o [lanmentam IIpru HAJIUNYHUH OCTpOfI MMOYEYHOM HemocTaTouyHoCTH XT PECKOMCHAYCTCA IIPOBOAUTL HaA

(hoHe exeqHEBHBIX CEaHCOB reMoaunanusa [97].
YpoBenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

o Pexomenayercs nanuentam ¢ JIb B kauecTBE OCHOBHOTO METOAA JICUCHUS KOPOTKAsl UMITYJIbCHAS

BbICOKOMHTeHCHUBHAsA X T +/— putykcumad™** (cm. mpunokerne A3.1) [98].
Yposennb yoeaureabHOCcTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4).

KommenTapuu: npu peoko ecmpeuarowuxcs 10KATbHbIX CMAOUAX 3a001e6aHUs KOIUYeCmB80 KYpPCos
XT pedyyuposano 6 coomeemcmeuu ¢ npomoxonamu. K ¢pakmopam nnoxoco npoenosa, mpebyrowum
unmencughuxkayuu mepanuu, omuocam. nopaxcenue KM u [[HC, nosviuenue JI/{I" >2 eepxnux epanuy
HOPMANbHBIX 3HAYEeHUl, NopadiceHue nouek, Kocmeu (My1bmu@oKaibHble oyazu), pasmep Onyxoau

oonee 10 cm.

o PexoMeHnayercsi nanyeHTam B 1-i TMHUHM JIEYEHU NPUMEHEHUE HHTEHCUBHBIX MPOTOKOJIOB XT: R-
Hyper-CVAD, JIb-M-04+/-R, LMB 95, CODOXM/IVAC+/-R, R-NHL-BFM 90/95, B-HXJI 2004

Mab (cxembl cM. B ipriiockeHnn A3.1) [96,98].
YpoBeHnb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH /I0KA3aTeIbCTB — 5).

KommenTapuu: ocnosnvim npasunom 6 mepanuu JIb saensemcs cobrniodenue npunyuna «003a —
uHmepaany, m. e. npogedeHue Kypca 8 NOJNHbIX 003aX C COONOOEHUEM MENCKYPCO8020 unmepsand. 3a
UCKTIIOUeHUeM — CUMyayuil  pa3eumus  HCUHEYZPOUCAIOWUX — OCIONCHEHUll, He peKoMeHOyemcs
npepuvieams Havyamvlil Kypc XT. B uckmouumenvHuix ciyyasx npu HAIUYuyu maxceavlx UHQeKyuoHHbIx
OCJIOJICHEHU, C KOMOPbIMU He Y0aloCb CHPABUMbCA K OKOHUAHUIO MENCKYPCOB8020 nepepuléd,

603MOJICHO yeelluderue unmepeaida M@OfC‘ay Kypcamu.

o He pexomenayercs mnposenenue tepanuu no cxeme R-CHOP manuentam c¢ JIb BeaeactBue ee
HeapdekTuBHOCTH [96].

YpoBennb yoenureabHOCcTH pekomenaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5).



o Pexomenayercsi mammentam crapmie 55 ner 0e3 mopaxkenus [[HC (we xanammaram ams
uHTeHcuBHOM XT) mpoenenue sneueHus no nporokony R-DA-EPOCH (cMm. mpunoxenue A3.1)
[99].

YpoBennb yoenureabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

o Pexomenayercsa BceM nauueHTtam ¢ JIb ycraHaBnmBaTh UEHTpaNbHBIA BEHO3HBIM KAaTeTEP IS

npoBeneHuss XT u compoBoauTenbHOM Tepanuu [1, 2].
Yposennb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

o Pexomenayercsi rmamueHTaM IpU  [POBEICHUM TMEPBOrO Kypca Tepanuu 00s3aTelIbHYIO
NpO(HUIAKTUKY U JICUEHUE CUHIPOMA MAaCCUBHOTO JIU3HUCA OIYXOJIU: aJIonypuHoia** 10 Mr/kr/cyT u
rH(bY3HOHHAS Teparus 3 JI/M?/CYT C 3alienayrBaHieM PacTBOpA HATPHS ruapokapbonara** 40—80
MMOJIB/JT TIOA KOHTPOJIEM JAWype3a M IUTAHOBBIM Ha3zHaueHueM d¢ypoceMunaa**, madopaTopHBIM

KOHTPOJIEM KMCJIOTHO-OCHOBHOTO cocTosiHus [96,100].
YpoBenn yoeaureabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

e [Ipu nmpuMeHEHMH BBICOKHX 03 METOTpeKcara™™® peKkoMEeHJOBaHbl KOHTPOJIb €ro 3JIMMHUHALUU
(ompeneneHue KOHIEHTPAILMU B CHIBOPOTKE!) M KOPPEKIUs 103bl (POMHATA KAIBIHI** €KeTHEBHO

JI0 HOpMaJIM3aluy nokaszarenei [96].
Yposennb yoeaureabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

e« Bcem mamueHTaM € MacCHUBHBIM OSKCTPaMEIYJUIIPHBIM OMYyXOJEBHIM TMOpakeHHeM (OpraHoB
CpPEIOCTeHMS, OpIONIHOM TOJIOCTH UM Jp.) PEKOMEHJOBAaHO TMpPOBeACHUE MPOPUIAKTUKU
TPOMOOTUUYECKUX OCIOKHEHUW TIOJ] KOHTPOJIEM KOAaryJlorpaMMbl COIJIACHO CYIIECTBYIOIINM
MIPOTOKOJIaM PO UIAKTHKA BEHO3HBIX TPpOMO03IMOOTNIECKIX OCJIO)KHEHU (cm.

COOTBETCTBYIOIIME KIIMHUYECKHE pekomenaanun) [101].
YpoBeHnb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJNbCTB — 5).

o Pexomenpayercs tepanuto JIb y nanuentos, nundunmpoBanubix BUY, mpoBoauTh M0 aHAJIOTHYHBIM

MIPOTOKOJIAM Ha (POHE MOCTOSHHOTO IpUeMa aHTUPETPOBUPYCHOM Teparnuu [102].
YpoBenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEJbCTB — 5).

o He pexomenayercsi BBOnuTh putrykcumMad™** BUY-unpuImpoBaHHBIM MallUeHTaM MPHU KOJIUYECTBE
CD4-knetok menee 100/mxa [102].

Yposennb yoenureabHoCcTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

KOMMeHTapI/lI/I: 6 C6A3U C yeeludeHuem Koaudecmed MHQb€KT/ﬂ/IOHHbZX OCJIOJCHEHUU U 8blCOKUM PUCKOM

cmepmu ont HUX.



o Pexomenayercsi Bce mamuentam c¢ JIb oOs3arenpHas mpoduiakTHKa HEWpOJEHKEMUU ITyTeM
WHTpaTeKaJIbHOTO BBeACHUs1 3 mpenaparoB (uurapadun™** 30 wr, mertorpekcar** 15 wr,

nexkcaMmeTason™* 4 mr) 1 pa3 3a Kypc B T€4eHHE BCEro nepuoja tepanuu [96].
YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJIbCTB — 5).

KommeHnTapuu: evenue HeliponetikemMuu — OOINCHO — BbINOIHAMBCA 8  COOMEEMCMEUU  CO
CMAHOAPMHBIMU NPABUTIAMU. CNUHHOMO3208ble NYHKYUU C 86e0eHUeM YUMOoCMamuKo8 6blnoansaom 3
pasa 6 Heoeno 00 NoaydeHus 3 HOPMANbHBIX AHANU308 JIUKBOPA CEA3U C V8eludeHuem Koaudecmed
UHGDEKYUOHHBIX OCTIOHCHEHULL U 8bICOKUM PUCKOM cmepmu om Hux. Ha nocnedyrowux onrokax XT (nocne
canayuu IuKeopa) 1romMoaibHvle NYHKYUU ¢ UHMPAmMeKaibHbIM 86€0eHUeM YUmoCmamuKkos npoeoosim

08adx#cobl 3a KypC.

o Pexomenpyercsi ayto-TI'CK, koropass MOXKET SBISATbCSA BapUaHTOM TEpallid NpPU PELUJIUBE,

OTBEYAIOIIIEM Ha JIeYeHUE, WIK BO BTOpout pemuccuu [103].
Yposennb yoeaureabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).
KommenTapuu: 6onvuuncmeso peyuousos JIb unkypabdenvhoi.

« He pexomenayercsi Bcem mnamuentam amio-TT'CK B cBsa3u ¢ puckamu, 0OyCIOBICHHBIMU

BBITOJTHEHUEM TpaHcIianTanuu [ 104].

Yposennb yoeaureabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).

3.9. JIumdoodmacTHbie TUMEPOMBbI

Pannue nyonuxkayuu o6 ucnonvzosanuu cmamoapmuulx npomokonos X1, npeonasHaweHwvix 0/
NieyeHus Hexo0uCKuHckux aumgom (danee — HXJI), 6 uacmmocmu CHOP noodobmwix pestcumos,
npusoounu K oocmudicenuro Kpaune Huzkou uacmomsl I[IP (53-71 %) u evlocusaemocmu 6Oe3
npusznakos 3abonesanus (23-53 %). C cepeounvt 70-x 20006 6 neuenuu numgpoonacmuvix HXJII y

g3pocavix ucnonvsyrom OJl/I-opuenmuposannvie npocpammor XT.

e Pexomennyercs seuenue JIBJI o cinenyromum npotokoigam XT: OJIJI-2009, Hyper-CVAD =+ R,
GRAALL-2003, PETHEMA ALL-96, GMALL-2003 (cm. npunoxxenune A3.1) [14,15,67].

YpoBeHnsb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJNbCTB — 5).

KomMeHTapuu: nockonvky pesxcumovl mepanuu, pazpabomannsie ona HXJI, ne oviiu ycnewnvivmu npu
JIBJI, npeocmasnsemcs, umo pexcumvl mepanuu, ucnoivsyemole npu nevenuu OJIJI, obecneuam donee

brazonpusimmubsie pe3yibmanmal.

o Pexomenayrorcs oOsizarenpHas mnpoduiaktuka u jedeHue nopaxenuss [[HC, sxirouaromniue

MHTpATeKaJIbHOE BBEACHUE [IUTOCTATUKOB [14,15].



YpoBenn yoeaureabHocTH pekoMmenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

KommenTapuu: om ucnonvzosanus kpanuanonozo oonyuenus ons npogurakmuxu [[HC nopasicenus 6
OONbUUHCINGE NPOMOKONIO8 OMKA3ANUCL, €20 NPUMEHAIOM MONbKO NAYUEHMAM C UHUYUATIbHBIM

nopasicenuem L[HC (kpanuanvroe oonyuenue 12—18 I'p na runetinom y-yckopumerine).

o Pexomenayercsi BceM mMaleHTaM JIydeBas Tepamusl pe3uyalbHbIX OMYXOJEBBIX 00pa30BaHMIA

cpenoctenus [14,15].
Yposenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

KommenTapuu: 6 6onvuwuncmee ciyuaes nopasxcenue MeouacmuHalbHblX IUM@amuyecKux 3108 npu
JIBJI xapaxmepuszyemcs eecoma xopowium omeemom Ha nepsuunyro XI1. Hemxoe onpeodenenue
pe3udyanvHol ONyXonesol Maccbl Cpe0oCmeHUs OMCYMCmeyem, 6 Kauecmee maxKo8o20 MO2ym
pPacyeHusamvcsa 0Cmamoyunas onyxoiv pasmepom >3 cm, no dannvim KT, u/unu nonoscumenvhbiii
pesynomam I[I19T. Jlyuesass mepanus pe3udyanibHblX ONYXonesblX 00pa308aHull cpeodocmeHus, Kak
npeocmasnAemcs, AGAAeMcs HAUTLYYWUM 8apuanmom mepanuu. Bonpoc 06 onmumanvhoii 0osze 6

oannom cayuae (24 unu 36 I p) ocmaemcs OmKpolmMoIM.

o PexoMeHayercsi cuuTarh PEMHUCCHUIO TOJHOW Yy Bcex manueHToB Iipu jedenuu JIBJI u3 T- u B-

MPEIECTBEHHUKOB NP Hanuuu kputepues (Ha 70-i nens UT nubo nmocne MHAYKIMH):

1. OTcyTcTBHE NOKa3aTelbCTBA HAJIWYMsI OCTATOUYHOro oOpa3oBaHHs (IPU MACCHUBHOM MOPa)KEHUU
MOTYT OCTaBaThCsl pe3uyalibHble 00pa30BaHMsI MeHee 3 CM) WIM COKpAaIlEHHUE Pa3MEpOB OITyXOJIH

Ooiiee yeM Ha 75 % OT UCXOOHOTO.

2. IlpucyrctBue B KM mMmenee 5 % OnacToB npu BOCCTAHOBJIEHUM IOKa3zareiaeil HOpMaIbHOTO

KPOBETBOPCHHS.
e 3. OrcytcTBUE TMM(POOITACTOB TP MCCICIOBAHUH JTUKBOpa Ha 29-11 eHp mportokona [14,15].
YpoBeHnb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJNbCTB — 5).
Jleuenune peunauBa

IIpoenos npu peyuouese JIBJI kpatine nebnazonpusmuowiil. Peyuouswr JIBJI pazeusaromces, kax npasuJo,
8 nepsvie 2 200a nocie 0OCMUNCEHUs peMUuccuu U yauje ovlearom JoKaabhvimu. Tepanus peyuouea
onpeoesiemcs XapaKmepucmuKamu peyuousa (TOKaIu3ayus u CpoKU pa3eumus) u MmaxkmuKkou ie4eHust
1-20 ocmpozo nepuooa. Hcnonv3ytom npomokonsl neverus peyuousos OJ1JI, bicoko0o3ny0 mepanuio,
npenapamsl, He npumenssuiuecs 6 I1-m ocmpom nepuode (xypcol ICE, npenapamul nerapabumn™*,
Heemyumabun™* u op. — cm. npunoxcenue A3.1); npu OocmudicenHuu 6mMOpPOU PEeMUCCUU
pexomenoyemcs anno-TI'CK. Dggpexmusnocmv mepanuu peyuousos T-xnemounwvix JIBJI ocmaemcs

Kpaune nuskou, B-JIBJI — neckonvko nyuuie.

e Pexomenayercs amio-TI'CK npu penuauBax u pepakrepHOM TEUEHUH MOCIE JOCTHKEHUS OTBETA
Ha XT [14,15].



YpoBenn yoeaureabHocTH pekoMmenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

Kommenrapum: onvim evinonnenus anno-TI'CK npu JIBJI 6 nepesoii IIP oepanuuen [14].

3.10. PertuauBbsl Ph— OJLJI

Peyuouse neiikemuu y 63pocavix nayuenmog ¢ Ph- OJI/I ocmaemcsa nepaspewiennou mepaneemuieckou
npoonemou. Pe3ynomamer neuenus oanuou ¢hazvl 3abonesanus nesenuxu, u peyuous OJIJI oo
HACmMosAwe20 6peMeHuU pPAacyeHus8aemcs Kaxk O0ObIYHO UHKYpabelbHoe Namoio2uieckoe COCHOsHUE.
Xomsa y psaoda nayuenmos 603MONCHO OOCHMUdICEHUe 8mOpol NOAHOU pemuccuu (oaree — IIP2),
yacmoma I[IP2 ocmaemcs HU3KOU, a MeOUAHA BbIHCUBAEMOCMU NOCAe pPeyuousa — KOPOMKOU.
IIpedocmaensemces odwenpuHamulM, 4mo nayuenmsl, y KOMopulx ommedaemcs peyuous 3a001e6aHusl,
He mocym Ovimb uzneuenvt moavko nymem X1. EOuncmeenHvlM 8apuanmom paouKkaibHO20 JedeHus]
aensemcs anno-TI'CK. B yerom smo mpedyem oocmudicernus omuocumenvro cmotixkou [1P2 na gomne
mepanuu cnaceHusl, Komopas OONHCHA ACCOYUUPOBAMbCA ¢ MUHUMATLHOU MOKCUYHOCMbIO. B amom
Konmekcme peyuousnl, passueuiuecsi nocie amno-11CK, aenaiomcs ewe 0Oonee 3HAYUMENbHOLU
mepanesmuyeckoll npoonemot. Bcireocmesue HeOIa2ONPUAMHBIX 0O0WUX UCXOO08 Y IMUX NAYUEHINOB
coXpamsiemcst 3Ha4umenbHas nompebHOCmb 68 paspabomke U UCCLe008aAHUU HOBLIX N1eKAPCHBEHHbIX
cpeocme. Bo3MOJICHbIM 8apUAHMOM JleueHusi OaHHOU 2PYRNbl NAYUEHMO8 AGNAeMCs BKIIOYEHUE 8
npomoxkonvl KU, 6 mom uucne nogvix npenapamos. Taxum oopazom, 0OHUM U3 OCHOBHBIX KIUHUYECKUX
pewenuti y nayuenmos ¢ peyuousnvim Ph- OJLI senaemcs evibop mexcoy cmanoapmuou XT cnacenus
U IKCNepuMeHmanbHou mepanuel, 3a Komopvimu 0onicHa ciedosamsv anno-11'CK eo ecex cayuasx,

K020a 3mo B603MOIMCHO, JjlieveHue OAHHBIX nayuenmoes np0u3600umc;z 6 pamkKax KU

e PexomeHayercss BceM MalMEHTaM MpU MO3AHEM peuuauBe (Oosiee 6 MecsleB OT OKOHYAHUS
MOJIZICP>KUBAIOIIECH Tepaliiu) UCIONb30BaTh cTanaapTHyto tepanuto B-OJUI u T-OJUI 1-i nunuun
(cm. mpunokerune A3.1) [105].

YpoBennb yoenureabHOCTH pekoMmenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).

o Pexomenayercss BceM rnaunMeHtam nOpu  panHem  peuuauBe  B-OJUJI  ucnonb3oBaHue
AKCIIEpUMEHTANbHBIX KoMOnHanuii B pamkax KU, B ToM yucne ¢ nmpuMeHeHneM OnuHatymomada™*
U uHOTy3ymaba o3oramunuHa*™*. B kadectBe B0o3MOkHbIX XT KOoMOMHANUKA BO3MOXKHO
ucronb3oBath nporpammbel FLAGIda i Hyper-CVAD, nmu6o #0opre3omuba Kak B MOHOTEPAITHH,
TaK W B KOMOHWHAIMM C MHUTOKCAaHTPOHOM™*, nekcameTazoHOM™* wu acmaparumHazoi** (cwm.

npunoxenue A3.1) [106].
YpoBenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 4).

e PexomeHnayercsi B JICUEHUU PELMIMBOB MPU HAIUYUU BO3MOKHOCTU IMPUMEHSITh MUTOKCAHTPOH**
BMECTO  AaHTPAIMKIWHOBBIX  aHTUOMOTHUKOB  JayHOpyOunmHa**,  pgokcopyOuimmHa**  wiu

#unapyounmna** (mpunoxenue A3.1) [107].

YpoBeHb yoenuTeJIbHOCTH pekoMeHaanuii — B (YpoBeHb 10CTOBEPHOCTH 0KA3aTENbCTB — 3).



o PexkomMeHnayercsi mpeanoYTUTENIHHOE UCTIONB30BAaHNE JEKCaMETa30Ha™* BMeCTO MpeaHn30I0Ha™** B

cBs3U ¢ Oomble a3ppexTuBHOCTHIO [80].
YpoBenb yoeaurteabHocTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3ATeJIbCTB — 5).

o PexoMenayercss BceM mamueHTaM, y KOTOpeIX jocturHyra [IP2; koHcynpraHuus B
TPAHCIUIAHTOJIOTUYECKOM LEHTPE [UIi YTOYHEHHsS BO3MOXXHOCTM BbIIONHEHUsT UM HLA-

coBMectumoit amno-TT'CK [56].
Yposenn yoeaureabHOCcTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).

o PexoMeHnayercsi BceM NanMeHTaM C pPAaHHUM peluAuBOM WM nepcucteHuued MObB npu B-
kierouynslx OJIJI mocne OKOHYaHMST KOHCONMJIALMKM TpPUMEHEHHe OnuHarymomaba™** B

MoHoTtepanuu win B couetanuu ¢ UTK B cBs3u ¢ agdexkruBHOCThIO (Tpumoxkenue A3.1) [74].
YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB — 4).

o PexoMeHayercsi BceM MalMeHTaM C PaHHUM peuuauBoM uiau nepcucrteHureit MOb npu T-
kiaetounblx OJIJI npumenenue Hemapabuna** B coueranuun c¢ 1ukiIodpochamMugoM™ ™  u

#ytonozuaoM™* (cm. npunoxkenne A3.1) [108].
YpoBenb yoeauTeabHOCTH pekoMeHaauuili — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4).

e Pexomenayercs manuentam c peruauBoM unu nepcucteHimeit MOb npu T-knerounsix OJUI (B
TOM YHUCJIE C KOIKCIPECCHUEH MHEIONIHBIX MAPKEPOB) MPUMEHEHHE #BEHETOKIIAKCA B COUETAHHUH C

#neuuTaOWHOM WM B Ipyrux koMOuHanusx (cm. npuioxenue A3.1) [109].

