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CHucok coKpalneHuu

Anno-TI'CK — tpaHcruianTanus ajlsIorTeHHbIX TEMOMOITUYECKUX CTBOJIOBBIX KJIETOK
AJIT — amanmaamMuHOTpaHc(Pepasa

ACT — acnapraramuHoTpaHcdepaza

AyT1o-TI'CK — TpaHCIJIaHTALMS ayTOJIOTMYHBIX T€MOMO3THYECKUX CTBOJIOBBIX KJIETOK
AUTB — akTUBUPOBAHHOE YACTHUHOE TPOMOOILIIACTUHOBOE BPEMSI

BbPB — 6e3pennnBHas BBDKUBAEMOCTD

BKJI — BonocatokieTOUHbIN JTEUKO3

BO3 knaccudukamus — knaccudukaiys BcemupHol opraHu3ainuu 31paBOOXpaHECHUS
['-KC® — rpanynonuTapHblid KOJOHHECTUMYIUPYIOMUN (pakTop

UT — naaykunoHHas Tepanus

NTK — TupOo3MHKHUHA3HBIA UHTHOUTOP

KW — xnnanyeckue ucciaeqoBaHus

KM — KOCTHBII MO3T

KT — xomnbrorepHas ToMmorpadust

JIb — numdoma bepkurra

JIBJI — numdoObnactaas tumdoma

JIALI" — nakTaTaeruaporeHasa

MOB — MuHuManbpHasi OcTaTo4Hast 00JIe3Hb

HXJI — HexomKKHUHCKHE TUM(POMBI

OAK — 00muii (KTMHUYECKHIT) aHATTN3 KPOBU

OB — 001125 BEDKMBAEMOCTh

OJI — ocTpslii Jieiiko3

OJIJI — ocTpslit muM¢oOIaCTHBIN JEKO3

OMUJI — ocTpblii MUETOUIHBIN JIEHKO3



OPJIC — ocTpblif pecriupaTopHbIil JUCTPECC-CUHIPOM

OT-IILIP — nonumepa3Has 1ienHasi peakius ¢ 00paTHON TPaHCKPUIIUEH
[TP — nonnas pemuccus

[P — monumepasHas nenHas peakuus

[IOT/KT — no3uTpOHHO-3MUCCHOHHAS! KOMIIBIOTEpHAst TOMOTpadust
TT'CK — TpaHCIIaHTALMs TEMOIO3THYECKUX CTBOJIOBBIX KIIETOK
VI/1 — ypoBEHb IOCTOBEPHOCTH JI0KA3aTEIIbCTB

V3U — ynbTpa3ByKkoBOE UCCIICIOBAHUE

YVP — ypoBeHb yOeauTeIbHOCTH PEKOMEH AN

XT — xumuorepanus

XMJI — XpoHHUYECKUI MUEIIOJIEUKO3

[IMB — uutomeranoBupyc

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
FISH-uccnenoBanue — uccieoBaHle METOIOM (PIIyOPECLEHTHON rudpuan3aui in situ

GMALL — Hemenkas ucciaeaoBarelbcKas TPyIIa Mo U3y4EeHHUIO OCTPOro JTuM@o0IacTHOTO JIeiKo3a

GRAALL — ®panmysckas uccienoBaTelbckas TpyNma MO0 M3yYEHHUIO OCTPOro JUM(OOIacTHOTO

JIeHKo3a

MD Anderson CRC — AMepukaHcKkasi uccieloBaTelIbcKasi TpyInia OHKOJIOTMYECKOrO Hay4YHOTO LEHTpa

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-neratuBubiit OJIJI — ocTpeiii num¢oOnacTHBI Jelko3, MPU KOTOPOM HE

oOHapyxuBaeTcs TpaHcnokauus t(9;22)

RALL — Poccwuiickast nccieoBaTesIbcKas TpyIIa 1mo JSYCHUIO 0CTPOTo JTUM(BOICKo3a y B3pOCIBIX
TdT —TepmunanbHas 1€30KCUHYKIICOTHIUITPpaHChepas3a

** _ JKM3HEHHO HEOOXOAMMBIC M Ba)KHEUIIIE JIEKAPCTBECHHBIC TIPemapaThl

# - npcerapar, HpHMGHfII-OH.[HfICH HC B COOTBCTCTBHHM C IIOKA3aHUAMHN K IIPUMCHCHUIO U
MIPOTHUBOIIOKAa3aHUAMU, crrocodoaMu NPUMCHCHHA W 1O03aMH, COACPKAIMMMHUCA B HHCTPYKOUHU II0

IPUMEHEHHIO JICKapCTBEHHOTO Tipenapara (odd-neiioi)

PekomeHaoBaHO K n3y4yeHuto pegakropamu canta MeaYHumeep - https://meduniver.com/



TepMuHBI U onIpeaeICHUS

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

KpOBH, BO3BHHUKAIOIINUX BCICACTBUC MYyTallA B T- nnn B-KHGTKaX-HpeI[HIeCTBGHHI/II_IaX.

Ph-HeraruBHble ocTpble JUM(OOJACTHBIE JIEHKO3bl — 3TO Tpylla, OO0ObEAMHSIONAs HECKOJIbKO
HNOJATUIIOB OCTPBIX JTUM(OOIACTHBIX JEHKO30B, MPU KOTOPHIX HE OOHapykuBaeTcs (unaaenbduiickas
xpomocoma (Ph-1(9;22)). B nee BritodeHsl Bce B-knetounbie u T-kaeTouHbie ocTphbie TUMQPOOIACTHBIE

JeiKo3bl U TUMQpOoOTacTHBIC TUM(POMBI.