YpoBennb yoenureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

3.11. TpancuiaHTanusi reMONMOITHYECKMX CTBOJIOBBIX KJIETOK

Asnoredgnas TI'CK

llokazanus k evinonnenuro anno-TI'CK onpedensiomes 6 3agucumocmu 0m KOHKPEmHo20, 8blOPAHHO20
eemamonoauyeckum yeumpom npomoxona nevenus: (OJIJ1-2009, GMALL, GRAALL, MB200S8, Hyper-
CVAD) (cm. npunoxcenue A3.1 u A3.3) [56,57,63,67,110].

e ITammuentam ¢ OJIJI B Bo3pacte mo 55 Jer, moiydaronuMm JiedeHue 1o mnpotokony OJIJI 2009
(mpunoxenue A3.1), U3 Tpymnmbl OYCHH BBICOKOTO PHCKA, KOTOpas YCTAaHABIMBACTCSA B JCOIOTE
3a0osieBanus (1uToreHetTnueckue Hapymenus t(4;11) unm t(1;19), a rakxe Ph+ OJII (t(9;22/BCR-
ABL)), B cBsI3U BBICOKMM PHUCKOM Pa3BUTHUS PEIUANBA 3a00JIEBaHUSI PEKOMEHIYETCSl BBIITOJIHEHUE

amno-TI'CK oT coBMeCTUMOTO pOACTBEHHOIO UM HEPOJICTBEHHOTO AoHOpa [67,111].

YpoBeHnb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJNbCTB — 5).



o PexoMeHnayercsi paccmarpuBarb BO3MOXXHOCTh BbinosiHeHUs1 ajuio-TI'CK y maimeHToB B Bo3pacte
cTapiie 55 JeT u3 rpymnmbsl O4eHb BhICOKOro pucka (cMm. pasaen 3.2 «IIpornoctuueckue (hakTopbl
3G (HEKTUBHOCTH JICUEHUS») MPU HATU4IUKU NoaHOCThI0 HLA-coBMecTUMOro JOHOpa M TOJBKO MpHU
OTCYTCTBUHU 3HAYMMON KOMOPOHMIHOCTH, MPU KOTOPOW PUCK TPAHCINIAHTAIIMOHHOM JIETAIbHOCTU HE

MpeBbIIai Obl PUCKH pa3BUTHS peruanBa [S6].
YpoBenb yoeauTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4).

e Pexomenayercs BoinosniHeHue amwio-TI'CK y nmanumentoB ¢ nepcucrenuueit MObB, Ho ang 3Toro
HE00X0/IMMO BBIMONHATH Bech 00beM XT u monuropunr MOB B npenycMoTpeHHbIE BPEMEHHbIE

TOYKH COTJIACHO BBIOpAaHHOMY MPOTOKOIY [56,70,71].
YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 4).

o Pexomenayercsi BceM nanuieHTaM BoinoiaHeHue amio-TI'CK ot poncrBenHoro nonopa B neppoi [1P
P HEaJCKBAaTHOM BBIIIOJIHEHUH JIO0OTO M3 MPOTOKOJIOB IMPOTPAMMHOM TEpalud B CBSI3U C

BBICOKMM PHUCKOM peuuausa [ 1,2].
YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

e PexomeHnayercs paccMaTpuBaTh BO3MOKHOCTD BhINOJIHEHUS ayuio-TT'CK y manueHToB BO BTOpOd 1
0oJee MO3THUX PEMUCCUIX 3a00JIEBaHUS C LEIBIO YAYUIIEHUS JOITOCPOYHBIX PE3yJIbTATOB Tepaiu
[112].

YpoBeHb yoeauTeabHoCTH pekoMenaanuii — C (ypoBeHb I0CTOBEPHOCTH I0KA3ATeIbCTB — 4).

KommenTapuu: anno-TI'CK 6 pazeepnymom peyuouse 3abonesanusi u npu peppaxkmeprocmu k XT

8030€eliCmaBUI0 He YelecoobpasHa.

° PEKOMCHHyeTCﬂ BBIIIOJIHATD TPAHCIUIAHTAIIHUIO OT aJIbTCPHATHBHOI'O JOHOpPA (FaHHOHHeHTH‘—IHOPO,

TpaHCIUIAHTAIMs MynoBUHHOU KpoBH B pamkax KUW) mpu orcyrcrBun HLA-unentuuHoro noHopa
[106,112,113].

Yposenn yoeaureabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).
Ayto-TI'CK

o Pexomenayercs Boinosnnenue ayto-TT'CK y namumenTtoB ¢ Ph+ OJIUJI (B cinyyae HEBO3MOXKHOCTMHU
BoinonHeHus: aio-TI'CK) npu oTcyTCcTBUM MUHUMAJIBHON pe3uayaibHOM O0JE€3HU C IPOBEICHUEM

noaaepxkuBaroniend repanun UTK nmocne TpancmianTanuu [84].
Yposennb yoeaureabHOCcTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).

o Pexomenayercst BoinonHenue ayto-TT'CK B pamkax mportokona OJIJI-2009 nns nmaumentoB ¢ T-
OJIJT nmocne 3aBepiieHust kKoHconuaauuu no mnporokoiry OJIJI-2009 ¢ nocnenyrommum npoBeaeHueM
nojiepKUBaroIel Tepanuu [67].



YpoBeHb yoenuTeJIbHOCTH pekoMeHAanuii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 3).

3.12. ConpoBoauTejibHAsI Tepanus

OO01mue meponpusiTus

IIpomoxkonvr  nevenuss OJIJI npedycmampuearom nposedeHue UHMEHCUBHOU UHOYKYUOHHOU U
konconuoayuonno XT. Ilpu smom ucnonvzosanue yumocmamuro8 u UMMYHOCYNPECCAHMO8 HapsOy C
OCHOBHBIM 3000N1e8AHUEM MONCem NPUBOOUMb K UWIUPOKOMY CHEKmpY MANCENbIX OCLONCHEHUU, 8
YACMHOCU K UHQDEKYUSIM, KPOBOMEUEeHUAM, MYKO3ZUNY, NPOAGLEHUI0 MOKCUYHOCMU CO CHOPOHbI
PasnudHbIX op2anos, pgome u m. 0. Ilo smoii npuuune nayuenmol ¢ OJIJI nysxcoaromes 6 muamenvHom
MOHUMOpUH2e, A MAKICe 8 NPOEEOeHUU COOMBENMCMEYIouiel NPOQUIAKMULECKOU U NOO0epICUsaloulell

mepanuu.
AHTHIMeTHYeCKasi NPOPUIAKTHKA U Tepanus

° PeKOMeH)]yeTCﬂ BCCM IIalMCHTaM IMPOBOAUTH AHTUOIMHUTHYCCKYIO TCpalnuio C MOCJIbIO MOJTHOM

PO HUIAKTUKY TOUTHOTHI U PBOTHI y MAIIMEHTOB, oiy4daromux X T [114].
YpoBenb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

KomMmeHTapuu: ¢ anmusmumuyeckou yenvio NpUMeHsiomces aHma2oHUCmsl peyenmopos cepomonHuna
U Kopmuxocmepouovl. Omu npenapamsl pPeKOMeHOYIOmcs Ol NPUMEHEHUs 6 KOMOUHAyuu npu
ucnonvzosanuu pexcumos X1, xapakmepuzylouwuxcsi YMEpeHHOU U BblCOKOU IMemo2eHHOCmblo. B
OMOENbHBIX CUMYAYUsX, 8 YACMHOCIMU NPU NPOBEOEHUU 8bICOKOOO3HOU Kombunuposannou X1, evibop

aHmusmemuxka OOJIcheH onpedeﬂﬂmbc,q Hal/l60]l€€ IMEMOLEHHBIM KOMNOHEHMOM (CM. npujosicerue
A3.4)[114].

Tpancy3nonnas repanus

Venewnoe newenue OJI, 6 uacmmnocmu OJIJI, He8o3MOXMCHO npu OmMCymcmeuu 3amecmumenbHou

mepanuu KOMNOHEHMAMU KPO8U U CONPOBOOUMENbHOU Mepanuu.
Tpancdy3uu IPUTPOUUTHONH M TPOMOOIIMTAPHOI MAaCChI

e PexomeHnayercst OCYUIECTBIIATh TPAHCPY3UH SPUTPOLUTHON MacChl MALIMEHTaM IS TOAIEP KaHUS

KOHIIEHTpaIlu reMoriio0nHa Ha ypoBHe >8 /11 [1,2].
YpoBeHnsb yoeaureabHocTH pekoMeHaanuili — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

e [Ipy HaMMUMM COMYTCTBYIOIIEH IMATOJIOTMM CEpAla WIH JIETKUX, a TaKXke €Clid aHeMUusd
COIMPOBOXKIACTCSl KJIMHUYECKOM CHMIITOMAaTHKON, pPeKOMEHIYeTcsl BBIOIHATh TpaHChy3UH
SPUTPOLUTHOM MacChl U IpU 00JIee BHICOKUX 3HAUEHUAX KOHLIEHTPALUU FeMOrIO0UHA MPU HAIUYUU

COOTBETCTBYIOIIUX KIMHUYECKUX MOKazaHuii [1,2].



YpoBenn yoeaureabHocTH pekoMmenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

e PexoMeHayIOTCS BBINOJIHEHHE TPaHCHY3UU TPOMOOKOHIIEHTPATOB OCYIIECTBISATh MPU CHUKECHHUU
xonmdecta TpomOonuToB <10 x 10° /11, mpu Goliee BBICOKHX 3HAYCHHSX KOIMYECTBA TPOMOOLTOB
(20 x 10° /m) B ciydae MOBBIICHHS TeMmeparypsl Tema >38 °C, IpH PasBUTHH KIMHUYECKH
3HAYMMBIX KpOBOTEUEHUM JMOO TMeped  BBINOJIHEHUEM HWHBAa3UBHBIX HMHTEPBEHLIMOHHBIX

BMemareabeTB [115].
YpoBeHnsb yoeauteabHocTH pekoMeHaanuili — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 5).

o Pexomenayercst oOnMydeHHME OSPUTPOLUTHONM Macchl M TPOMOOKOHIIEHTPATOB C  IENBIO

PO UIAKTHKY PEeaKIuu «TpaHcdy3ar mpoTuB xo3suHa» [1,2].
YpoBeHnsb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH /I0KA3aTEJNbCTB — 5).
IIpoduiakTuka reMopparu4ecKuX 1 TPOMOOTHYECKHUX OCJI0KHEHH U

o Pexomenayercst manueHtam Ha (OHE Tepanuy acrmaparuHa3zon™* KOHTPOIUPOBATh MapaMeTPhI
CBEPTHIBAHUS KPOBH C IIEJbI0 Hayalda 3aMECTHTEILHON Tepamuu Npu uX Aeuimute (Hampumep,
PEXHUM JTO3UPOBaHUS AaHTUTpOMOMHA ¢ mpodunaktudeckoil nenpto: 50 ME/kr maccwel Tena B
teuenne 7—10 mocrenoBaTenbHBIX JHEW CO JIHA Hayajga Tepanuu acmaparuHazon™* (MmoakokHO, B
no3e 6000 ME/m?, B Teuenue 7 ameit) [116].

YpoBeHb yOeqUTEJIbHOCTH pekoMeHAanuil — B (YpoBeHb 10CTOBEPHOCTH A0KA3aTENbCTB — 3).

KommenTapuu:  Tepanus — 2n10KOKOpMUKOCMEPOUOAMY, — AHMPAYUKIUHAMU U OCOOEHHO
acnapazunazou™* mooicem npueooums K msANCELIOMY NPUOOpemeHHoMy Oedhuyumy 0enkos Kiacca
CEepnUHO8 (UHSUOUMOPO8 CEePUHCOOEPHCAUUX Npomeas), NPeuUMyuwecmeenHo anmumpomoOuHos u

anvgha-1-anmumpuncuna. Pacnpocmpanennocmo smux ocaodcueruti om 2,1—15 %.

Anmumpombun npedcmasnsiem coOOl OCHOBHOU (QUIUOLOSUYECKUN UHSUOUMOp MPOMOUHA U
Gaxmopoe ceepmuisanus 1Xa, Xa, Xla. On maxoce a61i1emcs anmazoHUuCmom haxmopa c8epmulE8ans.
VII, yckopsas ouccoyuayuro Komniexkcos, obpazosantuvlx ¢haxmopom VIla u mranesvim ¢haxmopom.
Anmumpombun  obpasyem Heobpamumvle C6a3U C AKMUBHLIMU  (hepMeHmamu, JaAuwas ux
npomeoaumuyeckol akmusnocmu. Kpome mozo, npu ucnonvzosanuu acnapacunasv** coobwanoce 06
UsMeHeHUU KoHgopmayuu MONLEKyIbl AHMUMPOMOUHA, YO NPUBOOUNO K ympame cmaduibHOCmu U 8
pesyibmame K 00pazoeanuio  azpeeamos  OeIKka,  HAKANAUBABUIUXCS 8  YUCIMEPHAX
SHOONAZMAMUYECKO20 pemuKyiyma. Takum odpazom, nayueHmol, KOMOPbIM 8600am acnapasunazy **,
Xapakmepusyromcsi  NOBbIUEHHLIM — PUCKOM — mpombO0308. Xoms — CHUdCEHUe  KOHYEeHmpayuu
AHMUMPOMOUHA HACTNO CONPOBONHCOAemcs unouopurnocenemuell, Obl10 NOKA3AHO, YMO HU3KAS
KoHyeHmpayus. ubpunoeena npeopacnoiazaem 6 OOabUlell CMeneHu K mpombo3am, Hedcelu K

KpoBome4eHUAM.

e [Ipu MacCcHUBHBIX 3KCTpaMEAY/UISIPHBIX Odarax MopakeHus (4allle BCEro OparHOB CPEAOCTEHUs MpU
OJUUI/JIBJI), TpoMOOTHMYECKHUX OCJIOXKHEHUSAX Ha (OHE Tepanuu WIA HaJIU4Yud TPOMOO30B B

AHAMHC3C PEKOMEHAYETCHA IMPOBOJUTL AHTHUKOAT'YJLIHTHYIO TCPAIMIO COINIACHO CYIICCTBYIOIIHUM



MPOTOKOJIAM JICYCHHS] BEHO3HBIX TPOMOOIMOOIUYECKUX OCIONKHEHUH (CM. COOTBETCTBYIOIIHE
KIIMHAYECKHEe PEKOMEHJAIMU [0 JHUarHOCTHKE, JICUCHHI0O W MPOPUIAKTUKE BEHO3HBIX

Tpombo3MOoMUeckux ocnoxxkuenui [1,2,4,5,101].
YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJIbCTB — 5).
3aMecTUTEILHAS TEPANIUA HMMYHOIVI00YJIUHAMM

e Pexomenayercsa mamuentam ¢ OJIJI BBegeHue HWMMYHOINIOOYIMHOB TpH  JTIOKa3aHHOM
reHepaJIn30BaHHON BUPYCHON MH(DEKIH (BUPYCaMHU TPYIIIbI Tepreca, LUTOMETaJoBUPYCOM (Jajee
— 1IMB)), a Takke mNOpU CHUKCHUHM TIIOKa3areleld HOPMAIbHBIX HMMMYHOITIOOYJIMHOB HUXKE

HOPMaJIbHBIX 3HaUeHuit [117].
YpoBenb yoequtreabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH J10KA3aTeJIbCTB — 5).

KomMmentapuu: y nayuenmos c¢ OJIJI uyacmo onpedensemcsa euno2ammazniooyiunemus, HoO 00
Hacmosawe20 6pemenu He Obllo NONYYEHO O0KA3amMenbCme dP@exmusHocmu npopuUIAKMU4ecKux
ungyzuti - ummynoenooyiunos. Ilayuenmam na ¢one mepanuu  onunamymymadoom**  unu
pUmMyKcumaoom™* HeobXo0uMo KOHMPOIUPOBAMb COOepA’CAHUe UMMYHOo2100yiuno8 1 paz 6 2—4
Hedenu, 6 3aBUCUMOCU OM KIUHUYEeCKOU cumyayuu, u, npu HeoOX00UMOCMU, BbINOJIHAMb

3amecmumenbHy0 mepanuro ummyHozanooyiunamu [1,2].
HNuas conpoBoauTeabHas Tepanusi
DakTOpbI pocTa

« He peKoMeHayeTcs Ha3HA4YCHHE nanueHTaM penapaToB IPaHyJOLUTAPHBIX
konoHuectumyupytouux paxropon (I'-KCD**) nu nHa ognom srane neuenus OJUJI. Mcknrouenue
coctaBisitoT JIb 6e3 mopaxenuss KM, mpu xoTopbix Bo3MOxkHO ucmnonb3oBaTh [-KCD** ¢ nenbro

COXpaHEHHUs CPOKOB BBITIOJIHEHUS TTpoTokoa [1,2].
YpoBensb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH /10KA3aTEJNbCTB — 5).

KommenTapuu: ¢ oonvuiuncmee esponeuckux Hayuoranohwvix npomoxonax I-KC® ucnonvzyemcs c

npoguraxmu4ecko yeuvio 6 npoyecce UHOYKYUU U KOHCOTUOAYUU PEMUCCUU.
ITonaBieHue MEHCTPyallMu M COXPaHeHHe PePTHIbHOCTH

e V¥V Bcex xeHuwH ¢ OJIJI B mpeMeHonay3e peKOMEHAYeTCHl IOAaBICHUE MEHCTpPyalldid C IEJbI0

MUHHAMM3AIUN PUCKOB KPOBOTEUEHUS Ha oHE TpoMmOoruTonenuu [ 118]
Yposennb yoenureabHoCcTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).
O06e300mBaKOIIas Tepanusi

o [Ipy BOBHMKHOBEHUH OCTPOTO HIIM XPOHUYECKOTO OOJIEBOTO CHHJpPOMA MAIMCHTY PEKOMEHTYyeTCsl

MPOBOJIUTH 00€300JIMBAIONITYI0 TEPAIMIO COTIACHO CYIISCTBYIOIIMM IPOTOKOIaM 00e300TMBaHUS



(CM. COOTBETCTBYIOIIME KIWHUYECKHE PEKOMEHJAIMH TI0 XPOHUYECKOW 00N, KIMHHYECKUE
PEKOMEHJAallMi 10 AaHECTE3UOJIOTMHM), B TOM 4YHUCJE, [0 [OKa3aHUsIM, C NPUMEHEHHEM
HapKOTHYECKHUX U MICUXOTPOIHBIX JIEKAPCTBEHHBIX Npemnapatos [1,2,4,5,119].

YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJIbCTB — 5).

Cnedyem yuecmo, umo y nayueHma mMo2ym Oblmb HeCMAaHOapmusle NpossieHus OO0Ne3HU, a maxdice
couemarue KOHKpemHoU O0Jle3HU ¢ OPYUMU NAMONLOSUAMU, YO MOHCEM OUKMOBAMDb Jleyalyemy epady

U3MEHeHUs 6 allcopumme 6bl60pa ONMUMAIbHOU MAKMUKU OUACHOCIMUKU U TI€YEeHU.



4. MeaqMuMHCKAA peadUIuTALUS, MeAUIIUHCKHE
NMOKA3aHUA M IPOTUBOIMOKA3AHUA K IPUMEHEHU IO
METO0B peadHJIMTAUU

Cneyuanvruvix memooog peabunumayuu npu OJL/I ne cywecmeyem.

o Pexomenayercs maiueHTaM NpoOBEACHUE peadMIMTALIMK [IPU BO3SHUKHOBEHUU OCIIOKHEHHH MOCIe

3aBepuieHus mporpaMmmsl Tepanuu OJIJI B pamkax coOTBETCTBYrOIIMX HO300rHi [120,121].
YpoBenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

KomMmeHnTapuu: nocie oxonuanus neuenusi pekoMeHOyemcsi 8ecmu 300p08blil 00pa3z HCU3HU,

UCKJIIOYUMb UHCOJIAYUIO U qbu3u0mepane@muqea<ue npouedypbl.