Ph-no3uTuBHBIA OocTpPbIii JTUM(OOIACTHBIN JeHKO03 — 3TO BAapUAHT OCTPOro JUMQPOOIACTHOTO
Jeiiko3a, Mpu KOTOPOM METOJIOM CTaHJApPTHOTO IIMTOTeHeThdYeckoro uccienoBanus (G-banding) wiu
meronom FISH ompenensiercs Tpanciaokanus t (9;22). JlmarHo3 Ph-mo3uTuBHOr0 ocTporo
nuM(poOIacTHOrO JIelKo3a HE MOXKET ObITh OCHOBAaH TOJBKO HAa METOJIE MOJIEKYJISIPHOM JIE€TEeKIHNU
xuMepHoro Tpanckpunta. [{utorenernueckoe minm FISH (Mmetox dmyopectieHTHOM THOpUIU3AIIN in
Situ) WCCIEMOBaHUS SIBISIFOTCS O0s3aTeNbHBIMU. METONOM TMOJMMEpPa3HOW IIEMHOW peakiuu
OINpEEIIeTCs] BapUaHT XHWMEPHOTO TPAHCKPUIITA, KOTOPBIM B JAJIbHEWIIEM HWCIOJIb3YeTCd IS

MOHUTOPUHIa MUHUMAJIbHOW OCTAaTOYHON OOJIE3HHU.

IlosiHas peMucCcHsT — 3TO COCTOSIHME KPOBETBOPHOUM TKaHM, MPU KOTOPOM B IMTyHKTATe KOCTHOTO MO3Ta
oOHapyxuBaeTcsi 5% W MeHee OJACTHBIX KIETOK NPU HOPMAJIbHOM COOTHOIIEHMH BCEX POCTKOB
KPOBETBOPEHHS, TIPH KOIMUYECTBE HEHTpoQHIoB B mepudepuueckoii kpou Gomee 1,0 x 10°/1, npu
KOJIMYECTBE TPOMOOIMTOB Gomee i paBHoM 100 x 10%/1, mpH OTCYTCTBUM SKCTpaMemy/IsPHBIX
oyaroB Jeikemuueckoro pocta. Koncraramus Mopdonornuecku noaHoH peMUcCHH (COOTBETCTBEHHO,
OLIEHKAa PE3UCTEHTHOCTH) OCYILECTBIsIETCA MO0 Mociie nepBoil Ga3bl MHIYKIMOHHON Tepanuu, J1ubo
nocyie BTopoi. [Ipu oTCyTCTBUU MONHON PEMUCCUU TOCHE 3aBEPIICHUSI IBYX 3TAlOB WHIYyKIMOHHOU
TEpanuyu PEerUCTpUpyeTcs pedpaktepHas ¢opma ocTporo aumboodIacTHOro neiko3a. B a1oil cBs3m
HEOOXOAMMO TOAYEPKHYTh, YTO Y Psijia MalMEHTOB IMOCIE 3aBepUICHHsI BTOPOil (a3bl MHIYKIIMOHHOM
Tepanuu Ha (pOHE BOCCTAHOBJIEHHUS KPOBETBOPEHUS IMOCJE IUTOCTAaTUYECKOTO BO3JEHCTBUS B paHHUE
CPOKH TIOCTIE €T0 3aBEPIICHUS MOXKET ONPEACTATHCS YBETUUCHHBIN MPOLIEHT OIacTHBIX KJIeTOK (10 10—
12 %). B aToMm ciydae (ocoOeHHO eciu MoiHast pemuccus Obuia 3aduKCHpoBaHa Mocie nepBoi (aspl
UHAYKIIMOHHON Teparnuu) yepe3 Heleao Ha (pOHEe BOCCTAHOBIEHHOIO KPOBETBOPEHUS 11€J1IECO00pa3HO

BBIINNOJIHHUTBH ITOBTOPHYIO CTCPHAJIbHYIO ITYHKIIHIO.

[Tonmuas pemuccus moApasaeNiseTcs Ha TPU OCHOBHBIX TUIA: 1) HUTOreHeTn4ecKasi, 2) MOJICKYJIsIpHasi,
3) ¢ HENOJHBIM BOCCTAHOBJIEHUEM MOKa3arenei nepudepruyeckoil KpoBU, Korna 4ucio HeUTpodunon
meree 1 x 10%/1, a tpomGomutoB Memee 10 x 10°/m. IlocimeaHss KaTeropus OroBapHBAETCS
CHELMANbHO, MTOCKOJIBKY, O PSIIy aHHBIX, POTHO3 Y TaKUX MallMEHTOB HECKOJbKO Xyke. [Ipu aTom
AKCIEPTHI HE PEKOMEHYIOT KOHCTATUPOBATh Y TaKUX IMAlMEHTOB IOJIHYIO0 peMHUcCcuio. TeM He MeHee

BHE KIIMHUYECKUX UCCIIEAOBAHUN 3Ty (POPMYIUPOBKY OTBETA IPUMEHSIOT PEMIKO.

YactuuHasg pemuccus (YaCTUUHBIA OTBET) — 3TOT TEPMHUH PEKOMEHAYIOT HMCHOJIb30BaTh TOJIBKO B
KIMHuYeckux uccaenoBanuax [-1I ¢aspl, olleHMBaIONIMX MPOTUBOOMYXOJIEBYIO 3(PPEKTUBHOCTD,

TOKCHUYHOCTb, INECPCHOCHUMOCTb HOBBIX IMPCIApaTOB MW OIPCACIIAIOINNX OINTHMAJBbHBIC 1O03bl 3THX

IIpETIapaTos. PekoMeHa0BaHoO K M3y4eHuto pegakropamu canta MenYHusep - https://meduniver.com/



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

PEMUCCUU TIOCIIE 3aBEPILECHU ABYX (ha3 MHIYKIIMOHHOMN Tepanuu.

Panusisi cMepTh — 5TO CMEPThH MAIMEHTA B MEPUOJ MHIYKIIMOHHON Tepanuu (AByX a3 MHAYKIUH IS
ocTphIX JIUM(DOOIACTHBIX Jeiko30B). Crenyer MOTYEPKHYTb, YTO O3TOT KPUTEPUH SIBIISETCS
0000IamuUM JUIsl TOHATHA THMOEnu mNalueHTa B MpoLecce HWHAYKIMOHHOW Tepanuu. Yaie
UCIIONIB3YIOT TEPMHUH «CMEPTh B TMEPUOA HHIYKIUW», 4YTO OoJiee HYETKO OTpa)kaeT CUTYaIlHIo,
MOCKOJIBKY B PsIIE CIydaeB CMEPTh MaIlMeHTa MPOUCXOIUT Ha BTOPOM (pa3ze MHAYKIIMOHHOW TEpaIuu,
OpU 3TOM y HUX OblIa 3aperuCTPUPOBAHA MOJHAS PEMUCCUS MOcie NMepBOod (a3bl MHAYKIMOHHOU
Tepanuu. B 3THX ciydasx cMEpTh pacCMarpUBAIOT KaK CMEPTh B KOHCOJIMJIALMHU WU CMEPTH IOCIIE

JOCTHXXCHUA MOJIHOM PEMUCCHUM.

PeunauB — 3T0 COCTOSIHME KOHCTAaTUPYETCs MPU 0OHAPYKEHUHU B ITyHKTATE KOCTHOTO Mo3ra ooiiee 5 %
ONacTHBIX KIIETOK. PeruauB 3a0oiieBaHUS HE KOHCTATHUPYETCS NpH OOHAPY)KCHHMH B OYEPEIHOM
KOHTPOJIBHOM ITyHKTaTe KOCTHOTO Mo3ra 6onee 5 % OmacTHBIX KJIeTOK, HO MeHee 10 %, B Tex ciydasx,
KOTJIa MYyHKIMSI KOCTHOTO MO3Ta MPOW3BOAUTCS B PaHHUE CPOKH TOCIIE Kypca XHMHUOTEparuu WU
WCIIOIb30BAJIUCH POCTOBBIC TEMOTIOATHYECKHE (DAKTOPHI C IEIBI0 COKPAIICHUS ITepruoia HEUTPOIICHUH,
MPH OTOM aHAINW3 TMEepUPEPUICCKON KPOBH HOPMAIBHBIA W OTCYTCTBYIOT 3KCTpaMedyJLISIPHBIC
nopaxeHusi. Bropass nmuarHoctuueckas MyHKIUSI OCyIIecTBIsieTcs depe3 7—10 gHel mociie mepBoi.
Ecnu coxpansieTcst mpoleHT OJaCTHBIX KJIETOK BBIIIE 5 WM OTMEYAETCs UX YBEIMYEeHHUE (HarpuMmep, ¢

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

Pannuii peumanmB — 3ta Gopma peuuauBa HA3bIBAE€TCS B TOM CJydae, €CJIM OH PErUCTpUpyeTcs
paHbllle, YEM 4Yepe3 MONrola OT MOMEHTAa OKOHYAHMS MOJAEPKUBAIOIICH Tepaluv WIK HAa TEparuu
MocJIe JOCTHKEHUS peMuccuu. [1o3qHnM cunTaeTcs TOT peunuInB, KOTOPbIM BO3HUKAET YE€PE3 MOJIro1a
u Oomee OT OKOHYaHMs TMONJEpXKUBalomle Tepamuu. PeuwauBoM Takxke ABISETCS H
BHEKOCTHOMO3IOBOE NOpaxxeHUe (HeHposeiikeMusi, MOpakeHNe SIMUEK, YBEIMUEHUE CEJIE3EHKU U T. [1.)
JaXe TPH OTCYTCTBHM HM3MEHEHUH B KPOBH M KOCTHOM MO3re. BHEKOCTHOMO3rOBBIE PELHIHUBBI
(ocobeHHO TOpaXeHHe I[EHTPAJIbHOW HEPBHOW CHCTEMBI) MPU HCIOIH30BAHUU COBPEMEHHBIX
NPOTOKOJIOB JIEYEHHsI BCTpEUaroTCs NpuOnu3uTenbHo B 4-8 % cimyuyaeB. Eciam koHcTaTHpoBaH
M30JIMPOBAaHHBIM  BHEKOCTHOMO3IOBOM pELUMJIMB, TO, KpOME JIOKaJIbHOW Tepanuu (JeueHue
HelponeiikeMuu, o0ydeHne/ylaaeHue audka, ylajaeHue JEeHKeMUYeCcKOro oyara B sSIMYHHUKE U T. [1.),
00s13aTeNIbHO MPOBEACHUE U CUCTEMHON MHIYKIIMOHHOM TEpanuu Mo MpOTOKOJaM, MPeayCMOTPEHHBIM

JUIS1 TAKAX PELHUIUBOB.

MuHuMaJbHasE 0CTATOYHAs 00JIe3Hb, WM MHHUMAaJIbHAS pe3uayabHas 00JIe3Hb — 3TO HEeOOIbIIas
TIOMYJISAIIMS OIYXOJIEBBIX KIIETOK, KOTOpas HE MOXET ObITh 3aMKCHpPOBaHA C MOMOIILI0O CBETOBOTO
MHKPOCKOTa, HO OOHapyXuBaeTcsi 00Jie€ TOHKMMH METOJAaMH HWCCIEIOBAHUSA, BBISBISIOMMMU |

nefikeMuueckyio Kierky ma 10%°°

uccienyembix. OCHOBHBIMM METOJIaMHU JETEKIMU MUHUMAaIbHOU
OCTaTOYHON OOJIE3HM SIBIISIFOTCS MPOTOYHAS IIUTOMETPHS M TIOJMMEpa3Has IemHasi peakius. MeTobl
CTaHJAPTHOTO LIMTOT€HETUYECKOTO ucciienoBanus U Metol FISH He mcnonb3yroTcst B LENAX OLIEHKHU

MUHHAMAJIIbHONW OCTATOYHOU OO0JIE3HU.

PekomeHaoBaHO K n3y4yeHuto pegakropamu canta MeaYHumeep - https://meduniver.com/



[uToreHernyeckasi peMHMCCHs — 3TO IIOJHAS KJIMHUKO-TEMATOJIOTHYECKass PEMUCCHUSA, MPU STOM
METOaMH CTAHJAPTHOM IIUTOTEHETUKU HE BBISABIISIOTCS MCXOAHBIE aHOMAJIMHA KapUOTHUIIA; KapUOTHUII
JOJKeH OBITh HOPMAJbHBIM, a YHUCIO MPOaHATN3UPOBAHHBIX MeTada3 JOKHO COCTABISATh HE MEHEe
20. IluToreHernueckass peMHCCHUSI — HOBOE MOHATHE, MOSABUBIIEECS MPU PETYISIPHOM HCHOJIb30BaHUU

METOJIOB IIUTOICHETUKHU JJIsI MCCIIEJOBAHUM IMYHKTATOB KOCTHOI'O MO3ra B IICPpUOJ MMOJTHOM pEMUCCHUHN.

uToreHeTHYeCKHil peUMJAUB — 3TO PEIUINB, KOTOPBIM KOHCTATUPYETCS MPH HAIWYWHA B IyHKTATE
KOCTHOTO MO3Ta MHTO30B C XPOMOCOMHBIMH aOeppalusiMd, KOTOpble OOHapyKeHbl B Je0r0Te

3a00JIeBaHus Ha (1)OH6 COXpaH}IIOHICfICH KJIMHUKO-T€MaTOJI0IrnYeCKOM pEMUCCHUMN.