S. IIpoduaakTuKa ¥ AUCHAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKNE NMOKA3AHUSA U MPOTUBONOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKHA

IIpogpunaxmuxu eosnuxnosenus OJIJI ne cyuwecmayem.

e Pexomenayercs nocine oxkoHuaHus nporpammbl Tepanuu OJIJI BemonnHsATs uccnenoBanne OAK
KKl MeCsIIl B TEYEHHUE NEPBBIX 2 JEeT U 3aTeM | pa3 B 2—3 Mecsia 0 S5 JeT OT Havaja JCYeHUs C

IIETBI0 PAHHETO BBISBIICHUS penuanBa 3adoneanus [1,2,4,5].
YpoBeHb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

o Pexomenpayercs nocie okoH4aHus nporpammel Tepanuu OJIJI B TeueHue nepBoro rojia BeIOIHATH
nyakuun KM 1 pa3 B 3 mec, nanee — 1 pa3 B 6 mec B TeueHnue 2-ro roaa, naiee — 1 pas B rog o 5

JIeT HAOJIOICHMS C LIeJIbI0 TUHAMHU4YecKoro Habmonenus [1,2,4,5].
YpoBenn yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

KommenTapuu: suennanosoe uccineoosanue KM nokazano npu ewisggneHuu a0ObIX UIMEHeHUll

cemozpammaol. bonvuuncmeo peuu@u@oe npoucxodﬂm 6 meuenue 1-5 1em nocne okonuanus mepanuu.



6. Opranuszanus oKa3aHusl MeJJUIUHCKON IMTOMOIIH

MenuiuHcKas TOMOIIlb, 32 HCKIIFOYCHHEM MEIUIIMHCKOM TTOMOIIY B paMKaX KIIMHUYECKON anpoOaruu,
B COOTBeTCTBUHU C (enepanbHbiM 3akoHOM OT 21.11.2011 Ne 323-®d3 (pea. ot 25.05.2019) «O6

OCHOBAax OXpaHbl 310pOBbs rpaxad B Poccuiickon denepanum» OpraHu3yeTcs 1 OKa3bIBACTCS:

— B COOTBETCTBUHU C MOJOKEHHEM OO0 OpraHu3aly OKa3aHWs MEIMIMHCKOM IMOMOIIM [0 BHUJAM
MEIUIIMHCKOM TIOMOIIM, KOTOPO€ YTBEP)KIAaeTCs YMOJIHOMOUYEHHBIM (enepanbHbIM  OpraHoM

HUCIOJIHUTEIbHOM BJIaCTH,

— B COOTBCTCTBUHU C IOPAAKOM OKa3aHHUsS ITOMOIOH II0 HpO(I)I/IJHO «reéMaroJjiorus», 00s13aTeILHBIM JJIsL

HUCTIOJTHEHUA Ha Tepputopun Poccuiickon denepanuu BCEMUA MEAUIIMHCKUMH OPTraHU3aLUsIMU;
— Ha OCHOBE HACTOSIIMX KJIMHUYECKUX PEKOMEH AN}

— C YUYCTOM CTaHOapTOB MGZ[HHHHCKOﬁ noMomi1, yTBEPKACHHBIX YIIOJIHOMOYCHHBIM Q)enepaanHM

OpraHoM HCIIOJIHUTEILHOM BJIACTH.

[lepBuyHas cnenuanu3upoOBaHHAST MEIUKO-CAHUTAPHAS MTOMOIIH OKA3bIBACTCS BPAYOM-T€MATOJIOTOM U
WHBIMH BpadyaMU-CIEIUAIUCTaMU B IIEHTpe aMOyJIaTOPHON TeMaToJOTUYECKON/OHKOIOTHIECKON
noMomy 00 B MEPBUYHOM TI'e€MATOJIOTMYECKOM/OHKOJIOTUYECKOM  KaOWHETe, IEePBUYHOM

réMaToJIOrM4C€CKOM OTACICHNH, IMMOJIUKIMHUYICCKOM OTACIICHUHY OHKOJIOTHYCCKOIO JUCITaHCCPAa.

[Ipu BbIsSIBIEHHMHU y MALUEHTa OcTporo JumdoobiracTHoro jeikosa (nanee - OJIJI) unu nomo3peHnu Ha
HEro BpauyM-TepaneBThl, BpAaYU-TePANeBThl yUaCTKOBBIE, Bpauyu OOIIeH MpakTUKU (CeMelHble Bpauu),
BpauU-CMEIUATUCTBI, CPEAHUE MEAMIMHCKHE PAOOTHUKM B YCTAHOBJICHHOM IMOPSIIKE HANpPaBIsIOT
OOJIBHOTO Ha KOHCYJBTALIMIO B IIEHTP aMOyJaTOPHOM reMaTojOrH4ecKOil/OHKOJOTHYECKON MOMOIIH
au00 B TMEPBUYHBIM TE€MaTOJOTMYECKUM KaOMHET, MEepBUYHOE TE€MAaTOJOTMYECKOE OTIECICHHE
MEIMIMHCKOW OpraHu3aluy JUisd OKa3aHWs €My IIEPBUYHOU CHELUUAIM3UPOBAHHOM MEIMKO-

CAHUTAPHOMW ITOMOIIIX.

Bpau-remaronior amOynaTropHOro WM CTallMOHAPHOTO 3BEHA reMaToJIOrMYeCKOM MOMOLIY OpraHUu3yeT
BBITIOJIHEHUE IMarHOCTUYECKUX MCCIIEI0BAHUN, HEOOXOAUMBIX ISl YCTAHOBIICHUS JAMArHO3a, BKIIIOYAs

pacpoOCTPaHEHHOCTh U CTA/IUIO 32a00JIeBaHUSI.

B ClIydyac HCBO3MOXHOCTHU IIPOBCACHUA OUAIHOCTUUCCKHUX I/ICCJ'IG,Z[OBaHI/Iﬁ MMaOyuCHT HAIIPaBJISACTCS
JeJamyM BpadyOM B MCIHWIMHCKYIO OpraHU3alnio, OKa3bIBAIOITYI0O MCIUIIMHCKYTIO ITOMOIIb OOJILHBIM C
reMaToJIOrHYeCKUMH 3a00J1eBaHUSIMHU AJId YCTAHOBJICHUA JUArHOo3a U OKa3aHUs CHCHH&HHSHPOB&HHOﬁ,

B TOM 4HUCJIC BBICOKOTCXHOHOFHqHOﬁ, MCIIPIHI/IHCKOﬁ ITOMOIIH.

[Tpu BeisiBieHun OJIJI wiM mogo3peHUMH HA HEro B XOJ€ OKa3aHUs CKOPOHM MEIMIMHCKOW MOMOIIU
OOJIBHOTO TIEPEBOMAT WM HAMPABJISAIOT B MEIUIIMHCKUE OPraHMU3alMM, OKA3bIBAIOIINE MEIUIIUHCKYIO
MOMOIIb OOJNBHBIM C T€MAaTOJOTMYECKUMH 3a00JI€BaHUSAMU, JJISl ONpEAENICHUs TAaKTUKU BEICHUS U
HEOOXOIMMOCTH  TMPUMEHEHUS  JOMOJHUTEIBHO  JIPYTUX  METONOB  CIEHUATU3UPOBAHHOTO

ITPOTHUBOOITYXOJICBOT'O JICUCHUA.



Cnemnuanu3upoBaHHas, B TOM YHCJC BBICOKOTEXHOJOTHYHAS, MEIUIIMHCKAs TIOMOIIb OKa3bIBACTCS
BpauyaMHU-TeMaToJIOTAMH B MEIUIIMHCKUX OPTraHU3aIUgX, OKa3bIBAIOIIMX MEIUITMHCKYIO ITOMOIIH
OOMBHBIM ,  WMEIOIMIUX  JIMIEH3WI0, HEOOXONUMYKI  MaTepHaIbHO-TEXHHUYECKyI0  0asy,
CepTU(UIIMPOBAHHBIX CIICIIMAIIMCTOB, B CTAIIMOHAPHBIX YCIOBHUSAX M YCIOBHIX THEBHOTO CTaIllMOHApa 1
BKJIIOYaeT B ce0sd TpouiIakTuKy, JMAarHOCTUKY, JICUCHHWE TeMaTOJOTUYECKHX 3a00JIeBaHMA,
TPEOYIOIMX UCIIOJIB30BAHUS CIICIHATBHBIX METOJIOB U CIIOKHBIX YHHKAJbHBIX MEIUIIMHCKHUX

TEXHOJIOTHH, a TaK)Ke€ METUIIMHCKYIO PEaOHIUTAIIHIO.

B meauumHCKOM OopraHu3anyy, OKa3blBAOIIEH MEAUMIMHCKYIO nomollbs nauueHtam ¢ OJIJI, taktuka
MEIUIIMHCKOTO OOCJICIOBaHMS U JICUCHUSI YCTAaHABIMBACTCSI BpauaMHU-T€MaToJIOTaMH C TIPUBJICUCHUEM
MpH  HEOOXOMWMOCTH JPYTHUX Bpadyel-CICIMAINCTOB, MPU HEOOXOAMMOCTH C TIPOBEICHHEM
KOHcWiInyma. PemeHue koHcuimymMa Bpadedl  odopmiisieTcs  MPOTOKOIOM,  IOAMKHCHIBACTCS

Y4aCTHUKaMU KOHCUJINYMa Bpaqefl U BHOCUTCS B MCAUTHNHCKYIO JTOKYMCHTAIIUIO OOJILHOTO.

[Tokazanua K rocnHuTanu3aldd B KPYDIOCYTOYHBIM WJIA JHEBHOW CTallMOHAP MEIUIMHCKOU
OpraHu3alMy, OKAa3bIBAIOLICH CHEUUAIM3UPOBAHHYI0, B TOM YHUCIE BBICOKOTEXHOJIOTHYHYIO,
MEIUIIMHCKYIO TOMOIL TI0 MPO(III0 «OHKOJOTHS»  ONMPENCNSIOTCS  BpPadyOM-TeMaToIorom/

KOHCHJINYMOM Bpadeii ¢ MPUBJICYCHUEM TIPU HEOOXOAMMOCTH JPYTUX Bpadyeii-CrelInaaIucTOB.
IHoka3zanus A JIAHOBOM rOCHUTAJIM3ALUM:

1. [Tono3penue/ycranosnenue quarunosa OJI.

2. lnarnoctuka peruausa OJUIL.

3. [IpoBenenue ouepennoro kypca XT B yCIOBHSIX KPYTIJIOCYTOYHOTO JIMOO THEBHOTO CTAallMOHAPA.
4. Ilposenenue 3amnannpoBanHon TI'CK.

5. BblnosiHEHNE TJIAHOBBIX XUPYPIUUECKUX BMEIIATEIbCTB.

6. BrImmomHEHHE MIIaHOBBIX OKCTPAKOPIOPAIbHBIX MCTOAOB OYMIICHHA KPOBH U 3aMECTUTCIILHONU

MMOYEYHOHW TEepaIuH.

7. IlpoBeneHne 3aMECTUTENBHOM TEMOKOMIIOHEHTHOM TE€PAIIH.

IMoka3anus QI IKCTPEHHOM MOCUTAIU3ANUMN:

Heotnoxnsie cocrosinus y nauueHToB ¢ OJIJI u mpu nopo3penun Ha OJI:

— nerkonuTo3 6osee 100 x 10°/n

— ¢ebpunpHas TUXopaka 1 HH(GEKIIMOHHbBIE OCIOKHEHHS Ha (poHe HeHTponenun nocie kypca XT;
— TE€MOpParu4eCcKuii CUHAPOM;

- TpOM6OTI/I‘-IeCKI/I€ OCJIOKHCHUA,



— HEOOXOTUMOCTh TIPOBEJICHUS DKCTPEHHOU 3aMECTUTENHHON TEMOKOMIIOHEHTHOH TepaIiuu;

— Jpyrue CHUCTEMHbIE HapylIeHusi, OOYCJIOBJIEHHBIE TEUEHHEM OCHOBHOIO 3a00JeBaHUS WU

PasBUBIINCCS BCICACTBHUEC MMPOBCACHHOIO JICUCHU.
IToxa3aHus K BbINKCKE MAIUEHTA U3 craguoHapa:

1. BoccTaHoBIeHHe TTOKa3aTesei mepudepudeckoil KpoBu (JeiikonuTs 6oxee 1 x 10%/11, rpaHyI0IHTHI
Gonee 0,5 x 10%/x, TpoMOOIUTEl Oosee 50 X 10%/1, remomioGun Gonee 80 r/J1) TIOCJIE OYepeaHOTO

Kypca XT.

2. HopmotepMmusi B TeueHUE 3—5 CYT U OTCYTCTBUE HEKOHTPOJIUPYEMbIX HHPEKIMOHHBIX OCIOKHEHHI

B II0CJIEKYPCOBOM IIEPUOLE.
3. KynupoBaHue reMopparu4eckux OCJI0KHEHHUIA.
4. KynupoBaHue TpPOMOOTUUECKUX OCIOKHECHHM.

5. KynupoBaHue CHCTEMHBIX HapylleHUH, OOyCIIOBIEHHBIX TEUEHHEM OCHOBHOTO 3a00JIeBaHUS WU

Pa3sBUBHINXCs BCJICACTBHUC ITPOBCACHHOI'O JICUCHUA.

3aKiIroYeHre O IeJIeCO00Pa3HOCTH TIepeBoia 0OMBHOTO B MPOMHUIBHYIO MEIUIIMHCKYIO OPTaHU3AIHIO
OCYIICCTBIIICTCS TOCJIC TPEABAPUTEILHON KOHCYJIBTAIIMK TI0 TPEIOCTABICHHBIM MEIUIMHCKAM
JOKYMEHTaM W/WJIW TPEIBAPUTEIBHOIO OCMOTpa OOIHHOTO BpayaMH — CIICIHAIMCTAMH METUITUHCKOM

OpraHU3aIlid, B KOTOPYIO INIAHUPYETCS TIEPEBOI.

Hepeﬂ Ha49aJIOM IIPpOBCACHUA TCpallMU PCKOMCHAYCTCA I/IH(bOpMI/IpOBaTB BCCX IMMAIUCHTOB O PHUCKC
6CCHJ'IOI[I/I$I IOCJIC IPOBCACHHA TCPpAIIMM W IMOTCHHOUAJIBHBIX MCTOJAX COXPAaHCHHA (bepTI/IHBHOCTI/I, a
TaK¥XKC O HCO6XOI[I/IMOCTI/I HCIIOJIB30BaHUA 3(1)(1)6KTI/IBHBIX MCTOAOB KOHTpalCIuu B TCUCHNC MUHUMYM

OOHOTO roga 1mocCJjc 3aBCPIICHUA TCPAIIUH.



7. JlonosiHUTE IbHAA MHpopManus (B TOM YHCJIe
(baxkTOpPBI, BJUSIONINE HA MCXO0] 3200/1eBAHUA UJIH
COCTOSIHUSA)

IMonHoneHHOE cO0MI0IeHHe POTOKOJIOB JieYeHNsl (PeKnMa Tepanmm)

Cnocobnocmuv  3a6epuiums NOAHBIN KYPC UHOYKYUOHHO-KOHCONUOAYUOHHOU mepanuu 6 meyeHue
VKA3AHHO20 Nepuooa 6pemenu, da 3amem GblNOIHAMb NOOOEPIHCUBAIOWYIO MEPANUIO 8 NOTHOM obveme
AGNAeMCS 4emKUM HNPOSHOCMUYECKUM (DAKmMopom, HEeOOHOKPAMHO NPOOEeMOHCMPUPOBABUIUM CEOI0
3HAUUMOCmb 8 pocculickux ucciedosanusx. C 2moil KOHyenyueu CcoelacHvl U 3apybedicHvle
uccneoogamenu. Adexkeamnoe XT 6o30eticmseue ocmaemcs hynoameHmom ycneuwiHo2o nedenus. K
coolcanenuio, HeaoeK8amHOCMyb BbINOTHEHUs NPOMOKON08 Je4eHUus 00 CUX AGIAemcsi OOHOU U3
OCHOBHBIX NPUYUH 3HAYUMENbHO MeHbulel dpgexkmusnocmu nevenus nayuenmog ¢ OJI 6o mHo2ux

cemanmaoslocudecKux yeHmpax.
TapreTHaﬂ TEpanusa

IIpoepecc 6 uzyuenuu monexkynsipnozo namoeenesa OJIJI npusen x pazpabomke HOBbIX MAP2EMHbIX
npenapamos, m. e. MOLeKYI, MeXaHusM Oelcmeusi KOmopwlX C65A3aH C GIUAHUEeM Ha OelKu, QyHKyus
KOMOPbIX UMEHAEmMCs 6 pe3yibmame Mymayuu uiu mpaucioxayuu. Hanpumep, eememuueckue
UBMEHeHUsT NPUBOOAmM K MYyMmayusim 6 2eHax, aKMusupyrouwux Kackaovl mMpaHcOVKYuu CucHaia
(nanpumep, IKZF1, JAK, PDGFRB, FLT3, KIT, RAS), ciusanuio 2eno8 unu Mymayusam, Rpusooauyum K
NOBLIUUEHUTO UTU YeHeMmeHUI0 MpancKkpunyuonno akmusnocmu (Hanpumep, BCR-ABL, CEBPA), uiu k
Hapywenuo QYHKYuu 2eHos, 8061e4eHHblX 8 nepedady cuenana (nanpumep, NUP9S). Xoms ons
HEKOMOpbIX NPenapamos, O0etcmeyoumux Ha MOLEKYIAPHOM YPOoBHe, U Oblld NPoOeMOHCMPUPOBAHA
agpgpexmuenocmo npu OJII, yoce na cmaouu KU Ovinio nowamuno, umo OONbUWUHCMBO U3 HUX
HeoOX00UMO UCHONIb308AMb 6 COYEMAHUU CO CMAHOAPMHBIMU YUMOCNAMUYECKUMU Npenapamamu
[11, 28-33, 111].