MouJiekyasipHasi peMHCCHSI — 3TO TOJIHAS KIMHUKO-TeMaToJIornyecKasi pEMHUCCHS MPU OTCYTCTBUH B
KOCTHOM MO3I'€ UCXOJIHO ONPENEIABIINXCA METOJOM MOJIMMEPA3HOM LEMHOW peakluy MOJIEKYJISIPHBIX
MapKepOB OCTPOrO JIEMKO3a C YyBCTBUTEIBHOCTBIO METOAA 10~%. D10 TaKKe HOBOE MOHATHE, CTABIIEE
B HACToOsIIEE BpeMs KIto4eBbIM. ClieyeT OTMETUTh, YTO MOXKET OBITh JOCTUTHYTAa IIUTOT€HETUYECKAS

pPEMUCCHSI, HO IIPU ITOM MOJIEKYJISIPHBIE MAPKEPBI MOTYT €11E ONPEAEIATHCS.

MoJiekyasIpHBbIH PEeUUAUB — OTO MOSBICHUE HWCXOAHO OMNPEIEISABIIMXCS MOJEKYISIPHBIX MapKEpOB
OCTPBIX JICMKO30B B JIByX MOBTOPHBIX aHaIu3ax (MIPOBEIECHHBIX C KOPOTKUM HMHTEPBAJIOM BPEMEHH) Ha

(1)0He COXpaHHIOHICfICH KJIMHUKO-I€MaTOJIOT MY CKOM PEMUCCHH.

BaxxHbIM ¥ OTHUM U3 CambIX TOYHBIX CIIOCOOOB OIEHKU 3((HEKTUBHOCTH TEPallU OCTPHIX JIEHMKO30B
SBIIAIOTCS PUMEHEHNE CTATUCTUYECKUX METOJOB U MOCTPOEHUE KPUBBIX BHDKMBAEMOCTHU MAIIMEHTOB,
KOTOPBIM TPOBOAMIN TO WM MHOE JieueHue. Yarie Bcero OLEHUBAIOT OOIIyI0, Oe3peluInBHYIO,
0eCCOOBITHITHYIO BBIKMBAEMOCTh M BEPOSITHOCTh COXpPAHEHHUs MOJHOM pemuccuu (wid oOpaTrHoe

MNOHATHUC — BEPOATHOCTDL Pa3BUTHUA peunz[HBa).

OO0masi BbIKUBaeMOCTh. J11s1 o11eHKH OOIeil BBKMBAEMOCTH aHAIM3UPYIOT BPEMEHHBIE ITapaAMETPhI
BCEX MAI[MEHTOB, BKJIIOYEHHBIX B HCCIIeOBaHHE. TOUKON OTcueTa SIBISETCS JEHb Hayaja Tepaluu.
CoObITHEM CUMTAETCS TOJBKO CMEPTh MAIMEeHTa OT JI000M MPUYHUHBI (PaHHSS JETAIBHOCTh, CMEPTH B
NepUoJl PEMUCCUU OT J00OM MPUYMHBI, CMEpTh B Tmepuon peuuguBa). CoObITHE HA KPUBOM
BBDKMBAEMOCTH TpauuecKu 0TOOpaxaeTcsi CTyNeHbKOU, nayiield BHU3. [lalineHToB, )KUBBIX BO BpeMs
MPOBEACHUSI AaHAJIN3a, PACUCHUBAIOT KaK Clay4yald M OTMEUYAlOT Ha KPUBOM YEPTOYKOM, T. €.
neH3ypupyroT. [lanueHToB, cynp0a KOTOPBIX HEM3BECTHA, IIEH3YPUPYIOT B TOT MOMEHT, Korja ObLIo
U3BECTHO, YTO OHU JKHUBBL. BOJNBHBIX, OTKA3aBIIMXCS OT JIEYEHUS, LIEH3YPUPYIOT B JIEHb OTKa3a OT

TEparvu.

Be3pennauBHas BbKNBaeMOCThb. 1Ipy onieHke Oe3peluAMBHON BBKUBAEMOCTH YUUTHIBAIOT JaHHBIE
TOJILKO TE€X MAlMEHTOB, Y KOTOPBIX OblLja JOCTUTHYTa MOJHAs pemMuccusi. Toukoil oTcuera cuuTaercs
Jara JOCTHDKeHHS TONHOM pemuccud. COOBITUSMU CUMTAIOTCS PELUUIUB WIM CMEPTh OT JHO0OM
OpUYUHBL (B TMEPUOJA KOHCONMAALMHU WIH TOAACPKUBAIOLIETO JICUCHHS, OT pPElUANBa, B TEPUOJ
PEMUCCUU OT APYro MpUYUHBI, HAIPUMEP, CyUlnaa). LIeH3ypupyroT TOIbKO T€X NalMEeHTOB, KOTOPbIE
ObLIM KUBBI U HaXOJIWINCh B TMOJIHOM PEMUCCHMU B MOMEHT MPOBEACHUs aHaidu3a. bolmbHBIX, cynb0a
KOTOPBIX HEM3BECTHA, IIEH3YPUPYIOT B TOT MOMEHT, KOTJia ObUIO M3BECTHO, YTO OHU KUBHI B MOJHOU