Kpurepun oieHKH KayecTBa MEIUIIUHCKOU MTOMOLIH

Ne Kputepum kauecrBa YYP /111

1 BboinonHeH OAK c noacyeToM nenkoumTapHon (opMynbl U onpeaeneHnem yucna C 5
TpoMbouunTOB

2 BbinonHEHO uuTONOrMyeckoe wuccnegoBaHve ™Maska KM (Muenorpamma) w3 C 5

CTepHaNbHOro NyHKTaTa

3 BbIMOSIHEHO ULMTOXMMMYECKOe uccnegoBaHne Mukponpenapata KM (6nacTHbix B 2
knetok KM)

4 BbINONIHEHO CTaHAapTHOE LMTOreHeTu4yeckoe uccnegoBaHue (KapuoTun) acnuparta B 2
KM (B TOM umcne BbIMOSHEHO MUCCNeAoBaHWe ANns AeTeKuuu TpaHcnokaumn t(9;22)
nt(4;11))

5 BbINONHEHO MUMMYHO(EHOTUNMPOBAHNE FEMOMO3TUYECKUX KNIE€TOK-NpeaLlecTBEHHML, B 2
B KM

6 BbinonHeHa KT ronosbl, OpraHoB rpyaHOM M 6pOLWHON NonocTen C 5

7 BbinosiHEHa CMMHHOMO3roBas MyHKUMA C LMTOSIOTMYECKUM UCCIEeAOBaHNEM KJTETOK B 2

CMUHHOMO3roBOM XXMAKOCTHU (MVIKpOCKOI'IVI‘-IeCKoe nccnepoBaHme CrMHHOMO3roBOM
XNAKOCTU, NOACHET KJIETOK B CHETHOMU KaMEDE)

8 MauMeHTy BO BpeMs MepBOi AMArHOCTUYECKOW CMUHHOMO3roBoi nyHkumn | C 5
BbIMNO/IHEHO MHTpaTeKaslbHOe BBEAEHWE XMMUOMPenapaTos

9 B3pocnomy nauuneHTy ¢ Ph-HeratmeHbiMm OJ1J1 npoBeseHa WUT, cornacHo ogHOMY u3 B 2
ABYX MPUHLMMNOB XMMUOTEPANEBTUYECKOrO BO3AENCTBUA: 1) UMMYNbCHOE,
BbICOKOZO3HOE C noc/feaytower TMOoCTOSHHOM  noadep)XuBawLwen Tepanuen
(nporpamma Hyper-CVAD); 2) 6onee TpaauunmoHHoe (cTaHaapTHoe) - 8-9-
HeAenbHasi  HenpepbiBHas MHAYKUMS C  MOCNeAYLWUMU  HEOAHOKPATHbIMU
BbICOKOAO3HbIMWM ~ MWenoabnsaTUBHbIMM  KypcaMMm U B MOC/AeAyloleM  —
noaAep>XMBaLMM ledeHneM

10 BbinonHeH BblIbpaHHbIA AN AAHHOrO MnauneHTa MNPOTOKONA C HEeYKOCHWUTENbHbIM C 5
cobntoaeHneM BpeMEHHOr0 pernameHTa

11 [MaumeHTy, He3aBMCMMO OT MNPUMEHSEMOro npoTokosia (KpoMe Tepanuu 3pesioro B 2
BapuaHTa B-OJ1J1), BbINOJIHEHO MOAAEPXMBAIOLLEE JleYeHMe, CcocTosiee: wu3
eXeHeBHOro npuMeMa MepkantonypuHa**, metoTpekcata** (4o3MpoBKa COriacHoO
npotokony) - 1 pas B Hepento, MynbCOB MHOKOKOPTUKOCTEPOUAHbLIX TOPMOHOB U
BUHKpPUCTUHa** — 1 pa3 B mMecsy

12 Maunenty ¢ OJIJ1/1IBN1 U3 rpynnbl BbICOKOrO pucka nmbo naumnenty ¢ OJI1/JIBJT npu Cc 5
peunamBe 3aboneBaHusl, a TakXe MX cuMbAMHraMm BbiNONHEHO onpeaeneHne HLA-
@HTUIEHOB C Liesiblo NOMCKa NoTeHuManbHoro JoHopa KM

13 MaumeHTy Ha 3Tanax WHAYKUMW W KOHCONMAauMu nepes HayaaoM KaXkaoro C 5
nocneaywouwero stana Ambo 1 pas B 2 Mecsua BbINOJIHEHO KOHTPOJIbHOE
nccnepgosanme KM (nonyyeHue umtonormyeckoro npenapata KM nytem nyHKumm
(cTepHanbHaa  NyHKUMS) W UATONOrMYecKoe  uccnegoBaHMe  Maska KM
(MnenorpamMma) n3 ctepHanbHOro nNyHKTaTa)

14 MauneHTy Ha doHe nopaepxuBatowen Tepanum 1 pas B 3 Mecsua B TedyeHue 2 net C 5
W B pJanbHelweM, Moc/ie CHATUSE C JledyeHus, Kaxable nonroga Ao 3 neT
HabnwaeHns  BbIMNOMIHEHO  KOHTPONAbHOe  uccneposaHne KM (nonydeHue
umTonormyeckoro npenapata KM nyTeMm nyHKuun (CTepHanbHas MyHKUMS) W
uMTonormyeckoe wuccnepgosaHne Maska KM (Mmenorpamma) M3 CTepHasbHOro
nyHKTaTa)

15 MauneHTy ¢ no3gHum peumansom OJIJ1/JIBJ1 Ha3HadeHa cTaHaapTHas Tepanus OJ1J1 C 5
1- nnHUn
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IIpunoxkenne A2. MeronoJiorusi pa3padoTKku
KJINHUYECKHUX PeKOMEHIAIMT

HeneBast aynuTOpus KIMHUYECKUX PEeKOMEHIALMIA:

BpAaYU-Te€MaTOJIOTH;

e Bpa4YM-OHKOJIOTH;

e BpPAYU-TEPAIECBTHI;

e BpPAYM-AKYIIEPBI-TUHEKOJIOTH;

e BpAUYM-AHECTE3UOJIOIU-PEAHUMATOJIOTH;

e Bpauu-KIMHUYECKUE (DApMaAKOJIOTH.

Poccuiickass wucciienoBaTenbCckas rpynmna Mo HM3y4YeHHIO OCTPhIX Jieko30oB ¢ 1995 r mposena 3
MHoroueHTpoBblx KM mno neuennro manuentoB ¢ OJIJI B Bo3zpacte or 15 mo 55 ner, B KOTOPBIX
MPUHUMAJIH y4yacTue reMaToioruueckue neHTpsl u3 6onee yeM 30 ropogos Poccuu. PesynbraThl THX
MCCJIeIOBAaHNN HEOJHOKPATHO OMYyOIMKOBAaHBI M OOCYKIIEHBI Ha €XETOJHBIX pabOYuX COBEHIAHUSIX
UCCIIEIOBATENbCKOM Tpynmnbl. KpoMe Toro, npu co3qaHuu HallMOHAJIBHBIX PEKOMEHIALMM HCIIO0Ib30BaH
ONBIT M OTAENbHBIX (peepanbHbIX TeMaTOJIOTHYECKUX IIEHTPOB, B KOTOPBIX KOHLEHTPUPYIOTCS

OOJIBHBIE PTUM 3a00JICBAHUEM.

Poccuiickaa uccnenoBarenbckas rpynna no jedenuto OJIJI B3pocnwix (mamee — RALL) sBnsercs
YYaCTHUKOM OOIIEEeBPOIENUCKON KOOmepaluyd B 3TOW 00JaCTH TeMaTOJIOTHU U BXOJUT B €BPOIEUCKYIO
pabouyto rpynmy mno uszydeHuto OJIJI m oObenuusieT 14 wmccraemoBaTeIbCKUX TPYII U3 Pa3IAYHBIX
eBponeiickux cTtpad. [Ipu pa3paboTke pexkoMeHAAUUH TaKKe YUYHUTHIBAJICS OIBIT aMEPUKaHCKHUX

uccueaoBaresbekux rpynn u pekoMenaanuu NCCN.

[Tockonbky OJUJI mpeacraBnsger coboil pemkoe 3a00JeBaHUE W XapaKTEPU3YETCs CYIIECTBEHHOM
reTepOreHHOCThI0, B HacTosIIee BpeMs obmieit nporpammel jgedenust OJIJI He cymectByror. Tepanus
OJIUI derko muddepennupoBana. B ocHoBe Poccmiickux pekoMeHmamuii Jexar pe3ysibTarhbl
COOCTBEHHBIX HCClenoBaHui, EBpomeiickue pexoMmenmanuu 1o JsedeHuro OJIJI, AmepukaHckue
pexomenganuu NCCN.

Tab6auua 2. [lxana onenku Y/ 1u1st METOIOB TUArHOCTUKH (IMarHOCTHYECKUX BMEIIATEIHCTB)

yan PacwudpoBka

1 CucteMaTuyeckme 0630pbl UCCNEAOBaHUM C  KOHTpPoSieM pedepeHTHbIM MEeTOAOM WM  CUCTEMATMYecKuii 0630p
paHAOMU3MpPOBaHHbIX KU Cc NpMMeHeHMeM MeTaaHanmsa

2 OTpenbHble MCCNefoBaHUst € KOHTposieM pedepeHHbiM MeToAOM WAW  OoTAeflbHble paHAOMU3MpoBaHHble KU u
cucTeMatmyeckne 063opbl UCCenoBaHMin Moboro AmsariHa, 3a UCKIIOYEHMEM paHAoMU3npoBaHHbIX KW, ¢ npyuMeHeHneM
MeTaaHanmsa

3 NccnepoBaHua 6e3 MocnefoBaTeNlbHOMO KOHTPONS pedepeHTHbIM METOAOM WU  WUCCNeAOoBaHWs C pedepeHTHbIM
METOAOM, He SBMAOWMMCS HE3aBWCUMMbIM OT WCCNeLyeMOro MeToAa WM HepaHLOMU3UPOBaHHble CpPaBHUTENbHbIE
nccnefoBaHUs, B TOM UYNCNe KOFOPTHbIE UCCNELOBaHMS

4 HecpaBHUTeNbHbIE NCCEf0BaHUSA, ONUCaHUE KIIMHUYECKOro criydas

5 MmMeeTcsa nuwb 060CHOBaHME MexaHM3Ma AeNCTBUA UM MHEHMe JKCNepToB




Ta6aumuna 3. Illxama omenku YIJI 11 MeTOmOB MNPOQPMIAKTHKH, JICYCHUS W peaOuIuTaIlluu

(mpodumnakTuyeckux, 1e4eOHBIX, PeadMIIUTAIIMOHHBIX BMEIIATEIbCTB)

yaa PacwudpoBka

1 CucrteMaTmyeckumii 0630p paHAOMU3NPOBaHHbIX KW ¢ npuMeHeHMeM MeTaaHanmsa

2 OTpenbHble paHAoOMM3poBaHHble KW 1 cuctemaTmyeckme 0630pbl MccnenoBaHuii noboro AmsariHa, 3a WUCKIKYeHMeM
paHAoOMU3MpoBaHHbIX KW, ¢ npuMeHeHneM MeTaaHanu3a

3 HepaHaoMu3MpoBaHHbIE CpaBHUTESbHbIE UCCNEA0BAHUSA, B TOM YUC/IE KOMOPTHbIE UCCNeA0BaHUSA

4 HecpaBHUTeNbHblE UCCNefOBaHUS, OMUCaHUE KIMHWUYECKOrO Cflydass WM cepuu CryvyaeB, uccnenoBaHUsd <<cnyqa17| -
KOHTPO/1b>»

5 MmeeTca nuwb 060OCHOBaHWE MexaHW3Ma [AeNCcTBUS BMellaTenbCTBa (.CI,OKJ'IVIHVI'-IeCKVIe VICCﬂeLI,OBaHVIﬂ) nan MHeHune
3KCnepToB

Tabamuna 4. Illkana ouenku YVYP nns MeronoB NpopuIaKTUKW, TUATHOCTUKH, JIEYEHUS U

peabunmutanmy  (MPOPUIAKTHIECKUX,  JUATHOCTHYCCKUX,  JICYeOHBIX,  peaOMIUTAIMOHHBIX

BMEIIATEIbCTB)
YyP PacwuundpoBka
A CunbHasa pekoMeHzaums (Bce paccMaTpuBaeMble KpUTepun apPeKkTUBHOCTU (MCXOAbI) SABASIOTCS BaXXHbIMU, BCe

nccnenoBaHnda UMMEKT BbICOKOE WU yAOBJIETBOPUTEJSIbHOE METOAO/IONMYECKOE KadecCcTBO, WX BbIBOAbI MO
MHTEPECYOLWNM NCX04aM ABNAKTCA COFJ'IaCOBaHHbIMM)

B YcrnoBHasa pekoMeHaauus (He Bce paccMaTpuBaeMble KpuTepumn ahheKkTUBHOCTU (MCXOAbl) SBASIOTCS BaXKHbIMU,
He BCe WCCNeaoBaHUs MMET BbICOKOE WM YyAOBMETBOPUTENIbHOE METOAOSIOrMYECKOe KayecTBO W/WIn Ux
BbIBOAbI MO MHTEPECYIOLMM UCXOAaM He ABSOTCA COrNacoBaHHbIMM)

C Cnabas peKoMeHgauuna (OTCYTCTBVIe A0Ka3aTeNibCTB HaAdsieXxauwlero Kadecrtea (BCG paccMaTpuMBaeEMbIE KPUTEPUN
3¢)¢JEKTVIBHOCTM (VICXO,CI,I:I) ABNAKTCA HEBaXHbIMKU, BCE€ WCCNegOoBaHMA WMEKT HU3KOE MEeTohos10rnyeckoe
KayeCTBO U UX BblBOAbl MO MHTEPECYHOLWMM UCXOOaM He ABJIAKOTCA COFﬂaCOBaHHbIMM)

IMopsiiok 00OHOBJIEHHSI KIMHUYECKUX PeKOMEeH AU

Mexanusm obnonenusi KU npegycMarpuBaeT ux CUCTEMATHUECKYHO aKTyalIM3aluio — HE peke ueM |
pa3 B 3 roja WM MpU TMOSBICHUH HOBOW MH(OpPMAIIUU O TAKTUKE BEJEHHUS MAIMEHTOB C JAaHHBIM
3a0oneBanueM. Pemenne 00 oOHoBieHuH npuHuMaer M3 PO® Ha OCHOBE MpEMJIOKEHUN,
MPEICTABICHHBIX MEIULIHUHCKUMU HEKOMMEPYECKUMH MpO(EeCCHOHATBHBIMU  OpraHU3alUsIMH.
CdopmupoBaHHbIE TPEAJTOKEHUS JIOJDKHBI  yUWTHIBATh  PE3ylIbTaThl  KOMILJIEKCHOM  OIICHKHU

JICKAPCTBCHHLIX IIPEIIapaToB, MCAULIMHCKHUX HBHGHHﬁ, ad TAKIKC PC3YJIbTAThI KJIMHUYECKOMN anp06au1/11/1.



IIpunoxkenne A3. CnpaBo4yHbIe MaTePHAJIbI,
BKJIIOYasl COOTBETCTBHE NOKA3AHUI K IPUMEHEHUIO H
MPOTUBOIOKA3AHUI, CIOCO0O0B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX IMPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO Npenapara

HNPUJTOKEHUE A3.1. [Iporokousl Jeuenuss OJIJI

IIpoTokoJ poccuiickoil ucciaenoBareabckoi rpynnbl 1ist Ph-neratusubix OJIJI y nauuenToB B

Bo3pacte MoJio:ke S5 set — «OJ1JI-2009»



Cxema npororoaa «OJLT-2009x

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

-

<25 % OGnacToB
I gpaza unoyruuu

Ipeornuzonon** 60 mMr/m?,

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

=25 % bGmacToB
I ghaza undyruus

Hexcavemazon®* 10 mr/m?,

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

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

Myaxnas KM ua 36-ii gens

.

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

Hyakoaa KM aa 70-i nenn

— I——

=35 % O1acTOB

'

=5 % DIacToB

.

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

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

Koncoauoanus IT

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




Meprantomyprs** 50 mr/m?, 92—-105-i1 aun
Acnaparnuaza** 10 000 EJl/m?, 92-i1, 99-i1 nun
Kaﬂca.wuldm{m Irr

Meprantonypua** 25 mr/m?, 106—133-i1 qun
HMuxnodocdamun®™® 1000 smriv?, 106-i geHs
Hurapabma®** 75 mr/sm?, 108-111-i1, 122—125-ii aum

Acmaparmuaza** 10 000 EI/m?, 11341, 127-i1 aan

(mna mammenToB ¢ T-OJUI ocymecteaserca coop I'CK),

ay1o-TI'CK BeIMOIHAETCA NOCTe/ BMecTo

IV n V KoHcOmIIamm)

Knﬂcmx}daqm IV

Metotpekcar** 1.5 r/'m? (B Tewenne 24 1), 134-ii neHs

JexcameTazon** 30 mr/m?, 134-136-11 1an

Acnaparnsaza** 10 000 EJI/m?, 136-i1 nens

’

Kouncorudauua V

ITnTapadnme** 2 r/m?, 2 pasa B nens, 148-ii 1eHs
Jexcametazon** 30 mr/m?, 148—150-11 mun

Acnaparnnaza®* 10 000 E/m*, 150-i1 nens

'

-

v
Yucao Yucao Hoza
JeHKomHA | TpOMOON | MepKanT
TOB HTOB OnypHHA

k4

Bonee 2.0 | Bonee 100 | 100 %%
% 10%/n « 1090 03B
Or 1.0 =| O 50 x| 50 %
10%1 gmo| 10%n go | mozmt
2.0 = | 100 X
10%n 10%/n
Menee Menree 50| 0%
1.0 % | = 108/n
10%n

Hooddepucusaruian mepanus 6 meyenue 2 J1em om MOMEHMNG 3A6EPIUEHUR NOCTEOHE20 KYPCa

ROHCOTROTNNN

Mexcoy quraamu noddepHcusariien mepanun Hem unmepsairee: I-u dens nociedywiiezo

Kypca caedyem cpasy 3a nocTeOHuM OHEM NPESUECTNEYIOLEZO

Hodoeprcusarwiara mepanus, yurist Ne 3(1-3):

(cymmapuas 003a aHMPAYUKIUHOBLIX AHMUOUOMUKO8 K MOMEHmY 3aeepuienus 3-20 Kypca

Hexcamerazon** 10 mr/m?, 1-3-11 gan
Meprantonypus** 50 mr/m?, 4-28-11 qHn
Buugpictua™*™® 2 mr, 1-ii 1eHs
HayuopyOmuma** 45 mr/m?, 1-i1 2eHB

Metotpekcat** 30 mr/v®, 2, 9, 16, 23-i1 gHn

"‘1\

Moandukans 10361
MepRanTomypnHa**
MeToTpercaTa®*™ B
JABHCHMOCTIH OT
YPOBHA NMEeiIKOLHTOB H
TpomboLITOB

-

nooodepacusaroweti mepanuu cocmasnsem 360 me/m’ é pacueme na daynopyouyun**)

Iloooepicusarowana mepanus, yuxavl Ne 21(4-24):

Hexcamerazon®* 10 mr/m?, 1-3-i 1HA

Mepxkantonypun®* 50 mr/m?, 4-28-i1 n1Hu

Bunkpuctua™** 2 mr, 1-if nenp

Merotpekcar** 30 mr/m?, 2, 9, 16, 23-ii naun




o Acmaparunaza** 10 000 EJI/m?, 3-i1, 10-i nam

Ilpogpunaxkmuka neitponeiikemuu

NuTtparekanpHo (tuTapadbun®* 30 mr, metoTpekcar** 15 mr, gekcamerazon®* 4 mr): 0, 7, 14, 21, 28,

35, 70-i1 guu B Teuenue WMT, 105-it nenp koHcomupmaumu II, kaxkaple 3 Mecsla B TEUCHHE

MOAAECPKUBAIOLIEH TEPATUU.

Jleuenue neitponeitkemuu

[Tocne nuarHocTUkM HeWpoleHkeMUu Bce OOJIbHBIE, MONYYArONINe MPEIHU30JI0H™*, mepeBoasITCa Ha

nexcameta3zon™*. JliomOasibHble TyHKIIMH BBIMOJHAIOTCS € 4acToToil 1 pa3 B 2-3 nHA 10 moisydeHus 3

HOPMAJIBHBIX aHAJIM30B JIMKBOPA, 3aTCM ITYHKIIMU BBIITOJIHAKOTCS 1 pa3 B HCACIIO B TeueHHEe3 MCC,

3areM | pa3 B 2 Hes B TeueHue 3 Mec, 3areM | pa3 B 2 Mec /10 OKOHYAHUS JICUCHMUSI.

IIporokos HemMenkoi uccieaoBarejJbckor rpynnsl Aas Ph-veraruBueix OJIJI y manuenToB B

Bo3pacte MoJio:xke 55 ser GMALL (06/99 u 07/03)
®da3a Trepanuu Ho3a, myTh BBeAeHUSA

Ipendaza (1-5-it 1HM)

JlekcameTrazon™* 10 Mr/M? BHYTpb
Huxnodochammmg** 200 mr/m? B/B (1 )
Merotpekcar** 15 Mr uHTpaTeKaIbHO

I ¢paza unaykumu (6—20-ii neHnb)

Jexcamerazon™* 10 mMr/m? BHYTpB

Bunkpuctua** 2 mr B/B (0OJIFOCHO)

JayHopyOunun™* 45 mr/m? /8 (15 mun)
Bospacm >55 nem 30 me/n?

o Acmaparunaza** 10 000 EJI/m?, 20-#, 17-t1 nau
[-KCD 5 MKI/KT TIOOKOKHO
Y nayuenmos ¢ ucxoonvim

Konuyecmeom Heumpogunoe <500/mxn

Bpems BBeneHust

1-5-11 nan
3-5-11 qHU

1-11 neun

6, 7, 13—16-i1 gun

6, 13, 20-i1 nun

6,7, 13, 14-i1 nau

Hauunas ¢ 6-ro qus

Hauunag ¢ 1-ro mus

TaxTuka BeeHMs MAMEHTOB C MCXOIHBIM KOMruecTBOM HelTpodumoB <500/MKI (UK pa3BUBIIUMCS

B TeueHue 1-x 5 qHei):



o [IP unu wacmuunas pemuccusi Ha 1I1-ii Oenv: 6edenue Oaynopyouyuna**, eunxkpucmuua™* u

OdekcamemasoHa™* npu Heobxooumocmu modcem OblmMb NepPeHeceHo 00 B0CCMAHOBNEHUS YUCIA

Heumpogunos >500/mxn (maxcumym Ha Hedeiro).

o Hpu pesucmenmrocmu Uil npocpeccuu. npodoﬂofceHue mepanuu.

Ouenka pemuccuu: 11-it u 26-it guu (¢ onenkor MOB).

II ¢paza unayxkunu (26—46-i 1amn)

Huxnodochammm™**
[utapabun**
MepxkanTomnypun™*
Merotpekcar**
I-KCo

O6nyuyenue [THC

15 Mr uHTpaTeKkanbHO

1000 mr/m? B/B
75 mr/m? B/B

60 Mr/m> BHYTpb

5 MKI/KT IOAKOKHO

24 Tp

26-i1, 46-i1 qHU

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

28, 35, 42-i1 nHu

HaynHas ¢ 26-r0 qHA

[Tammmentam ¢ T-OJIJI ¢ mopakeHreM cpeAoCTeHUs B Hadaje BTOPOU (a3bl MHIYKIIUHA BBITIOHSICTCS

KT-xontpons. Ilpu octarounoit omyxoiau >2 cM Tocie BTOpoH (a3bl MHAYKIIMH B MPOTPAMMHYIO

TEpanuio BKIOYAIOT O0ITyUYEeHHE.

Ouenka pemuccuu: 46-i1 nens (¢ ouenkoir MOB).

Korcomanamaa I (71-i qens)
Jekcametazon**
Bunkpnctua**
Metotpercar™*

Bospacm =35 aem
#3Tomo3na™*
Iurrapabma™*
Bazpacm =35 aem
I'-KC®D
Mertorpercar**
Iurapabna**

Jekcamerazon**

10 mr/m® BHYTPE

1 mr/m? (mMax 2 mr) B/B (BomocHO)
1.5r/m2 /B (24 1)

1,0 &/v e/

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

2 r/m? 2 paza B neus B/8 (3 1)

I r/m? 2 pasa B 1eHb B/B

5 MET/KT MOJKO&HO

15 mr
40 mr

HHTpATEKATBEHO

ER i

Ouenka pemuccuu: 71-it ness (¢ ouenkoit MOB).

1-5-i1 oan
1-ii DeHE

1-it mens

HA4YMHAA ¢ 7-TO JHA

12-11 nens

Hanee mpoBomutcss mobunuzammst u c6op CKK Bcem mamumeHTaM CTaHAApTHOTO pUCKA U BCEM

MMamuCeHTAaM BBICOKOT'O MU OUCHb BBICOKOI'O I'PYIIIT PUCKA, Y KOTOPBIX HCT JOHOPA.

CxeMa JanpHENIero JeYeHUs 3aBUCUT OT TPYMIIbI pPUCKA, K KOTOPO MPUHAJICIKUT MMAIIUEHT.



Jas rpynnsi cTAHIAPTHOIO PHCKA:

Koncoanzanns IT (16-a nenens)

MetoTpercar**

Bospacm =35 1em

Acnaparunasa**
Meprantomypun**

1.5 v/ 8/B (24 q)
1.0 2w’ efs

10 000 Ed/w?,

60 mr/v? BHYTPB

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

Peanayknna I (22-a nexeasn)

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

Meprarnronypuu®*

20 mr/n? 8/B 3 pBa

1 mr/st? 8/8 (GomocHo)

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

15 mr

40 ar HHTPATEKATEHO

4 mr

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

60 nr/s? BHYTPB

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

Koncoanaanna ITT (30-a nexena)

MeTtoTpercar**
Bospacm >33 1em

Acnaparunasa®®
MepranTomypun®*

Koncoanzanusa IV (36-a sexens)

IIuTapaons**
Tennnosng
MetoTpercar**
Hutapaous™**

Tekcametazon™*

Koncoanzanna V (41-a nenens)

Huxnodocharmg**
[utapaduu**
Metorpexcar**

LlnTapaous**

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

1,0 2w 6/a

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

150 mr/s® BB
100 mr/se? 88 (2 9)

15 mr

40 mr HHTPATEKATBHO

4 mr

1000 sr/s’ 8/8
500 mr/se? B/ (24 |)

15 mr

40 mr HHTPATEKATBHO

1. 15-f xrm

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

1-7. 15-21-i xuu

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

1=7-it 1N

1. 15-if aum

26-i1, 46-i1 ann

28-31, 35-38, 42—45-it 1im

26—46-i1 gaH

Jam 1-ii, 15-i1 aum

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

1-5-i1 7am

1-5-i1 1an

1-it qenn

1-1 Hegens

1-1 Henens

1-a Hegena



Tercamerazon**

4 mr

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

Konconuaanua VI (46-a nenens)

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

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

Janee nposogutea crpatidukaund no MOB-cratycy nauneHTa:

s [ pymna nusxozo pucka no MOB: oxonyanue mepanui.

1-§t, 15-i1 aumn

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

52-1 Hemens

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

WU MEPANUA & PAMKAX UCCIedosanil.

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

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

IMpu Hatuyuu donopa:

*»  An10-TT'CK podcmeennan wiu HepodcTHEENHAA.

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

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

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

NercaMmeTtazon™*

10 sr/s? /e (15 Mun)

7 me/n? a/s

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

1 2/u afe

5 MEr/ET

15 mr

40 mr HHTpaTeKaIBHO

4 mr

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

OJL1 m3 T-npenmecTBeHHHKOB

1-ii, 3-it aan

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

HAYHHAA ¢ 7-TO JHA

1-i1 gene



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

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

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

[-KCd 5 mET/RT HaumMHadA ¢ 6-ro I

MetoTpercar** 15 Mr

LluTapaoun** 40 mr HHTPATEKATBHO 1-ii gens

Hexcamerazon™™ 4 mr

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

Ayto-TI'CK

[TarueHTsl M3 TPynm BBICOKOTO M OYEHb BBICOKOTO PHUCKOB, KOTOPHIM HE MOXKET OBITH BBHINIOJIHEHA
TpaHCIUIaHTanus, nonydaror XT 1mo mporpamme rpynisl CTaHAAPTHOTO PUCKA € COOTBETCTBYIOIIUM

MOB-kouTposiem. [Tocne roga Tepanuu BHOBbL ogHUMaeTcs Bonpoc o BeinonHeHun TT'CK.
IIporokoa M.D. Anderson CRC Hyper-CVAD/R-HMA

Iporokoa Hyper-CVAD coctout u3 depenoBanus cooctBeHHo KypcoB Hyper-CVAD (1, 3, 5, 7) u
kypca R-HMA — murapabuna** m metorpekcara** B BbICOKMX n03ax (2, 4, 6, 8) u mampHenmei

MOJI/IEP/KUBAOIIEN TEpPaIIHH.

®da3za Tepanuu [o3a, nyTb BBeeHHUS Bpemsi BBeneHust
Hyper-CVAD
Huxnodochammm™ 300 mr/m? 2 pasa B neHb B/B (2-3 1) 1-3-if guu

(Bcero 6 BBeneHUIA)

Bunkpuctun** 2 mr B/B 4-ii, 11-#1 nHA
JlokcopyOourmn** 50 mr/m? B/B (24 u) 4-i1 neHp
Hexcamerazon™* 40 Mr B/B UM BHYTPb 1-4-#, 11-14-i1 nau

HD-MTX-Ara-C
MeTtoTtpekcar** 1 t/m? B/B (24 ); 1-i1 neHp
[utapabun** 3 r/m” 2 pasa B [eHb B/B (2 ) 2-i1, 3-i1 mHU
Bospacm >60 1em 1 2/ /s

(Bcero 4 BBeJICHUS);

Metunmnpeaauzonon™** 50 mr 2 pasa B IeHb 1-3-11 qaun



(Bcero 6 BBeieHUH)

[Ipodunaxtuka nopaxenuss LIHC mpoBomutcss Ha KaxaoM Kypce, CyMMapHO 16 HMHTpaTeKaIbHBIX

BBEJICHUU:

e MetoTpekcar™** — 12 Mr uHTpaTekaabHO, 2-i1 I€Hb.

o [{urapabun™* — 100 Mr uHTpaTEKAIBHO, 7-11 ICHB.
Obs3amenvHas no0depIHcUBarOwas mepanus 6 meyeHue 2-x jiem.

IIporokou ¢ppanuy3ckoi rpynnsl GRAALL-2003

®da3a Tepanum o3a, nyTh BBeieHUS Bpems BBeneHust
Ipeadgasa
[Ipenuuzonon™* 60 mr/m? nau —7 10 —1
Mertotpekcar** 15 Mr uHTpaTeKagbHO Mexnay —7 u—4
Nupyknus 1
[Ipenauzomon™* 60 Mr/m> 1-14-i1 nan
HayHnopyoununa™* 50 mr/m? 1-3-1 gHu
30 Mr/m> 15-#, 16-i1 quu
Bunkpuctun™* 2 Mr 1, 8, 15, 22-i1 M
Acmaparunaza™** 6000 EI[/M2 8, 10,12, 20, 22, 24, 26, 28-ii 1H1
Huxnodochammmg** 750 mr/m> 1-#1 neHn
750 mr/m? 15-ii neHp (pu XOpoIIEeM paHHEM OTBETE)
500 mr/m> (12 u) 15-#, 16-i1 nenp (Mpu HEAOCTATOYHOM pPaHHEM
OTBETE)
Ounrpactum™** 5 MKr/KT ¢ 17-ro aHst 10 BOCCTAHOBJICHUSI TPAHYJIOLIUTOB

NHTEeHCUBHBI HHAYKIMOHHBIH KypC IPU OTCYTCTBUHU pemuccuu nocie I ¢gaspr
#UnapyOunua™* 12 mr/m? 1-3-11 1au
[urapabun** 2 t/m? (12 1) 1-4-i nan

dunrpactum** 5 MKT/KT ¢ 9-TO JHS 10 BOCCTAHOBJICHUSI TPAHYJIOIIMTOB



Konconupanus — 6;10k0Basi Tepanus

baoku 1, 4,7
[utapabun**
JlekcameTazon™*
Acnaparunaza™**

Ounrpactum**

2 t/m? (12 1)
10 mr (12 u)
10 000 ex/m?

5 MKT/KT

1-1, 2-1 qHHu
1-1, 2-1 qHU
3-11 1eHb

7-13-11 nHU

baoku 2,5, 8
Merotpekcar**
Bunkpuctun**
Acnaparunaza**
MepxkanTomnypun™*
dunrpactum**
biaoku 3, 6,
Huxmodochammm™**
#ITono3ua**
MeTtoTtpekcar**

Ounrpactum**

3 /m” B/B (24 u)
2 Mr B/B

10,000 en/m?

60 mr/m>

5 MKI/KT

500 Mr/m>

75 mr/m>

25 Mr/m>

15-1 neun
15-11 neHn
16-11 neup
15-21-11 nan

22-27-i1 nHu

29-i1, 30-11 nHU
29-i1, 30-i1 M

29-11 1eHb

5 Mkr/kr  C 31-ro AHS 10 BOCCTAHOBJICHHS TPaHYJIOLUTOB

Ho3nuss nHTeHCHPUKaMsA (MexRIy 010KAMHU KOHCOTUIAAUH 6 1 7)

/na nayuenmoes 6 INP nocne I ¢pazot unoyxkyuu

[Ipeqauzomon™*
Bunkpuctun**
JayHnopyourua™*
Acnaparunaza™*
Huknodochammmg™**

OunrpactTum**

60 mr/m>

2 Mr

30 mr/m>

6 000 EJl/m>

500 mr/m? (12 )

1-14-i1 quun

1, 8, 15-i1 nam

1-3-11 qau

8,10, 12, 18, 20, 22-ii nou

15-i1 neHb

5 MKI/kr  ecau HeiTpoduisl <0,5/1, 10 BOCCTaHOBIEHUS



/na nayuenmoe 6 I1P nocne Il unmencusnoit gpazot

#U napyOunua™** 9 Mr/m2 1-3-11 nuu
[utapabun** 2 t/m? (12 1) 1-4-i1 naM
Ounrpactum** 5 MKT/KT ¢ 9-10 HA 10 BOCCTAHOBJICHUS TPAHYJIOLIUTOB

HonnepxuBaromas Tepanus

[Tpeqauzomon™* 40 Mr/m> 1-7-11 THU KaXABIN MecsI B TeueHne 12 mec
Bunkpuctun** 2 Mr 1-i1 neHp Kaxablil Mecsll B TeueHue 12 mec
MeTtoTtpekcar** 25 Mr/M%/He]] BHYTPD B TeueHue 24 mec

MepxkanTomnypun™* 60 mMr/m2/11eHb B TeueHue 24 mec



IMHC: npoduaakraka 1eqenne

Hpoguraxmura

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

1-fi 7enbs nosanet

HHTeHCHHEALIHHA.

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

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

Jeqeriue nefipoaeiremui, ORazHOCMUPOSARRON 6 deblome Fa000e6anuA

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

2 DIOKOB KOHCOTHIALHIH,

| BBeacHue Ha 29-11 JeHB 3 H O

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

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

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

po3pacTHOl rpynnst (55 aer u crapme)

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

-— HMyaxoas KM sa 8-# genn —_—

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

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



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

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

IIyaxnaa KM na 36-i genn

v

II drasa undyruuu

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

Hyexoaa KM ma 70-i ness

-

=5 % OmacToB

'

Koncoaudauus 1

[ —,

=5 % bmacToB

Hpozpamma

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

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

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

'

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

'

Koncoaudauun [T

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

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

Heddeprcusarouian mepaniun § mesenue 2 1em

pesucmenmusix gopm

AETEH IR

MoandHkawna 10381

| MmepranTomypraHa*® B

FABHCHMOCTH OT YPOBHA
AciiKOUMTOE H TPOMOOLUHTOR

¥

Yncao Yncao osa 6-
JedkonuToE | TpombourTo | MP

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

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

om moMenma sasepuenun nocrednezo 1 wypea konconudane.

Mexcdy wnuraamu noddeprcusarwuied mepanuu  Hem unmepeaios: l-a dens

nociedyiowezo Kypea ciedyem cpasy 3a nociedHum dnem npediiecmeyouezo,

ITeddepucusarowian mepanun, yuwtor No 8§(1-8):

[ P T

Hexcamerazon™™* 6 mr/n®, 1-3-f gan
Mepranromypua** 50 ymr/s®, 4-28-ii aum
Bunxpucrun®® 2 mr, 1-ii gens
MetoTperear™™ 30 mr/s®, 2, 9, 16, 23-it 161
Acnaparanasza** 6000 EJl/n, 3-it zeHp

cmesas Ve T4/ Ydlae

L —

~

Moanduramna 1036t

sepranTomypHHa** M
seToTpeKcara®® B
3aBHCHMOCTH OT YPOBHA

TAeiKOUMTOB H TPOMOOLIHTOB




JlUw{quﬂﬂm"‘l“ f'lr}}ufl“l R LN O ..J.[J"_"f;-
s Mepranromypuu™®* 50 mr/s®, 4-28-if aam J
o Buaxpuctus™® 2 ur, 1-i 1eHp

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

Ilpogpunaxmuka neitponeiikemuu

HNutparekanpHo (1tuTapadbun™* 30 mr, metorpekcar™** 15 mr, nekcamerazon®* 4 mr): 0, 7, 14, 21, 28,
35, 70-i mum B Teuenume WT, 105-it genp koHcommpamuu II, kaxkapie 3 Mec B TeUeHHE

MOJI/IEP/KUBAIOIIEN TEPAIIHH.
Jleuenue neiponeiikemuu

[Tociie nuarHoCTUKH HEHpOJIEHKEMUHU BCe MAIMSHTHI, MOMyJYaloie MPeIHU30I0H™* ¥, mepeBonsiTcs Ha
nexcamerason™*. JlroMOanpHbIe MyHKIIMU BBIMOIHSIIOTCA ¢ 4yacToTo 1 pa3 B 2—3 1mHA 10 MOIy4YeHUs
TPEeX HOPMAJIbHBIX aHAJIM30B JIMKBOPA, 3aT€M ITYHKIIMW BBITIOJIHSIOTCSA 1 pa3 B HEAETIO B TeUeHHUE 3

Mec, 3areM | pa3 B 2 Hell B TeueHue 3 Mec, 3areM | pa3 B 2 MeC O OKOHYAHUS JICUEHHUS.
IIpoTokoJ1 eBpoMeiicKoil rpynnbl Mo Je4eHUI0 nauueHToB crapue 55 jget ¢ OJIJI

Mpendasa: gexcamerason** (mepopaabho, 10 mr/m2, B 1-5-if 1), MeToTpekcar** (HHTPATEKaIbHO

12 wmr, B 1-ii neHb).

Unaykuus, asa I: nexcamerason** (mepopaisro, 10 Mr/m? B 6-7-it*, 13—16-if 1x1); BUHKPHCTHH**
(BHYTpUBEHHO, 1 Mr B 6-H, 13-t nun); #unapyouuun™* (BHyTpuBeHHo, 10 mr, B 6—7-i, 13—14-ii 1Hn);
MeToTpekcar** (BHyTpuoOomouedHo, 12 mr) + paekcametazoH™* (BHyTpuoOosoueuHo, 4 wmr) +
uTapabun™* (BHyTpHobomoueuno, 40 mr) B 12, 20, 27, 34-it gau; ['-KCD (moakoxHO, 5 MKI/KT, B 6-i

JI€Hb, 10 BOCCTAHOBJICHUSI KOJIMUECTBA HEUTpopuioB >1,0 x 10%/7).

Unaykuus, gpaza I: iuxnodochamua** (BayTpusento, 300 mr/m? B 20-22-it auu)[1]; uprapabun**
(BHYTpUBEHHO, 60 Mr/m> B 21-24-i1, 28-31-i nHu).

Konconunamus (kaxapie 4—6 Hen): mukisl 1, 3, 5 — metorpekcar®* (1000 MF/MZ; y nanueHToB >70
et — 500 mr/m%, BHYTpUBEHHO, B 1-if AeHb); acmaparnnasa** (1000 EJI/m?; y manuentos >70 et —
5000 Eﬂ/Mz, BHYTPUMBIIIEYHO, BO 2-H JA€Hb); Iukibl 2, 4, 6 — uurapabun™* (1000 Mr/M; y

nanenToB >70 et — 500 mr/m>, BHYTPUBEHHO, B 1, 3, 5-if q1uN).

IMoanep:xuBaias Tepanus (JUIMTSILHOCTHIO 70 2 JIeT): nekcameTa3zoH** (mepopanbHo, 40 Mr B 1—
2-it AHU); BUHKPUCTUH** (BHYTPHUBEHHO, 1 Mr B 1-if eHB); MepkanTomyprH** (epopaabHo, 60 Mr/m>

B 1-90-i1 1HNM); MeTOTpeKcaT** (BHYTpHBEHHO, 25 Mr/M2, 1 pa3 B Heelmo).
IIporpammel Jeuennst mum¢pombl bepkurra
JIb-M-04

Cxema neuenusi: npengdaza—A - C—-A—-C.