peEMHUCCHUN. HaHI/ICHTOB, Y KOTOPBIX ObL1a AOCTUTHYTa MOJIHAA PEMHUCCHUA, HO OHHU OTKa3aJIuChb OT
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BeposiTHOCTH cOXpaHeHHs TOJIHOW peMuccuu (00paTHOE OT BEPOSITHOCTH PA3BUTHSA PelUIHUBA).
IIpn olEeHKE BEpPOSTHOCTHM COXPAHEHMS IIOJIHOW PEMHCCHUU YUMUTBIBAIOTCS JAHHBIE TOJBKO TEX
MAlMEHTOB, Yy KOTOPBIX JOCTUTHyTa IONHasg pemuccusa. [Ipy 3TOM TOUKOW OTCUeTa CIyKUT Jara
JOCTHKEHUS TOIHON pemuccun. CoOBITHEM CUMTAETCS TOJNBKO penuauB 3adoneBanus. L{eHsypupyior
BcexX OOJIbHBIX, KTO KMB B IOJIHOM peMUCCUU B MOMEHT NpoBeAeHUs aHanu3a. [lanuenTsl, ymepiiue B
[EpUOJ TOJHOM PEMHUCCHUU OT OCJIOKHEHHM, CBS3aHHBIX C JICYEHHWEM, WJIA OT APYIUX IPHUYHH,
LEH3YPHUPYIOT B JIEHb CMEPTH, KaK OOJIbHBIX, HAXOIUBIIUXCS B MOTHON pemuccuu. [lannentos, cynnp0a
KOTOPBIX HEM3BECTHA, LIEH3YPUPYIOT HA TOT MOMEHT, KOTJla ObLJIO U3BECTHO, YTO OHU >KUBBI B MOJHOMN
pemuccuu. IlanueHToB, y KOTOpBIX Oblia JTOCTUTHYTa IOJIHAS PEMHUCCUS M KOTOPBIE OTKA3aJlUCh OT

JICYEHHUsI B IIEPUOJ PEMUCCUH, LIEH3YPUPYIOT B ICHb OTKa3a OT TEPAIUH.

BeposaTHOCTh CcOXpaHEHUsl TOJHOM peMHCCUU SBISETCS TeM IoKa3arejaeM, KOTOPBIA TIO3BOJISET
OLICHMBAaTh WCTUHHYIO IMPOTHUBOOIYXOJIEBYIO 3(()EKTUBHOCTh KAaKOM-TMOO Tepanuu 0e3 yuera TaKuX
CyObEKTUBHBIX MOMEHTOB, KaK BBIX&)XMBAaHHE IAIIMEHTOB OT OCJIOXHEHHUH, CBSI3aHHBIX C CaMUM

JICHCHHUECM.

BeccoObITHIiHAsT BBI)KHBAE€MOCThb. OJTOT IIOKAa3aTeib OICHMBACT BBDKHMBAEMOCTH BCEX OOJIBHBIX,
BKJIIOYCHHBIX B aHAJIN3, C MOMEHTA Hadaja Tepanui. COOBITHEM CUMTAETCS PaHHSISA JIETaIbHOCTD, (PakT
HEJOCTUKEHUS TIOJTHOM PEMHUCCHUU Yepe3 JBa MecAlla OT Hayalia JICYEHHUs, CMEPTh B MIEPUOJT PEMUCCUU
OT OCJIO)KHEHUN XUMHUOTEPAUU WIM JPYyTUX MPUYUH, a TaKKe penuauB 3a0oneBanus. L{eH3ypupyror
TOJIBKO TTAIIMEHTOB, Y KOTOPBIX Obljla JOCTUTHYTA MOJHAS PEMHUCCHS B TEUEHHE MEPBBIX IBYX KYpPCOB
XUMHOTEPANUU, U OHM OCTAIOTCS KUBBIMH, COXpaHss MOJHYIO PEMUCCHIO, HA MOMEHT IPOBEICHUS

aHaJik3a.

Nupyknus — 5T0 mepuo Ha4albHOTO JICYCHHS, IIETTbI0 KOTOPOTO SBISETCS MAKCUMAJIBHO OBICTPOE U
CYILLIECTBEHHOE COKpAIlleHHE OIyXOJEBOM MacChl M JOCTUKEHUE IOJHOM PEMHCCHUH, Ha3bIBAETCSA
nepuoAoM HHAYyKUuu (00biyHO 1-2 Kkypca). VImenHo B 3ToT mnepuon Ha (OHE MPUMEHEHUs
UTOCTATUYECKUX CPEACTB KOJIMYECTBO JICMKEMUYECKUX KJIETOK B KOCTHOM MO3T€ YMEHBIIAETCS
npumepo B 100 pa3, T. €. B MOMEHT KOHCTATallMM T[IOJHOM pPEMHCCUU B KOCTHOM MO3Te

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

Koncomupanus. Btopoil »Tam Tepanuu OCTPhIX JIEMKO30B — 3aKPEIUJIEHUE JOCTUTHYTOIO
IPOTUBOOITYX0JIEBOTO 3(dekTa (pasHoe KOIMYECTBO, B 3aBUCHMOCTH OT MPOTOKOJA). 3a/1adeid 3TOro
NIepUo/ia SABJISIETCS 110 BO3MOYKHOCTH €111€ O0JIbIIIee YMEHBIIICHUE YUCIIa OCTAIOIINXCS MOCIIe MHAYKIIUU

JTEUKEMUYECKUX KIIETOK.

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

YCM B IICPpHUOA MHAYKIIMU PEMUCCHUH, HA BO3MOKHO OCT&IOHLHI;'ICSI OHyXOJIeBBIfI KJIOH.

Jleiiko3/numpoma bepkurra — 310 BBICOKOArpeccuBHOE IuMdornponudepaTuBHOe 3a00I€BaHUE U3
UMMYHOJIOTUYECKH 3peibIX DB-KIETOK ¢ NPEeMMyHIECTBEHHO J3KCTPAHONAJIBbHOM JIOKAJIU3aLMEH.
Knunnuecku BoiaenstoT 3 Bapuanta JuMm@omsl bepkutra: sHaeMuyeckuil, cnopagudyeckuii 1 BUY-

aCCOIMUPOBAHHBIMN.
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JHaemMudeckuii BapuaHtT JumMmdombl bepkurra — 310 BapuanT aumMpombl bepkuTtTta XapakrepeH s
TEMHOKOXXHX JIeTei-aOOpUTeHOB dKBaTopuaibHOW Adpuku u murpantoB u3z Adpuxku B Hosyto
I'Bunero. B kiamHMYeckol kapTWHE 4acTo HAOMIONAaeTCs MOpaKeHHE JIMIIEBOIO CKelleTa: BEpXHEW U
HIDKHEH 4YeNrocTel, OpOWTHI, a TaKKe TMOYEK, SIMYEK, SUYHUKOB, CIIOHHBIX, MOJOYHBIX JKEJIe3 H

LHEHTPAJIbHOM HEPBHOM CHCTEMBI.