IIpeaga3za:

o Iuxnodochamun** 200 mr/m> B/B, 1—5-it quu

o Jlekcameraszor** 10 mr/m? /B, 1—5-if nHH
baok A:

o Udochamum** 800 mr/m? B/B, 1-5-it nuu

e Merotpekcar** 1,5 r/M? B/B (B Teuenne 12 ), 1-if neHsb

e Bunkpuctun™* 2 mr B/B, 1-ii 1eHb

o Jloxcopyoumuu** 50 mr/m> B/B, 3-ii 1eHb

o Iurapabum** 150 Mr/m? B/B kaxpie 12 4, 4—5-if quu (Bcero 4 BBeICHNUS)
e Drtono3un** 100 MI/M> B/B, 4—5-11 THU

o Jlekcameraszor** 10 mr/m? B/B, 1—5-if nHH
baok C:

Merotpekcar** 1,5 r/m? B/B (B Teuenue 12 1), 1-it 1eHb

BunGnactun** 5 mr/m? B/B, 1-ii 1eHb

I{urapabun** 2 r/m? B/ kaxupie 12 u, 2—3-if junu (Bcero 4 BBeICHNMS)

Sronosun** 150 mr/m? B/B, 3—5-if U

Texcamerason™* 10 mr/m” B/B, 1—5-it 1Hu

[IpodunaxkTuky HeiponeiikemMmuu MpoBoAsT B 1-it geHs npendassl 1 B 1-i1 JeHb Kaxkaoro 010Ka B BUIE

MHTpaTrekanbHOro BBeneHus X T: nurapadbun™* 30 mr, metorpekcar** 15 mr, mpennuzonon™* 30 mr.
Purykcuma6** 375 MI/M> BBOJAT B (-1 eHb Ka)x10r0 OJ1oKa (Bcero 4 BBEICHUS )
R-Hyper-CVAD/R-HMA

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

o [uxnodochamua** 300 Mr/M% B/B Kaxkabie 12 4, 1-3-# nHM (Bcero 6 BBEICHUMN)

o Jlekcamerazon™* 40 mr B/B wiu BHYTpb, 1—4-i1, 11-14-ii nHu

o Jlokcopybumua** 50 mr/m> B/B HenpepbIBHOM 24-4acoBoil HHMY3Keil B IEHTPaIbHBIHA KaTeTep, 4-i
JIeHb

o Bunkpuctun** 2 mr B/B, 4-i1, 11-i1 nau
Muxasl 2, 4, 6, 8 (HMA):

e MetoTrpekcar** 1000 Mr B/B HENpepbIBHOM 24-4yacoBoit nHY3ueH, 1-it 1eHb

e [lurapabun™* 3 r/m° (y 6ombHBIX cTapiie 60 get — 1 r/M?) B/B Kaxcapie 12 4, 2-3-if qHu (Bcero 4
BBEJICHUSA)

o Metunnpeaanzonon™** 50 mr B/B kaxasie 12 4, nuu 1-3-i 1HU (Bcero 6 BBEACHMI)

e Purykcuma6** 375 mr/m? B/B, 1-if, 11-it nuu (mukaer 1, 3) u 2-i, 8- (uukiael 2, 4) — Bcero 8

BBEICHUU



o [Ipodunakruxa nopaxenus [{THC mpoBoguTcs Ha KaxIoM Kypce, CyMMapHO 16 WHTpaTeKaJIbHBIX
BBEJICHUI: MeTOTpeKcaT** 12 Mr uHTpaTreKayibHO, 2- JeHb, IuTapadbun™* 100 Mr uHTparekanabHoO,

7-11 1eHb
R-DA-EPOCH

o Purykcuma6** 375 mr/m? /B, 0-if 1eHb

o Dronozum** 50 mr/m> B/B 3a 24 u, 1-4-it muu’

o Jlokcopyourmua** 10 mr/m? B/B 3a 24 y, 1-4-i1 nHu
o Bunkpuctua** 0,5 mr B/B 3a 24 4, 1-4-iiquu

o Tpegunsonon** 60 mr/m> BHYTpS 1-5-if 1K

o Huknopochamum** 750 mr/m? B/B, 5-it nenn[2]

NHL-BFM 90 (B-HXJI12004 ma6.)

Cxema sieueHus:

e I'pynma muzkoro pucka: V—A —B

o ['pymma mpomexyTo4HOro pUCKa WM BBICOKOTrO pucka: V — AA — BB, nanee — pecranupoBanue

e cciu [IP, To AA — BB (— AA — BB — y manneHToB BBICOKOTO PHCKA);

e eciM HenoiHbIl 0TBeT, To CC, nanee — pecTaiupoOBaHUE;

e eciu pocturnyta Bropas [P win oTcyTcTBHE OMyX0aeBOi TKaHU, O JaHHBIM OBTOPHOM OHUOIICHH,
0 AA-—BB—-CC

e €CJIM OIlyX0JIeBas TKaHb, [10 JAHHBIM TOBTOPHOU Onorncuu, To ayto-TT'CK

IMpoda3za (V):

Ipeauusonon** 30 mr/m> BHYTpb MK B/B, 1—5-if qHH

Huxnodochamua™* 200 MI/M° B/B, 1-5-if qHu

Mertotpekcar** 12 Mr uHTpaTeKainbHO, 1-i 1CHBL

[{utapabun™* 30 Mr uHTpaTeKaIbHO, 1-i 1eHb

[Ipeanuzonon™* 10 Mr uHTpaTekaabHo, 1-i 1eHb
bJaok A:

o Jlexcamerason** 10 mr/m? B/B WK BHYTpb, 1—5-# 1Hu

o Udochamum** 800 mr/m? B/B, 1-5-it nuu

« Merorpekcar** 500 Mr/m” B/B, 1-it neHb (24-uacoBast HHY3Hs)

e [{urapabun™* 150 Mr/m2 B/B Kaxaple 12 4, 4-5-ii qau (Bcero 4 BBEJCHMS)
o Dromosun** 100 mr/m? B/B, 4—5-i 10U

e Merotpekcar** 12 Mr UHTpaTeKaiIbHO, 1-i 1CHD

o [lutapabun™* 30 Mr uHTpareKkaibHoO, 1-i JCHBL

o Ilpegnuzonon™* 10 Mr uHTpaTekaabHoO, 1-i 1eHb



bJok B:

o JlexcameTa3on** 10 Mr/m> B/B WM BHYTpb, 1—5-if xau

o Iuknodochamun** 200 mr/m> B/B, 1—5-it 1uE

« Mertorpexcar** 500 Mr/m” B/B, 1-ii neHb (24-uacoBast HHY3Hs)
o Jlokcopybumua** 25 Mr/M” B/B, 4—5-it qHH

e Merotpekcar** 12 Mr uHTpaTeKaiIbHO, 1-i 1CHD

e I{urapabun™* 30 Mr uHTpaTeKaabHO, 1-i ICHD

o Ilpegnuzonon™* 10 Mr uHTpaTekagbHoO, 1-i 1eHb
Baok AA:

o Jlexcamerason** 10 mr/m? B/B WK BHYTpb, 1—5-# 1Hu

o Udochamum** 800 mr/m? B/B, 1-5-it nuu

« Merorpekcar** 5 r/m” B/B, 1-it nenb (24-uacosas uHby3us) (IpH JIedeHUH 10 mpoTokony B-HXJI
2004 ma6. — 1 r/m?)

o Bunkpuctun** 1,4 mr/m? (ne Gonee 2 Mr) B/B, 1-if AeHb

o Ilurapabun™** 150 Mr/M% B/B Kaxkabie 12 9, 4—5-i1 mHA (BceTo 4 BBEACHUS)

o Dromozumn** 100 mr/m> B/B, 4—5-11 THU

e MertoTpekcar™** 6 Mr unTparekaabHo, 1,5-i AHU

o Ilurapabun™* 15 Mr uaTparekanbHo, 1,5-i qaU

o Ilpegnauzonon™®* 5 Mr uHTparekanbHO, 1,5-1 THH
baox BB:

o JlexcameTa3or** 10 Mr/M” B/B WM BHYTpb, 1—5-if 1Hu

o [uxnodochamua™** 200 MI/M° B/B, 1-5-if qHu

« Merorpekcar** 5 r/m” B/B, 1-it nenb (24-uacosas uHby3us) (IPK JiedeHUH 10 npotokony B-HXJI
2004 ma6. — 1 r/m?)

e Bunkpuctun** 1,4 Mr/M? (He Gosee 2 Mr) B/B, 1-if 1eHB

o Jlokcopybumua** 25 Mr/m> B/B, 4—5-it qHU

e MetoTpekcar** 6 mr uaTparekanbHo, 1,5-i AHU

o [lutapabun™* 15 mr unTparekanbHo, 1,5-i1 nHK

o Ilpegnuzonon™* 5 Mr uHTparekanbHo, 1,5-i THU
baox CC:

o Jlexcamerason** 20 mr/m> B/B WIH BHYTpb, 1—5-# 1HE

o Bunkpuctun** 1 mr/m? (He Gonee 2 Mr) B/B, 1-ii 1eHb

o Ilurapabun** 2 r/m> B/B Kakapie 12 4, 1-2-it aHu (Bcero 4 BBeneHS)
e Drtono3un** 150 MI/M> B/B, 3—5-11 THU

e Merotpekcar** 12 Mr UHTpaTeKaIbHO, S- ICHD

e [lutapabun™* 30 Mr uHTpareKkanbHO, S-U JEHb

o IIpennuzonon™* 10 Mr uHTpaTeKaibHO, 5-i ICHD



e Putykcumab** 375 Mr/M> B/B 6-8 4acoB, 0-if JeHb KakIOro OoKa (B pamkax mportokoina B-HXJI
2004 mab. B 0-i1 1eHp 1-X 4 GIOKOB)

IIporpammbl jiedenusi penuauBoB 1 pedpakrepunix popm OJIJI

Flag-Ida:

#Dmynapabun** 25 mr/m? B/B 3a 30 MuH, 1-5-if gau

[urapaGuu** 2 r/m> B/B 3a 4 4 yepes 4 u nmocne #bnynapaduna**, 1-5-if quu

#Unapyourma™* 10 mr/m? B/B 33 15 MUH, 1-#1 1 3-i1 1HHI

['-KC® 5 MKI/KI OAKOXKHO C 7-r0 JHS OO BBIXOJA U3 IIUTONECHUH

Bopre3zomud + nekcameTrazoH** + MUTOKCAHTPOH + BUHKPUCTHH** + acmaparunasa™®

boprezommu6 1,3 Mr/M? B/B KanenbHo, 1, 4, 8, 11-if quu

Jlexcametazon™* 10 Mr/Mz, pa3aenuB Ha 2 BBEJICHUS BHYTpPb, |—14-ii nHH

MurokcanTpon™* 10 Mr/M2 B/B KarenbHo 3a 15-30 MUH, 1-#, 2-1 1eHb

e Bunkpuctun™* 2 mr B/B cTpyiino, 1, 8, 15-it 1au

Acnaparuiasza** 5 teic. En/m? B/B kanenbHo, 15-21-i auu

Bcem manpienTam npoBOIMTCA MHTparekanbHas Tepanusi: B 1-if nenp nurapabun™* 30 mr. Ecnu ecthb
BoBieueHue [[HC: naTparekanpHOo MeToTpekcar™** 15 mr, nurapadbun™** 30 mr, nekcameta3zoH™** 4 wr,
8, 15, 22-ii qau. Y MaIMeHTOB C pa3BUBIIEHCS MOJIMHEHPOTIATHEH 1032 BUHKPUCTHHA** penyupyeTcs

1o 1 mr v BBoguTCs B OHU -1 1 8-11 IHH.
Henapadun + nukiodgochamua** + #3romozua**

Cxema: Onmok N u Omox CE mnpoBomar ¢ wuHTepBamioMm 2 1HA MexAy co0Ooit B 000l

MOCJICZIOBATEIIEHOCTH.
baox N:

o Henapa6buu** 650 mr/m> B/B KanenbHo 3a 1 4, 1-5-# quu (nmm 8—12-if)
buaok CE:

o Huknopochamun** 440 mr/m? B/B KarensHo, 8—12-i xuu (nmm 1-5-if)

e #Ortomozug** 100 MI/M2 B/B KareapHo 3a 1 4, 8—12-i1 nau (mmu 1-5-1)

BFM-REZ 2002
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Cxema:
I'pynma S1 (mo3aHui N30IUPOBAHHBIN BHEKOCTHO-MO3TOBOU PEIIUINB).

I'pynna S2 (o4yeHb paHHMM M PAHHUN H30JIMPOBAHHBIN BHEKOCTHOMO3TOBOW PEUUANB, MO3IHUMA

koctHOMO3roBOM HEe T-OJIJI 1 ¢ KoMOMHUPOBAaHHBIM paHHUM wiH 1To3aHUM He T-OJ1JI).
I'pynna S3 (¢ paHHUM M30JIMPOBAHHBIM KOCTHOMO3TOBBIM peruanBoM He T-OJLI).

I'pynma S4 (c oueHb paHHUM KOMOWHUPOBAHHBIM M HM30JMPOBAHHBIM KOCTHOMO3TOBBIM PEIUIUBOM,

peuuuB koctTHoMo3roBo# T-OJIJI).

Baok Fl(maaykmus):

Jlexcamerason** 20 mMr/mM> BHYTpb, 1-5-if nHU
o Bunkpuctun** 1,5 Mr/m? (MakcHMasbHast 103a — 2 MT) B/B CTPYitHO, 1-i, 6-if xHu

Mertotpekcar** 1 /M2 B/B uH(y3us B TeueHue 36 4, 1-it 1eHb

Acnaparunaza** 10 Tsic. Ex/m? B/B KaIleIbHO 3a 6 4, 4-1i 1eHb

HNHuTparekanpHOE BBEIeHHE MeTOoTpekcara*™* 15 mr, nurapadbuna** 30 mr, nekcamerazona*™* 4 mr B 1-i
JIEHb.

Baok F2:

JlexkcameTa3on** 20 Mr/M? BHYTPb, 1—5-if qHH
o Bunkpuctunr** 1,5 mr/m? (MakcHMasbHas 103a — 2 MT) B/B CTPyiiHO, 1-if, 6-if 1Hu

[urapabun™* 3 /M2 B/B3a3u? pasa B JIcHb, 1—2-11 THH

Acnaparunaza** 10 teic. En/m? B/B KarensHo 3a 6 4, 4-i 1eHb

NutparekanpHOE BBeAECHNE MeTOTpeKkcaTa™™* 15 mr, nmurapadbuna** 30 mr, nekcameraszoHa** 4 mr, 5-i
JICHb.

baok R2:



o Jlekcamerason** 20 mr/m> BHYTpb, |—-5-ii 1HU

« Mepkantonypun** 100 mr/m? BHYTpb, 1-5-if 1HE

o Bunkpuctua** 1 Mr/M2 B/B KareJabpHo, 1-1 1eHb

« Merorpekcar** 1 r/m? B/B uH}y3us B TeueHue 36 u, 1-if 1eHb
o #dochamua** 400 mr/m? /B undysus 3a 1 4, 1-5-if guu

o JlaynopyOurma** 35 mr/m> B/B undy3us 3a 24 |, 5-i 1eHb

o Acmaparunaza** 10 teic. Ex/m? B/B KarensHo 3a 6 4, 6-i 1eHb

NuTparekanpHOE BBeACHHE MeTOTpekcara** 15 mr, nurapabuna** 30 mr, nekcamerasona™* 4 mr B 1-i

JICHD.
Bbaok R1:

o JlexcameTa3on** 20 Mr/M> BHYTpb, 1—5-if qHH

« Mepkantonypun** 100 Mr/m? BHYTpb, 1-5-if gun

o Bunkpuetun** 1,5 Mr/m? (MakCHMAaJIbHast 1033 — 2 MT) B/B CTPYiiHO, 1-i, 6-if 1HE
« Merorpekcar** 1 r/m? B/B uHby3us B TeucHue 36 4, 1-if 1eHb

o Ilurapabun™* 2 /M2 B/B3a3u? pasa B JIeHb, 5-i1 IcHb

o Acnaparunaza** 10 teic. En/m? B/B kanenbHo 3a 6 4, 6-if 1eHb

WNutparekanbHoe BBeneHUe MeTorpekcar®* 15 mr, nurapadbun®* 30 mr, gekcamera3on™* 4 mr B J1€Hb

(v

1-1.
baoxk II-Ida:

o JlekcaMeTasoH** 6 Mr/m> BHYTpb, 1—14-i1 nHU

o Bunkpuctun** 1,5 Mr/M? (MakcuMalibHas 103a — 2 Mr) B/B CTpyHHO, 1, 8, 15, 22-ii nuu
o #UnapyOunua™* 6 Mr/M? B/B KarenbHO 3a 15 muH, 1, 8, 15, 22-it mau

o Acmaparunaza** 10tsIc. Ex/m? B/B Kanenbho 32 6 4, 1, 6, 11, 16-if 1uu

o Huknopochamun** 1 r/m° B/B 3a 1 1 1 pa3 B neHsb, 29-if aeHb

o [{urapabun™* 75 mr/m” B/B 1 pa3 B 1ieHb, 31-34 u 38—41-it quu

o #6-Tuoryanuu** 60 Mr/m”> BHYTpb, 29—43-ii 1HH

NutparekanbHOE BBeAeHUE MeTOTpekcaTa™™* 15 mr, nurapabuna** 30 mr, nekcamerazona** 4 mr B 1,
15, 31, 38-i1 gHU.

Cxema nporokoiaa «Ph+ OJIJI-2012»
Ilpeoghaza:

e JlexkcameTazon** 10 mr/m?, 1-7-i nHA

e Nmaruaun6** 600 mr (mocne noareep:xaenus Ph+t)
ynxkuusa KM Ha 8-i1 1eHb

I paza unoyxkyuu (8—43-it onu):



o JlexcameTazon** 6 mMr/m?, 8—22-i THU + 5 HHEH OTMECHBI
e Bunkpuctun** 2 mr, 8, 15, 22, 29, 36, 43-ii nau
o Nmaruau6** 600 mMr BHYTpb, 8—43-i1 1HU

Jlrombanvras nynxkyus ¢ 6sedenuem 3 npenapamos 6 0, 7, 14, 21, 28, 35-ii ouu.



II pasa undyryuu (44— 70-i onu)

Huarssno** 600 Mr eHyTph. 44—70-5 1HH
Acnaparanasa** 10 000 EII/m, 49. 56, 63, 70-i 1an

JTombaterar mywxyus ¢ esedenuem 3 npenapamoes 6 37-i denb.

Iyarnaa KM sa 70-8 1esn

R
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Koncoandauua I (T1-105-i onu)

o  HMuaruaudo** 600 ur pHyTpe, 71-105-i1 aun (ecan et MonllP. nepexoa Ha Ja3aTHHHO
140 wr)

Moanduranmus 0361
MepranTomypHHa*®
B 3aBHCHMOCTH OT
YPOBHA NelikoHTOB

H TPOMOOLHTOB

o Meprantomypaa™® 25 sr/se®, T1-105-11 aum
s MetoTpekcar** 500 ur/m? p/B kan 3a 2 4, 77-i, 91-if 1Hm

e Acnaparunasza** 10000 EJl/s?, 78-i1, 92-# auu

JrombatbHas HyHKYUA ¢ seedeqtued 3 npenapamos & 71-1i denb.

Mynxnas KM ma 105-i nens ouenka MOB 8 KM (zens +105)

Konconudawin IT (106-133-4 dnu)
o  Hmaruano** 600 mr saytpse, 106—133-i gun (nan gasaraano 140 vr)
s Jlexcamerazon** 6 mr/m®, 106-120-i aun + 4 1HA oTMEHE
o #Hpapyonums** 6 mriv®, 106-i, 120-i gan
s Buaxpuerun®™* 2 mr, 106-ii, 120-if 10w

JrombatbHas nyRkyua ¢ eeedenuem 3 npenapamos & 106-ii denb,

Myaxuaa KM na 133-i gens jouctka MOB 8 KM (aems +133)

Koncoaudanns I*I (133-161-i dnu)

_l Yucao Yaucao Josa
s Usarunu6** 600 sr, 133-161-i qun (wimn gasaTuan6 140 | AelKonn | Tpomboun | Mepran
TOB TOB TOnYpH
M) Ha**
o  Mepranromypus** 25 smr/se?, 133-161-if asm >. boaee 2,0 | Boaee 100 | 100 %
= 1092 * 10%/n A03BI
o Iurapadoun™* 50 sr/s®, 135-138-#1, 149-152-if qun Orl0x |OT50=x 50 %
X G i
s Acnaparunasa** 10 000 EJln?, 141+, 155-i1 aun ;ﬂﬂ“” o ig;‘l Ae | Ao
o=
Tombatsras nyHKyua ¢ esedenuem npenapamos & 134-ii denw,/ 10%/a «10%1
Myaxmas KM sa 161-i gens| oneska MOB 8 KM (aens +161) I;-'Iu M:g:‘ 50 |10%
o .4 x '
10°/n

Iloooeporcusarowan mepanua ¢ meuenue 3 nem Om MOMEHMA 3A6EPUIEHUA NOCTIEOHEZ0 Kypca

koncoauoayuu (nocne TI'CK nooodeporcusarouwyan mepanusn npoeooumcsa moiavko UTK ¢ meuenue 2
Jiem).



Meositcoy yurknamu noooeprcuearouieli mepanuu Hem unmepeanos: I-it 0env nociedyrwuiezo Kypca

ciedyem cpasy 3a NOCA€OHUM OHEM RPeOUleCmEyoule2o.