Cnopaanueckuii Bapuant Jjaumpombl bepkurra — 310 TuUnuuyHas aumdoma bepkurra MO
Mop(]orIoru4eckuM, MMMYHO(DEHOTUITUYECKUM U IIUTOTEHETUYECKUM TMPU3HAKAM, BO3HUKAIOIIAsI BHE

3HI[€MH'—IHOI>1 30HBI.

NmmyHonepuuuT-accOnMupoBaHHblii BapuanT JuM@pomsbl bepkurra — 10 mumdoma bepkutra,
BO3HUKatouasi Ha (oHe UMMYHOACPUIMTHBIX cocTosiHUM (y maunueHToB ¢ BUY-undekuueit, nocie
TPaHCIUIAHTALIMM OPraHoB, Yy TMAlMEHTOB C NEPBUYHBIMU HMMyHoJehuuuramu). Yaie Bcero
BcTpeuaercss y BUY- uHQUUIUPOBAHHBIX MAIlMEHTOB, MPUYEM HA paHHUX dTanax pa3BuTusi (10

camkerns CD* -xiretok).

PekomeHaoBaHO K n3y4yeHuto pegakropamu canta MeaYHumeep - https://meduniver.com/



1. Kparkast nnopmMauus 1mo 3a001€BaHNI0 WIH
COCTOSIHUIO (IpynnbI 3200/1eBAHUUA UJIA COCTOSTHUM)
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1.1 Onpenenenue 3a00/1€eBaHUsA HJIH COCTOSHUS
(rpynnbl 32001€eBAHAMA UJIA COCTOSTHUI)

Octpsie numpobnacTHeie seliko3bl (nanee — OJIJI)/octprie numdoodnactabie aumbomst (JIBJI) — 310
TeTepOreHHas TPYIINa 3JI0KaYeCTBEHHBIX KJIOHATBHBIX 3a00JIEBAHUM CHCTEMBI KPOBHU, MPOUCXOISIINX
U3  KIJIETOK-TIPEAIISCTBEHHUI] TE€MOI0d3a MPEUMYIIECTBEHHO JUMGOUIHONW  HAMpPaBICHHOCTH
Tu(pGEpEeHIMPOBKH U XapaKTePHU3YIOIIMECs dYalle BCEro HMCXOAHBIM TOPaKEHHUEM KOCTHOTO MO3ra
(manee — KM), BpITeCHEHMEM HOPMAJIBHOTO KPOBETBOPEHHUS M BOBIICUCHHEM B IMPOILIECC PA3IUYHBIX
OpraHOB M CHCTEM opraHu3ma (LleHTpajbHas HepBHas cucrema (manee — IIHC), suukn,
nuMmdaTudeckas TKaHb JIFOOOW JIOKAaIW3alMH), a TaKXe BO3MOXHOCTBHIO HCXOJHOTO MOpPAKEHUS

opraHoB JuM@darnyeckoil Tkanu 6e3 BosineueHuss KM [1-5].
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1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHmI WM
COCTOSIHUA (TPynnbl 32001€BAHUIN UJIM COCTOSHUMN)

DTHOJIOTUSI TOYHO HE YCTAaHOBJICHA. DTHUOJIOTUS U TATOTEHE3 OOBSICHSAIOTCS OOIICTIPUHSITON KIOHOBOM
TEOPHUEN: BCE JICMKEMHUYECKHE KIIETKH SIBJISIFOTCS TOTOMKAMH OJTHOM POJIOHAYAIBHOW KJIETKH, KOTOpast
npekparuia cBolo auddepeHIUpoBKy Ha OJHOM W3 paHHUX CTaaui co3peBanus. M3-3a
HEKOHTPOJUPYEMOM Mposndepaud OMyXoJeBbIX KJIETOK YTHETACTCS HOPMaJIbHOE KPOBETBOPEHUE,

o0pa3yroTcsi MeTacTasbl (JiekeMuuecKrue HH(UIBTPAThl) BHE OPraHOB KpoBeTBOpeHus [ 1-5].
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1.3 Dnuaemuosorus 3a60J1§BaHuﬂ WJIM COCTOSTHUS
(rpynnbl 320071€BAHUMA UJIA COCTOSTHUI)

OJIJI moxeT BcTpedarbes y JIUI 0000 BO3pacTa, HaurMHas ¢ MJIaICHYECKOTO BO3pacTa U 3aKaHYMBas
MOKUJIBIM, OJJHAKO MAaKCHUMAaJIbHbIE 3HAYEHUS 3a001€BaEMOCTH MPHUXOATCS HA AeTCKuil 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 mnauueHTtoB wmojoxke 15 ner OJIJI
nuarHoctupyercsa B 75 % ciyuyaeB Bcex ocTphIX Jieliko30B (nanee — OJI). [Tuk 3a6oneBaemoctu OJIJI
MPUXOAUTCS HA Bo3pacT 3—4 rojaa, 3aTeM 4acToTa €ro CHUXKAETCs, U BTOPOU MOABEM, XOTS HE CTOJIb

CYIIECTBEHHbIN, 0TMeuaeTcs B Bo3pacte 50—60 net [1-5,7].

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

MoJoxe 18 aer [8].

3aboneBaemocth OJIJI y manueHToB MOXKUIOTO BO3pacTa HEYKJIOHHO Bo3pacTaeT. CornacHO JaHHBIM
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 mer. Kpome Toro,
npubnu3utensHo 30 % OJIJI nuarnoctupyrores B Bo3pacte >60 net. Ounaaensduiickas xpoMmocoma
(Ph) onpenensiercs y 20-30 % B3pocnbix nanuento B-OJIJI. B to Bpems kak Ph+ OJIJI coctaBuser y
nerer MeHee S5 % Bcex cilydaeB, ero yactora BospacraeT a0 40 % y B3pocibix B Bozpacte 40 e, a

3areM Ha 10 % B TeyeHHe KaXKJ10ro MOCICAYIOIIEro IeCATUICTHS KU3HHU [9] .

JIumdpomoii bepkutra (nanee — JIb) Oonerotr npenMyiiecTBeHHO MyXuuHbl. Y aereit JIb cocrasnser
okono 30-50 % Bcex nmum@om. CoOTHOLIIEHUE MAJTBIUKU : JIeBOUYKU — 3—4 : 1, cpenHuii Bo3pact — 8
net. Y B3pocabix JIb BcTpewaeTcs 3HaunMTenbHO peke — B 2 % ciydaeB Bcex aumdom. bomeror
IPEUMYIECTBEHHO MOJIOJIBIE MYKUMHBI, COOTHOIIEHHE MYXUMHBI @ JKEHIIMHbI — 3 : 1, cpenHuit
Bo3pact — 25-30 ner [1,2,10] .
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1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA WJIH
COCTOSIHUA (IPyNIbI 3200J1€BaHUI1 HIH COCTOSTHHIA) 110
MexaAyHapOAHOH CTATHYECKOH KJIACH(PUKALMH
0oJ1e3Hel U npo0JieM, CBI3aAHHBIX CO 3I0POBbEM

Jlumdonanmblii geiiko3 (CI1):

e (C91.0 Octpsiii 1uMbOOIACTHBIN JEHKO3

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

e C91.7 Hpyro#t yTouHEeHHBIN JIUMGOUTHBIN JIEHKO3

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

o (C83.5 JIumdoobnactras (muddysnas) mumdpoma

e (C83.7 Onyxons bepkurra
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1.5 Knaccudpukanust 3a001€BaHust MM COCTOTHHSA
(rpynnsl 32001€eBAHAMA UJIA COCTOSTHUI)

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

paccMaTpuBarOTCs B pas3zielie Omyxoiei u3 npeanecTBeHHukoB T- u B-mumdoruros [3]:

e suMQoOnacTHbli  Jeiiko3/mumpoma u3  B-mpenmecrtBeHHukoB  (cuHoHMM:  OJUUI  wu3
MpeIeCTBEHHUKOB B-Ki1eToK);
o suMdoOnacTHpi  Jeiiko3/mumpoma w3 T-mpemmectBeHHUKoB  (cuHoHMM:  OJIJI  wu3

npeAmCcCTBCHHUKOB T-KJ'IGTOK).

Bo03MO0OXHO paBHOILIEHHOE MCTIOIB30BAaHUE OMUCAHHBIX ONPEACIICHUN, U aBTOPBI KJIACCU(UKAIIMH JIUIIb
noJyiararoT, uto npu 25 % u Gonee OmactHpIX 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-nmumdobaacTublii Jeiiko3/aumdoma

o B-mumdobnacThbiii neiikos/mumdoma, 6e3 cnermupuueckux xapakrepuctuk (NOS — not otherwise
specified).
o B-nuMmpoobaacTHbI Neiiko3/muMpomMa ¢ TOBTOPSIOMTUMHUCS XPOMOCOMHBIMU aHOMAJTHSIMH:

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

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

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

o B-mumdbobnacTHbIN Ieiko3/mTuMdpoMa ¢ TUIIEPIUTIIIONTUCH;

o B-nmumdobnacTHsIil neliko3/mumpoma ¢ runoaurionauet (runoaumtonaasii OJII);

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

o B-numpobnactusiit neiikos/mumdpoma c t(1;19)(q23;p13.3); E24-PBX1;TCF3/PBX1),

o B-nmumdobnacTHsIil neiiko3/mumpoma ¢ uHTpaxpomMocoMHol amrumdukanuen 21(1AMP21)

o B-nmumdobnacTHeIi neiko3/muMdomMa ¢ TpaHCIOKAIMEH, BOBICKAIONICH TUPO3ZHMHKWHA3BI WU
uuTokuHoBbIN penentop (BCR-ABLI1-like ALL).

T-nmumodacTHbI Jeiiko3/aumdpoma

e JIumdoOnacTHbIN J€HKO3 U3 paHHUX T-KJIETOUHBIX MPEAIIeCTBEHHUKOB;

o NK-knetounsiii 1umdo0OIacTHBIN JeiKO3/muMPpoma.

Cornacno knaccupukauun BO3 2017 r. [3], JIBJI ¢ nopaxkenuem KM u 6e3 Hero oObeIUHSIIOTCS B
eANHYI0 Tpynmny «IuM(oOmacTHeIC JTEHKO3BI/TUM(POMBI U3 TMPEAIICCTBEHHUKOB B- mmm T-KieTok».
HecmoTtpst Ha mIMPOKO pacnpoCTpaHEHHYIO TOUKY 3peHust o ToM, yto OJIJI u JIBJI xapakrepusyrorcs
pa3IMYHBIMU KIMHUYECKUMHU TPOSABICHUSIMH OJHOTO U TOTo ke 3aboyieBaHus, B IpoIlecce
BBITIOJTHEHHOTO aHalMu3a JKCIPECCUU TeHOB [5] ObUIO MOKA3aHO YETKOE pasleieHue Mexay 1-
kierounoid OJUJI m T-xnerounoit JIBJI BBuAY paszinuus SKCOPECCUU OTIAEIBHBIX T'€HOB. Psa 3THX

paBHI/I‘-II/Iﬁ MOJKET OBITh O6YCJ'IOBJ'IGH CHGHI/I(i)I/I‘-IHI)IMI/I MEXaHu3MaMH, HMCIOIIMMH OTHOIICHHE K

CTPOMAJIbHBIM  KIIPBiMe HhoBAHE K RERISHMIBVISERE 0B A KB SEHTRCIVREN B AKED S htisE I mBE nRASKEBIR/



CUTHAJbHBIE MYTH, peryaupytomue poct kietok npu T-knetounsix OJIJI u T-knerounsix JIBJI, moryT