Moddeprcusarowian mepanun, yusa Ne 3(1-3)(navano 28-i nedean + 191-ii dens)

o  HMaataamo®™ 600 ur, 1-42-5 s (we gasataano 130 ur
e (e 2 )| Moampuxamns 10381
9 LL ]
o Jlexcamerazon™* 10 aor/s’, 28-32-i1 1am MEPEATITOMYPHHA™™ H
MmeToTpekcaTa** B
e Bumkpumerus®* 2 ar, 28-i 1eHB 3aBHCHMOCTH OT YPOBHSA
o Mepramronypun®* 25 mri/ad, 33—42-it 1HH AeHKOLHTOB H TPOMOOLIHTOB

o  Merorpexcar®* 30 ar/n’®, 35-i1, 42-51 qun

Ilpogpunaxkmuka neitponeiikemuu

o UuTparekanbHo (urapadbun™* 30 mr, MmetoTpekcar™* 15 mr, nekcametazoH™** 4 mr):

e Bo Bpemsa unaykuuu: 0, 7, 14, 21, 28, 35, 57-i1 nuu;

e BO BpeMs KypcoB koHcommmanuu: 71-ii menb (I xoncommparus), 106-i gens (Il xkoHcommmamms),
134-ii nens (111 koHCOMMAALIMSA);

e KaXxJIple 3 MEC B XOJ€ 3 JIET MOAAECPKUBAIOLICH Tepanuu B 1-il J€Hb Kypca J0 3aBEpPUICHUS BCEU

MIPOrpPaMMBbI JICUECHHUS 110 MPOTOKOIY (9 MyHKIUM).
Jleuenue neitponeitkemuu

[Tocne nuarHOCTHKU HEMPOIEUKEMHUH BCE MAlMEHTHI, MOIyYaroIie MPeaHU30I0H**, mepeBoaarcs Ha
nexcameTason™*, JlromOanbHbIe MyHKIIMN BBIOJHSIOTCS ¢ 4acTOTOM 1 pa3 B 2—3 AHS 10 MOMydeHus 3
HOpPMAaJIbHBIX AHAJIW30B JMKBOpPA, 3aT€M IYHKIUU BBINOJHSIOTCA | pa3 B HEAEN0 B T€YeHHE 3 Mec,

3areM | pa3 B 2 Hen B TeueHue 3 mMec, 3areM | pa3 B 2 MeC 10 OKOHYAHMS JICUEHUS.

Cxema Tepanuu O;1uHATYMOMAaOOM * *

Ipendasza: 6nunarymomad™* 9 Mxr/cyt, 1-4-i THU, KPYIIIOCYTOYHAS HEMPEPhIBHAS HHPY3USI.
Kypc: 6imuaarymoma6** 28 mkr/cyt, 1-28-i 1HU, KpYITIOCYTOYHAsI HEMTPEphIBHAS UHDY3HS.
NHurtepBan mexay Kypcamu — 14 qHen.

PexomennioBano 2—4 kypca.

Cxema Tepanuu UHOTY3yMa00M 030raMHMIIUH**

1 rmkn (21-28 ameit): mHOTY3yMaOoM o30raMHIUE** neHp 1-if — 0,8 Mr/M?, neHb 8-if u 15-if - 0,5 mr/

M2,

PexomennoBano 2—4 kypca.
Cxema Tepanuu #BeHETOKJIAKC + #1elUTA0UH

1-i1 tuka (28 guen): #neuuradbun 20 MF/M2, 1-5-11 nam + #Benerokiakc 400 mr, 2 p/cyT, 28 qHEH.



Cnenyer oOpaTuTh BHHUMaHHE HAa HEOOXOAMMOCTH KOPPEKIIMH JI03bI #BEHETOKJIAKca B Clydae ero
ucnonbp3oBanus BMecte ¢ uHruouropamu CYP3A. Jlo3za #Benerokinakca cHukaercs Ha 50 % mnpu
COBMECTHOM HCIOJB30BaHUU C yMmepeHHbIMU uHruoutopamu CYP3A (mampumep, ¢uykoHazom™**,
BOpUKOHA30**) u cHumxkaercs Ha 75 % T1pu COBMECTHOM MHCIIOJIb30BAaHUM C MOILHBIMU

uarunouropamu CYP3A (manpumep, kapbamazenun™*, heHuTonH™**).

Hpunoxenue A3.2. loarocpounnbie pe3yiabTarbl Tepanun Ph-HeraruBHbIX
OJIJI B3pociabIX B 3aBUCHMOCTH OT NPUHIMIIA XUMHUOTEPANEBTUYECKOI0
BO3/1€HCTBUA

Tabamua 5. Jlonrocpounslie pesynbrarsl Tepanun Ph-neratuBubix OJIJI B3pocibiX B 3aBUCUMOCTH OT

INpUHIHUIIA XUMHUOTCPAIICBTUICCKOIO BOSﬂCﬁCTBHﬂ

MpuHUuMn NccnepoBaTtenbckas NMauuneHTbl AnnoreHHas 5-netHaa OB
XUMUoTEepaneBTUYECKOro rpynna TrCKse 1 NP
BO3AeNCTBUA
NmnynbcHoe (Hyper-CVAD) OHKONOTNYECKNIA  HAYYUHbIN n=178 HeTt 38 %
LeHTp NMEHU M.O.
AHpepcoHa [56]
TpaanumoHHoe MRC UKALL XII/ECOG n = 1031, 15-55 PeannsoBaHa vy Ectb goHoOp =
E2993 [62] net 76 % 53 %
HeT poHopa =
45 % (p =
0,01)
GMALL [55] n = 504, 15-55 PeanusosaHa vy 54 %
ner 70 % w3 rpynnbl
BbICOKOIO pucKka
MepnaTpuyecknin noaxon PETHEMA [64] n = 81, 15-30 ner, Het Oo 21 roga =
rpynna 77 %
CTaHAapTHOro B Bo3pacTte oT
pucka 21 po 30 =
63 %
HenHTEeHCUBHOE, HO HenpepbIBHOE OJ11-2009 [65] n = 298,15-55 net EeanmsoBaHa y 7 60 %
/o

Hpunoxenue A3.3. TakTHKa nNpoBeaeHUs AJJIOTeHHOW TPpaHcmIanTauuu KM/

reMoOIno3THYeCKMX CTBOJIOBBIX KiIeTOK npu OJIJI

Taﬁ.lmua 6. TakTnka MMPOBCACHUA aJJIOTEHHOM TpaHCIUIaHTAalluA KM/reMomno3TiuecKkux CTBOJIOBBIX

kietok rpu OJUJI

anarHoctuku OJ11

HEepOACTBEHHbIN*

Puck B Ae6rote MokasaHusa k anno-TrCK AoHop N'CK TrCK ot anbtepHaTuBHOIro
3a6oneBaHusa AOHOpa
Bbicokuin puck OJ11 Bce naumeHtst B 1 TP, B HLA-MAEHTUYHbIN SJKcnepuMeHTanbHoe

rnepsble 3-4 mec nocne POACTBEHHbIN, neyeHune

CraHgapTHbIn puck OJ1J1

Mpwn nepcucrteHumn MOB

HLA-MAEHTUYHbIN
POACTBEHHbIN,
HEepPOACTBEHHbIN*

He pekomeHayeTcs

Peunams 3aboneBaHusa, B Bcem naumeHTam rnocrne HLA-nAeHTUYHbIN JKCnepuMeHTanbHoe
TOM 4YMnCe MONEKYNAPHbIA AOCTUXEHMNSA peMuccunmn POACTBEHHbIN, neyeHne
3aboneBaHus HEepoACTBEHHbIN*




[Ipumeuanue. *CoBmectumocts 1o anturenam HLA 10/10 wnum 9/10.

Hpunoxenue A3.4. PekoMeHnaauum mo npopuiakTu4ecKom NnpoTUBOPBOTHOM

Tepanuun

Ta6auna 7. Pexomenganuu no npopuaakTHIeCKON MPOTUBOPBOTHOM Teparuu

Puck

9MEeTOreHHOCTH

Bbicokui KoMmbuHaumsa aHTaroHmcta 5-HT3-peuentopoB, AekcameTa3oHa** n anpenutaHTa
AHTaroHucT 5-HT3-peuentopoB (BbibnpaeTcs 1 U3 NpUBEAEHHOrO NepeYHs):
e OHAAHCETPOH** (nepopanbHo, 16-24 Mr unu B/B, 8-12 Mr)
e [paHuCeTpOH (MepopanbHO, 2 Mr, unu nepopanbHo, 1 Mr, 2 pasa B cyTku, wam B/B, 0,01 Mmr/«r,
Makcumym - 1 mr)
e TponuceTpoH (B/B, 2 Mr);
e ManoHoceTpoH (nepopanbHo, 0,5 mr, unn B/B, 0,25 ™Mr)
e JekcameTasoH** (nepopanbHo, 12 Mr, nnm B/B, B 1-i AeHb + nepopanbHO unu B/B, 8 Mr, BO 2-3-1
AHNW);
e anpenuTaHT (nepopanbHo, 125 mr, B 1-11 AeHb, nnn nepopanbHo, 80 Mr, BO 2-3-1 AHK)

YMepeHHbIN KombuHaums aHTaroHucta 5-HT3-peuenTtopoB un AekcameTas3oHa** (anpenuTaHT MOXET UCMOb30BaTbCs Y
OTAE/IbHbIX NaUNEHTOB, B 3aBMCUMOCTM OT NMOJSTYYAeMOro UMU pexmnMa XuMuoTepanum).
1-1 peHb 2-3-1 AHU
AHTaroHmct 5-HT3-peuentopoB (Bblbupaetca 1 AHTaroHmnct 5-HT3-peuentopoB (Bbibupaetca 1 wu3
W3 NpUBEAEHHOrO NepeYyHs): NpUBEAEHHOIO NepeYyHs):
e OHAAHCETPOH** (nepopanbHo, 16-24 Mr, nam o OHAAHCETPOH** (nepopanbHo, 16-24 wMr,
B/B, 8-12 mr) wnn B/B, 8-12 Mr)
o rpaHuceTpoH (mepopanbHO, 2 Mr, Wan o rpaHnuceTpoH (nNepopanbHO, 2 Mr, WK
nepopanbHo, 1 Mr, 2 pa3a B CyTKW, uiu B/B, nepopanbHo, 1 Mr, 2 pasa B cyTku, wnu B/B, 0,01
0,01 Mr/kr, MakcMmym — 1 Mr) Mr/Kr, MaKCMMyM — 1 Mr)
e TponuceTpoH (B/B, 2 Mr); e TponuceTpoH (B/B, 2 Mr);
e nanoHoceTpoH (nepopanbHo, 0,5 Mr, unun B/B, e nanoHoceTpoH (nepopanbHo, 0,5 mMr, unu B/B,
0,25 mr); 0,25 mr);
° AekcameTtasoH**  (nepopanbHO  Wan e JekcameTas3oH** (nepopanbHo wnu B/B, 8 nnun 4
BHYTPUBEHHO, 12 Mr); Mr, 2 pasa B CyTKK);
e anpenutaHT (NnepopanbHo, 125 mr) . anpenutaHT (nepopanbHo, 80 Mr, ecnu

ncnosnb3oBasnca B 1-1 AeHb)

Huskunin e JekcameTasoH** (nepopanbHo uau B/B, 12 mr)
e npoxfaopnepasuH (nepopanbHO nnn B/B, 10 Mr, kaxable 4-6 4);
e MeToknonpamua** (nepopanbHo nnu B/B, 10-40 mr, kaxkablie 4-6 4)

MUHUManbHbIN PyTnHHaa npodwunaktuyeckaa tepanusa He TpebyeTtcs (crnepyeT paccMOTpeTb BOMPOC 06 MCMosb30BaHUM
@HTUIMETUKOB, MEPEUYUCNIEHHbIX ANS NEPBUYHON NMPOMUNAKTUKN TOWHOTbI/PBOTblI Y MAaUWMEHTOB HWU3KOro
pucka)

[1]/IH1 yxa3aHbl OTHOCUTENBHO Havasia mpedasbl TEPAIUU.

[2] B 3aBHCMMOCTH OT MEPEHOCUMOCTH MPEABIAYIIEr0 Kypca A03bl IpenaparoB YBEJIUUUBAKOTCA HIH

ymeHbIaroTcs Ha 20 %.



Ipuioxenue b. Ajaropurmsl aJeiicTBU Bpadya
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Hyper-CVAD | M BpOKMEBRICUIAR TEDATHA |

Puc. 2. Anecopumm npunamus pewenus na momernm ouacnocmuxu OJL/1



Ipuwioxenue B. Unpopmanus 1 manmeHTa

OJUJI unu ocTpsiil TuMpOIEIKo3 — 3TO 3JI0KaY€CTBEHHOE 3a00JIeBaHNE KPOBEHOCHOM cuctembl. KM, B
KOTOPOM BBIpA0aThIBAIOTCS KJIETKH KPOBU, MPOU3BOAMT CIMIIKOM OOJIBIIOE KOJIWYECTBO HE3PEIIbIX
OenbIX KPOBSIHBIX Telell. B HopMe y yenoBeka Bce KIETKH KPOBU PACTyT U OOHOBIISIFOTCS IOCTATOYHO
PABHOMEPHO, MTPOUCXOJIUT CIOXKHBIN Ipoliecc ux co3peBanus. Opnako npu BozHukHoBeHUU OJIJI sToT
IPOLIECC BBIXOJIUT U3-TI0J KOHTPOJIsl. belble KpoBsSHbIE TEblAa HE PAaCTyT U BBI3PEBAIOT, IPEBPALLASCH
B TOJIHOIICHHBbIE (DYHKIMOHANbHBIE KJIETKH, a HAYMHAIOT OBICTPO U OECKOHTPOJIBHO JETUTHCA.
[TocToIHHO yBENMMYMBAsICh, OHU BBITECHSIIOT 3/I0POBBIE O€lible KJIETKH KPOBU (JIECHKOIMTHI), KPACHBIC
KJIETKH KPOBU (IPUTPOLUTHI) U KPOBSHBIE IUIACTUHKHU (TpoMOouuThl). B pesynprare pazBuBaeTcs
HEXBaTka HEOOXOIMMOI0 4YHUClIa 370POBBIX KJIETOK. ManokpoBue (aHeMus), HHPEKUUU U
KPOBOTOYMBOCTh SBJISIOTCS HE TONbKO cieacteueM OJIJI, HO W ero nepBbIMH CUMIITOMaMHU.
N3HaganbHO JEHMKO3bI HE OrPAHUYMBAIOTCS KAaKOW-TO OMNPENEIIEHHOM YacThl  OrpaHU3Ma.
Pacnpoctpansisice u3 KM B KpoBb, OHM NOpa)xkaroT U JUM(PATHUECKYIO TKaHb (JIuMdaruyeckas
CUCTEMA), U JPyTrHe OpraHbl, U, KaK CIEACTBUE, BCIO cUCTEeMy opraHoB. [loaToMy, Kak M OCTajabHBIC
neriko3bl, OJIJI OTHOCHTCS K CHCTEMHBIM 3JI0KaueCTBeHHBIM 3a0oneBanusM. Teuenune OJIJI octpoe.
be3 nedyenus nelikeMUUeCcKUe KIETKU YBEJIWYMBAIOTCS U MOPAXAIOT OpPTraHbl 4yejoBeka. 3abosieBaHue

MPUHUMAET TSDKEIbIe (POPMBI, CMEPTh HACTYNAET YE€PE3 HECKOIBKO MECSIIEB.

OJIUI — camas pacnpocTpaneHHass Qopma Jeiiko3a y JeTeil M TMOIPOCTKOB, OH COCTaBJIsET
NPUOIU3UTEIBHO OJIHY TPETh OT YHUCJa 3JI0OKAYECTBEHHBIX 3a00JIEBaHUN B JIETCKOM U IMOAPOCTKOBOM
Bo3pacte. OJIJI MoryT pa3BuBaThCcs B J000OM BO3pacTe, B TOM 4YHCIe B BO B3pocioM. OmHaKo daiie

BCETO OHHM MMOPaXaroT JeTel oT 1 10 5 JIeT, a MaJTbYMKOB — HAMHOTO YaIlle, YeM JICBOYCK.

I[Ipu OJUJI nOpoucxoauT  3710KAYECTBEHHOE  M3MEHEHue  (MyTalusi) HE3pesbIX  KIIETOK-
MPEAIIECTBEHHUKOB JTUM(POLUTOB. MyTaluss MOXET MPOUCXOAUTHh Ha PA3NMYHBIX CTAAUSIX Pa3BUTUS
KJIETKA. A 3TO 3HAYUT, YTO MOPAKAIOTCS HE TOJBKO PAa3IMYHbBIC MOATPYIIBI JUM(OIUTOB, HO M UX
pononayanbHuku. [lostomy B OJIJI cymectByer MHOxecTBO (GopMm 3aboneBanusa. Hanpumep, B-
kierouHasi ¢popma OJIJI Ha3piBaeTcsi Tak MO MMEHHU KIIETOK-TPEIIIECTBEHHUKOB B-nmum@ouuros, T-
KJIETOYHBIC JIEWKO3bI YKa3bIBAIOT HA MPOUCXOXKICHUE OT KJIETOK-TPEAIICCTBEHHUKOB T-TUM(pOIUTOB.
Baxxno 3Harh, 4TO CymiecTBYIOT pasHble (opMmbl uiau noaBapuanTsl OJIJI. OHM MOTYT AOCTaTOYHO
CWJIBHO OTJIMYAThCS IPYT OT JIpyra U MO TEYEHHUIO OOJIE3HU, U 110 BO3MOKHOCTHU U3JICUUTHCS (IIPOTHO3).

OTHU pa3ianyuus yYUTHIBAIOTCS B BEIOOPE TepaneBTUUECKON CTPaTEeTUH.

Cumnromsel, ¢ kotopbix HauumHaeTcss OJIJI, kak mnpaBuiao, pa3BUBAIOTCS 32 HECKOJIBKO HENEIb.
3nokauecTBeHHbIE KIETKH pacnpoctpanstores no KM u apyrum opranam. becnpensatcTBeHHO
pasMHOXasich B KM, neliko3Hble KJIETKH HE JAIOT PACTH HOPMAJIbHBIM KJeTKaM KpoBH. [losTomy y
3aboneBmmx OJIJI cHayana mosBIstOTCA OOIIME CHUMITOMBI OOJI€3HEHHOTO COCTOSIHUS: BSUIOCTD,
cnabocTh, O1e1HOCTh (aHEMUS). DTH CUMIITOMBI OOBSICHSIOTCS HEXBATKOM KPacHBIX KPOBSIHBIX TEJEll,
KOTOpPbIE JIOJDKHBI JOCTABISATh KUCIOPOA JJIs JAPYTUX KIETOK opranusma. JleuuuT MOTHOLIEHHBIX
OenbIX KPOBSIHBIX Tejer (Hampumep, JUMGOIMTOB U TPAHYIOIUTOB) MPUBOAUT K OCIAOJIICHUIO
UMMYHUTETA, DPa3BUBAIOTCA YacThble WH(EKIHUU C BBICOKOH Temmeparypoil. M3-3a oOTCyTCTBUS
TPOMOOIIMTOB, OTBETCTBEHHBIX 3a OBICTPOE CBEpPTHIBAHHE KPOBU, MOTYT BO3HUKATh TOUYEUYHbBIE

KPOBOMSJIMAHUA HAa KOXKXC M KPOBOTCUCHHA CIIM3HUCTBIX 000JIOYEK. PaCHpOCTpaHﬂﬂCB IO OpraHu3My,



JIEUKEMHAYECKUE KIIETKH MPUBOAAT HE TOJBKO K U3MEHEHMUSIM B COCTaBE KPOBU. Y JETEH MOSBISIOTCS
001 B pa3IMYHBIX OpraHax. Tak Kak JICMKO3HbIE KJIETKU 3alOJHSIOT KOCTHbIe mojoctd U KM, To
KOCTH HAYMHAIOT OOJETh, MPEXJIE BCEr0 KOCTU PYK M HOT. 3JI0KAYECTBEHHBIE KJIETKH 3alOJHSIOT
MIEYEHb, CEJIE3CHKY U JUMbaTHIeCKue y37bl. FIX 0TeK MPUBOIUT K OOISIM B )KUBOTE. B mpuHIumne Hu y
OJTHOTO U3 OPTaHOB HET 3aLUTHI OT JIEHKeMHUeCKuX KieTok. Y manueHToB ¢ OJIJI 3mokauecTBeHHbIE
KJIETKH MOTYT IPOHUKHYTh U B MATKYIO MO3TOBYIO O0OJIOUKY, TO3TOMY MOSBISIOTCS TOJIOBHbIE OOIH,
napajuy JIMIEBOTO HepBa, HapylieHwe 3peHus u/wian pBota. Cumnromsel OJIJI Moryt cuiibHO
OTJIMYATHCA Y pa3HbIX Jtoae. OMuH WK Jake HECKOJIBKO CUMIITOMOB HE 00S3aT€NIbHO YKa3bIBAIOT Ha
TO, YTO 4€JIOBEK 3a0osen jneiikemueld. MHOrne U3 HUX MOSBISIOTCS MPU CPABHUTEIBLHO 0€300MIHBIX
3a00JIeBaHMSIX, HE UMEIOIIMX OTHOIICHMUSI K Jeiko3y. OJIHakO €cilM TMOSBISIOTCAS OO0Jd, MBI
PEKOMEHJIlyeM HEMEIJICHHO oOpamarbcsi K Bpady, 4YTOOBl BBISICHUTH UX mpupomy. W ecnm

JICMCTBUTEIILHO MOCTAaBJICH JWUardo3 O.H, €T0 HY’>KHO CPOYHO JICUUTD.

Ecnu B uctopun Oosie3Hu (aHamMHE3) WIM JAHHBIX OCMOTpa Bpad HaxoautT npusHaku OJI, manueHt
MOJIyyaeT HalpaBjI€HUE Ha pa3BepHYTHIM aHalu3 KpoBU. Ecnm onpeneneHHble H3MEHEHHS B
reMorpamMme (3amucy cocTaBa KpOBH) MOATBEPKIAAIOT MOI03PEHUS HaA JIEWKO3, TO JJI1 OKOHYATEIbHOTO
IuarHoza HeoOxonuMo mnonyduTh kieTku KM (koctHo-mo3zroBas myskiusi). [lostomy Bpau mpaer
MalMeHTy HampaBlICHHE Ha JajbHeiIIee oOCleOBaHME B CTAIlMOHAP, CICIHMAIM3UPYIOUIUNCS Ha
O0JIe3HSAX KPOBU M 3JI0KauyeCTBEHHBIX 3aboneBanusx. [lo ananmuzy kpoBu m KM MOXHO TOUHO
ONpEEIUTh HAJIMYME U BUJ JeHKo3a y nanueHTa. KpoMme Toro, COBpeMEHHbI UMMYHOJIOTHYECKUN U
TreHeTHYeCKU J1ab0paToOpHbIN aHaiu3 MO3BOJISIET HE TONbKO BbaenuTh OJIJI u3 apyrux Bumos
JeiKo3a, HO U onpeaenuTs KoHKpeTHbId Tun OJIJI. D10 BaxkHOE ycliOBHE ISl TIJIAHUPOBAHUS TOUYHOM
Tepanuu, noromy 4to paznuunble Tunbl OJIJI omimyatrorcs Apyr OT Jpyra Ha KIETOYHOM U
MOJIEKYJISIPHOM ypPOBHE, MO-Pa3HOMY MPOTEKAeT X0 OOJEe3HHU, MO-Pa3HOMY OLIEHHUBAIOTCS IAHCHI Ha
BBI3JIOPOBJICHHUE (ITPOTHO3) M YYBCTBUTEIBHOCTH K Tepanmuu. Kak Tompko mocrtaBneH auarno3 OJIJI,
JUISl TJIAHA JIEYEHUS] BBICHSAIOT, IMOPAXKEHBI JIM JIEMKEMUYECKUMH KJIETKaMU APYyTHE OpraHbl, KpoMe
KM, nampumep rojoBHOW MO3I, IMEYEHb, CEJIC3CHKA, JUM(ATUUECKUE Y3JIbl WU KOCTH. Jlnarxos
ONpefeNIeTcsl MO0 M300paXEHUI0 W3 Pa3IUYHbIX HCCIIEIOBAaHUM, TaKUX KaK YIbTPa3BYyKOBOE,
PEHTICHOBCKOE, MAarHUTHO-PE30HAHCHAs M KOMIIbIOTEepHas Tomorpadus, CHUHTHTpadus KOCTeH
ckenera. YrtoOwl ompenenuts, nopaxkena au [IHC, Oepyr mnpoOy CHHHHOMO3TOBOW KHIKOCTH
(romOanbHasg TYHKIMS) W HCCICAYIOT €€ Ha Haluyue JICMKEMUYeCKuX KIeTOK. JlanmbHeimas
MOJITOTOBKA K JICYCHHIO 3aKJTIOUAETCA B MIPOBEPKE CEPACUHON AEITENbHOCTH (dNeKTpoKapauorpadus,
OKT u sxokapauorpadusi, 9xoKI') u GyHKIIMOHATIEHOTO COCTOSHHS MOo3ra (3MeKTpodHIedasorpadus,
O0I'). N3meHeHUs, KOTOpPbIE MOTYT MPOU3ONTH BO BpEMsl TepamnuH, JOHKHBI OLIEHMBAThCS Ha
OCHOBAHHMH 3THX MCXOJHBIX JaHHbIX. KoMIuiekcHbIe 1abopaTopHbIie UCCIEA0BAHUS TOMOTAIOT OLIEHUTD
oOIiee COCTOSIHUE TMAlMeHTa W YCTaHOBUTH, UMEIOTCS JIM Y HETO HapylIeHUs oOMeHa BEIIeCTB WU
GyHKIMNA KakuX-IHOO OpraHoB (HAmpuUMep, MOYeK WM TEYeHM), BO3ZHHUKIIMX H3-3a JIeiKo3a, 4uTo
MOJKET OBITb OCOOCHHO BayKHO /10 WJIM BO BpeMsl JiedeHus. J[J11 BO3BMOKHO HEOOXOAUMbIX MepeTuBaHnum

KPOBHU CJIEAYET YCTAHOBUTH IPYNIy KPOBH MALIUEHTA.

He Bce uccnemoBanusi oOs3aTeNbHBI ISl KaXA0ro mnanueHta. OT MEAUIMHCKUX PAaOOTHHUKOB BbI
nmoyfydyuTe WH(OpPMAIIMI0 O TOM, KaKWE€ WMEHHO JIUArHOCTHYECKHE MPOLETyphl HEOOXOAUMBI IS

IJIAaHUPOBAHUA TCPAIIUH.



B ciywae nonreepxkaenust nuarnoza OJIJI manmueHTa CpoYyHO HAMpaBsSOT B OHKOJAUCIIAHCED WIIU
LEHTP, [J€ UMEIOTCS U BO3MOXKHOCTh Hanbosee COBPEMEHHOro U 3((EKTUBHOIO JICUEHHUS, U Y3KHE
CHEIUAINCTBl TI0 PAaKOBBIM 3a00JieBaHUAM (Bpaud, MeacecTpbl). Bpaunm crenuamu3npoBaHHBIX
OTJEJICHUH TMOCTOSTHHO HAXOMATCS B TECHOM pabodeM KOHTaKTe, JICUCHHE MalMEeHTa MPOBOIUTCS UMU

10 COBMECCTHO paBpa6OTaHHLIM U CUCTCMATHYHO YCOBCPIICHCTBYCMbIM IlJIaHAM TCPAITAU.

HentpanbHoe mecto B jeueHun OJIJI 3anmmaer XT. XT — 3T0 nedyeHne MenHMKaMEHTamMu, KOTOpPbIE
MEIIAIOT POCTY KJIETOK (IIUTOCTATHKHK). Y HEKOTOPHIX MAIMEHTOB AOMONHUTENbHO oOmyuaetcs [THC
(obmyuenue ronoBbl). B HekoTOpbIX ciaydasx npumensiercss XT BBICOKMMH J03aMH TPENapaTroB C
nocaenyromed TI'CK. Llenp nedeHuss — Mo BO3MOXKHOCTH MOJHOCTBI) YHHUUTOXKHUTh JIEHKEMHUYECKUE
KJIETKH BO BceM opranu3me, utoObli KM BHOBH cmor paboTarh Kak KpOBETBOPHBIA Opra.
HNHTeHCHBHOCTD U MPOnoDKUTENbHOCTh X 1, HeoOxoaumocTh obmyuenus [THC mmu TI'CK, a taxxe
MPOTHO3 OOJIE3HW 3aBUCAT MPEXKIE BCEro OT Toro, kakum uMeHHO TurnoM OJIJI GoneH mamueHt,
HACKOJIBKO JIEMKEMUYECKHE KJIETKH PACHPOCTPAHHIIMCH MO OPraHW3My M KaK JIEMKO3 pearupyer Ha
tepanuto. Jledenne 3penoxneTounoit B-gopmer OJIJI oTnmyaeTcs OT JIEUEHHS BCEX OCTAIBHBIX
noatunoB OJIJI. IlanmeHThl ¢ TakKUM JMAarHO30M IMOJIYYarOT Ty K€ TEpanuio, YTO W MALUEHTHI C
HEXOJDKKMHCKOM tuMdomont u3 3penbix B-kietok. [losTomy crienyromnas nHdopMaius 0 Xoie JeUeHUs

K HUM HC OTHOCHTCA.

Jleuenue nauuentoB ¢ auarnozom OJIJI (kpome 3penokiierounoit B-popmsr OJIJI) noapasnensiercs Ha
4 Gonpmux 3Tama. Yersipe ¢aspl Tepanuu OTIUYAIOTCSA APYT OT JIpyra IO MPOJOIKUTEIBHOCTH, IO
WCIIOJb30BAHUIO HEKOTOPBIX MEIMKAMEHTOB, a TaKXe MO0 HMHTEHCUBHOCTH W IEJNsIM JedeHus. 1.
Nunykuus: sran uaTeHcuBHOM X'T, €ro nenb — yHUYTOXKUTD 32 KOPOTKOE BPEMS MAaKCHUMAJIBHOE YUCIIO
JIEUKO3HBIX KJIETOK U JIOCTUYb peMuccuu. Jleuenue anurcs nmpuOIM3UTENBHO OT MSATH JI0 BOCHMHU
Henenb. 2. KoHconmupmanuwsi ¥ WMHTEHCHBHAs Tepamnus: JIEYEHUE NPOBOAUTCS HECKOJIBKO MECSIEB
(mpumepHO OT 2 10 5), €ro Leiab — € IMOMOIIBIO HOBBIX KOMOMHALIMI MpPEnapaToB MNPOIOJIKUTH
YHUUYTOXKEHUE JIEMKEMUYECKUX KJIETOK M 3aKPENUTh PEMUCCHUIO. BaXXHBIM D3JIEMEHTOM SBIISIETCS
npoduiakruka nopaxenus [[HC (nmpeBentuBHOe nedenue). s 3TOro B COMHHOMO3TOBOM KaHAI
BBOJISITCS MEAMKAMEHTHI U TIPH HEOOXOTUMOCTH JOTOTHUTEILHO Ha3HAYaeTCsl 00MydeHre roJIOBHOTO
Mo3ra (Hampumep, eciii uMmerorcs naHHble o nopaxenuu [[HC). DtoT 3tan qomkeH HE JOMyCTUTh
MOMNaJaHus JIEMKEMUUYECKUX KIJIETOK B TOJOBHOW M CHMHHOM MO3T WM, 4TO OBbIBaeT wyamie, HUX
pa3MHOXkeHUs. 3. PeumHOyKuMs: J€4eHUue MPOBOAMTCS KakK B IEPHUOJA HWHIAYKIHH, €ro Lellb —
OKOHYATEJIbHO Pa3pyLIUTh BCE JICMKEMUYECKUE KIIETKU U TEM CaMbIM MUHUMHU3UPOBATH PUCK BO3BpaTa
6one3nu. OOmas NpoJoIKUTENBHOCTh PEUHIYKLIUA MOXKET COCTAaBIISITH OT HECKOJbKHX HENENb 0
MecsIeB, Ha OSTOM JTame ¢a3bl MHTEHCHUBHOTO JIeUeHMsI uepenyroTcs ¢ mnayzamu B XT. 4.
ITonnepkuBaroniee JiedeHUEe WIK JUIMTENIbHASA TEPANKs: HA TOM JTalle HA3HAYaIOTCsI HEBBICOKUE J103bI
XT. OcoOeHHOCTh JIeUeHHUsl 3aKII0YaeTcss B TOM, YTO OHO IPOBOJIUTCS [UJIUTEIBHOE BpeMms, Kak
MpaBUJIo, MOKa €ro 001Ul CPOK HE COCTaBUT 2 roja. JIeueHue nporucxoiuT B OCHOBHOM aMOyJIaTOPHO,
€ro Lejlb — YHUYTOXKUTh BCE TE€ JIEUKEMUYECKUE KIIETKH, KOTOPbIE CMOIVIM BBDKUTH JIaK€ IOCIIE

WHTEHCUBHOM TEpaItii.

Bonpmoil mporpecc B Tepanuu 3a NOCIHEAHUE TPU ACCATWICTHS 3HAYUTEIBHO YBEJIMYMII IIAHCHI
m3neunthest ot OJIJI. brmarogaps BHEApEeHHIO COBPEMEHHBIX METOJOB UCCIENOBaHUS U Oolee

3¢ dEeKTUBHBIX CTaHAAPTU3UPOBAHHBIX MPOTOKOJIOB KoMOnHUpoBaHHOH XT BbI30paBiuBaoT okosio 70



% 3aboneBmux OJUJI. Ecnu mamueHT mpoKui mocie JiedeHust S5 neT 0e3 peruauBOB, OH CUUTACTCS
3JI0POBBIM (5-J1€THSISI BBDKMBAEMOCTbB). Y YacTH MAlMEHTOB MOXKET HAOII01aThCsl BO3BPAT 3a00JI€BaHUS
(peunnuB). Kak npaBuiio, penuanB HACTYNAET B MEpBbie 2-3 roja rnocie yCTaHOBJICHHS JUarHos3a u B
KpailHe pelKuX Ciaydasx — Mmocie S jieT. B 1enomM maHchl BbI3IOPOBEThH MPU PELHIUBE 3HAYUTEIBHO
HU)KE, YeM IIpU MEPBUYHOM 3a00JI€BaHUM, XOTS Yy HEKOTOPBIX 3a00JIEBIIMX IIOBTOPHOE JICUEHUE
JOCTUraeT Xopollero pesynaprara. HeoOxoqumoe 3ameuanue: Ha3BaHHBIE MPOLEHTHI BbI3IOPOBEBIINX
SBIIAIOTCS CTaTUCTUYECKUMM TokazaTeqsiMu. OHH  TOYHO W JIOCTOBEPHO OMUCHIBAIOT JIUIIb
coBokymHOCTh 3a0omeBimux OJI. Cratuctuka HE MOXKET MpeIcKa3aTh, BEI3IOPOBEET MAIMEHT, WU HET.
Jleiiko3bl nake NMpU cambIX OJATONPUSATHBIX WJIM HEOJAronmpHUsTHBIX YCJIOBHUSIX MOTYT IPOTEKATh

abCOIIFOTHO HETIPEICKa3yeMo.



Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U
JApyrue OueHOYHbIC HHCTPYMEHTHI COCTOSIHUS
MANUCHTA, IPUBEJACHHbIC B KINHUYCCKUX
pPeKoOMEeHIalusX

IIpuaoxkenue I'l. llIkasa oueHkn 001ero COCTOAHUS MALUEHTA 110 BEPCHH
ECOG

IIkaja oeHKH 0011ero cocTosHus nanuenta no sepcuu ECOG
OpununanbHoe HazBanue: The ECOG Scale of Performance Status.

Hcrounmk: 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].

Tu: mkana ONEHKH.
Ha3nauenue: kmuHu4ecKas OleHKa O0IEro COCTOSHUS MalUeHTa.
ConepxaHue U HUHTEPIpPETALUS:

Ta6auna 8. [llxana onenku o61Iero cocTosHUs nanuenta no sepcun ECOG

Crartyc (6annbi) OnucaHue o6Lwero cCoCTosHMA NaLueHTa
0 MauMeHT NOSTHOCTbIO aKTUBEH, CMNOCco6eH BbINOJIHATb BCe, Kak U A0 3abosieBaHusA
1 MaumeHT Hecnoco6eH BbIMOJIHATb TAXKEJNYI0, HO MOXXET BbIMOJIHATb JIErKyl0 WM CUAAYYIO

pa6oTy (HanpuMep, JIerkyo AOMaLLHIOO WU KaHLUeNnspckylo pa6oTy)

2 MaumeHT neuntca ambynaTtopHo, cnocob6eH kK caMmoo6CNy)KMBaHUIO, HO HE MOXXET BbIMOJIHATb
pa6oTty. bonee 50 % BpeMeHU NPOBOAUT aKTUBHO — B BEPTUKAJIbHOM MOJIOXKEHUM

3 MaumeHT cnocobeH NuWb K OrpaHNMYEHHOMY CaMoO6cCcny>KMBaHUIO, NPOBOAUT B Kpecse unm
noctenu 6onee 50 % BpeMmeHu 6oapcTBOBaHUS

4 WuBanup, coBeplieHHO He cnocobeH kK CaMOOGCﬂy)KMBaHVIIO, NMPpUKOBaH K Kpecny wiun
nocrenm

Hpunoxenue I'2. UmmyHosiorndyeckas kiaaccupuranusa OJLJI

Tabmuna 9. Ummynonornueckas kinaccuduxaius OJ1I

KntoueBble Mapkepbl ans amarHoctnkn OJ1J1 n3 npepwectseHHMKoB B-numdountos: CD19+ n CD79a+ u/nnu cyCD22+

CD 10- OJ11 u3 npo-B-numdobnacros (B-I)

CD10+ cylg- Common- OJ11 (B-II)

cylg+ slg- OJ11 u3 npe-B-numdobnactos (B-III)



slg+

OJ111 n3 3penbix B-numdoumntos (B-1V)

Kntouesblie Mapkepbl ans OJ1J1 u3 npealwecTtBEHHUKOB T-NTMM@OLNTOB:

cyCD3+ n CD7+

cyCD3+ CD7 TOnbKO

OJ11 n3 npo-T-numcobnacros (T-I)

CD2+ w/vinn CD5+

ON1 3 npe-T-numdobnactos (T-1I)

CD1la+

OJ1J1 n3 kopTukanbHbixX T-numdobnacros (T-I1I)

sCD3+ CD1la-

OJ11 u3 3penbix T-numdoumtos (T-1V)

sCD3+ aHTn-TCR a/B+

a/B+ T-knetouHbit OJ1 (rpynna a)

sCD3+anti-TCR y/0+

y/3+ T-knetouHblit OJ1J1 (rpynna b)

Ipunoxenue I'3. OcHoBHBIE reHeTHYeckue anomauu npu OJIJ1

Tadauuma 10. OcCHOBHBIE TEHETUYECKUE AaHOMAJIUY TTPU

OJIJT

t(7;10)(g34;q924)

HOX11 TCRP

Oetn: 7 %

onn AHOManusa BoBJsieyeHHble reHbl YacroTa MeToa aerekuumun
B-kneTo4HbIN t(9;22)(g34;911) BCR ABL B3pocnblie: 30 % oT-nup
Oetn: 3 %
t(12;21)(p33;922) TEL AML1 B3pocnble: <1 % oT-nup
Oetn: 20 %
t(4;11)(g21;923) MLL AF4 B3pocnble: 5 % oT-nup
Oetun Maaawero
Bo3pacTta: 60 %
t(1;19)(g23;p33) E2A PBX1 5% oT-nup
t(8;14)(gq24;932) c-MYC IgH 1% FISH
t(17;19)(g22;p33) E2A HLF <1 % oT-nup
t(11;19)(g23;p33) MLL ENL <1 % oT-nup
MyTauun JAK1/2/3 10 % CekBeHunpoBaHue
T-KNEeTOYHbIN t(10;14)(g24;911) HOX11 TCRa/B B3pocnblie: 31 % oT-nup

t(5;14)(g35;932)

HOX11L2 TCRa/B

B3pocnble: 13 %

OT-NupP, FISH

Oetn: 20 %
t(1;14)(p32;q11) TALI TCRa/B 1-3 % oT-Nup
HopManbHbIN [p32 SIL TALI 9-30 % oT-nup
inv(7)(pl5q34), t(7;7) reHbl HOXA TCRP 5 % FISH, OT-MLP
t(10;11)(p33;q14-21) CALM AF10 10 % FISH
t(9;9)(q34;q34) NUP214 ABL1 6 % FISH
t(9;14)(q34;q34) EML1 ABL1 <1 % FISH
MyTtauum NOTCH 1 NOTCH1 50 % CekBeHupoBaHue
MyTaunn JAK1 JAK1 18 % CekBeHMpoBaHue