OBITH pas3IndHbI, YTO YaCTUIHO 00BsCHSET pasmuIne KIIMHUYCCKHUX HpO}IBJ'IeHI/Iﬁ obomnx 3a0o0neBaHUI

[5].
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1.6 Kiinmanyeckass KApTHHA 3a§0J1eBaHnﬂ WA _
COCTOSTHUSA (IPynnbI 3200/ 1€ BAHUM UJIM COCTOSIHUMN)

JUITenbHOCTh aHaMHe3a 3a00JIeBaHUs OT MOMEHTA MOSABIICHUS MEPBbIX KIMHUYECKUX MPU3HAKOB 10
MOP(OJIOTHYECKON BepUPUKALUUA JUArHO3a COCTABISET OT HECKOJIBKHX HENIENb JO0 HECKOJIbKHUX
mecsieB. Kimanueckast kapTuHa omnpenensercs cTeneHbio HapymeHus Gynknuii KM B Buage anemun,
reMOpPParuyeckoro CHUHAPOMA M Pa3BUTHEM HMH(PEKUUNA pPa3IM4YHON CTENEHH TSKECTH; HaJIU4YUeM
OIyXOJICBOM Macchl B BHJIE OPraHOMETajliid, OOJBIIOT0 KOJMYECTBA OMYXOJEBBIX KIETOK B
nepudeprudecko KpoBH, TUM(OaaeHONMaTUd W MacC B CPEJOCTCHHH; B HEKOTOPBHIX CIydasX C
pa3BUTHEM OOJIEBOTO CHUHIPOMA, CBA3AHHOTO C IMOPaXEHUEM KOCTEH, C TMOSBICHUEM KIMHHYECKHUX

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

Knunnueckue nposisinenus y narueHToB ¢ OJIJI ouenp Hecnenu@UUHBI U CBA3aHBI C PA3BUTHEM TeX
WIM HHBIX CHUMIITOMOB, OOYCJIOBJICHHBIX BBITECHEHHEM OITyXOJIEBBIMU KJIETKAMH HOPMaJIbHOTO
KpoBeTBOpeHHsi. OCHOBHBIE CHUMIITOMBI 3a00JIeBaHHS — CJIa0OCTh, JUXOpajaKa, HE CBsA3aHHASA C
WH(EKIHMEeH, OCCalTUU W apTpajrud, TeMopparudeckuii cuHApoM. HH(EKIMOHHBIC OCIOKHEHUS
BCTPEUAIOTCS] HEYAaCcTO, U B OCHOBHOM B Te€X CJIy4asX, KOIJla YMCJIO HEHUTPO(HUIOB HE TPEBBINIACT
0,2 x 10°/n. V 1 % nanmeHToB OTMEYAlOTCsl TOJOBHbIE 00JK, TOIIHOTa, PBOTA, Yallle BCETO IpHU
Bomieuenuu [THC [13].

JIBJI yame Bctpevaetrcss y MyxuuH (61-75 %). ¥V OonbmuucTBa (5895 %) manueHToB HA MOMEHT
IIOCTAaHOBKM jauarHo3a 3aboneBanne umeer III-IV cragnro. VYV 3HAYUTEIbHON [OJM HAIUEHTOB
OTIPEICNAIOTCS JINXOPaJKa, HOYHAs MOTIMBOCTh W CHM)KEHHME Macchl Tena (1648 %), a Takke
MOBBIIIEHUE aKTUBHOCTHU Jakraraeruaporenasbl (nanee — JIJAI) (48-84 %). Yactora mepBUYHOTO
nopaxenust [IHC ananornuna gannomy nokaszarento npu OJIJT (0-10 %). IlanuenTst ¢ T-kiaeTouHOM
JIBJI mmeroT Gosiee MOJIOAON BO3PACT TI0 CpaBHEHUIO ¢ manueHTamMu ¢ B-kierounoit JIBJI [14], 6omee
BBICOKYIO 4acTOTy MopakeHus: tuMQoy3ioB cpenocrenus u KM, a taxke [V craauro 3abosneBanusi, B
TO BpeMs KaK JKCTpaHOJAJIbHOE MOopa)keHue BcTpeudaercs yamie npu B-knetounwsix JIBJI [15]. B
npotuBononioxkHocts  OJIJI mpu  JIBJI mapamerpsl nepudepuueckodl KpoBH, B YacCTHOCTH
KOHIICHTPAIUS TeMOITIOOMHA U KOJIMYECTBO TPOMOOILIMTOB B IIEJIOM, MPHUOIMKAIOTCS K HOPMaJIbHBIM
3HAYEHUSIM, YTO CBUJETEIBCTBYET O MOTEHLHMAJIbHO O0Jie€ BBICOKOM KOCTHO-MO3IOBOM pE€3€pBE U

JTydlied NepeHoCuMocTy xumuorepanuu (nanee — XT).
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2. JIlmarnocruka 3a001eBaHUsI UJIM COCTOSTHUS
(rpynnsl 32001€eBAHUMA UJIH COCTOSTHUI) MEeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHECHUIO
METOA0B JMATHOCTHUKM

Mnozcue pexomenoosanHvie Memoobl OUACHOCMUKU 3A001€6aHUS U CBA3AHHLIX C HUM COCMOAHUU
umeom 02paHuYeHHyl0 00Ka3amenvHylo 0asy (8 coomeemcmeuu ¢ WKALIAMU OYeHKU YPOBHSA
JIOCTOBEPHOCTH JI0Ka3aTeNbCTB (danee — YVI[/I) u yposus ybeoumenvhocu pexomenoayuil (Oaiee —
YVP)) no npuuune omcymcmeus noceawenuvlx um KHWH. Hes3upas na >3mo, oHu A6158100McA
HeoOX00UMbIMU INleMeHmamu  00C1e008anus nayuenma Oas YCMAHOGIeHUs OuacHo3a U 6vlbopa

MaKmMuKu Jiedenus, maxk Kak oonee sghghekmuenvie u OOKA3aHHbIE MEMOObL 68 HACMOosUee 8pemMs He
paspabomarbwi.
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2.1 /Kaa100bI 1 aHAMHE3

e PexomeHayloTcsl BceM ManyeHTaM MalyeHTaM MpH MOCTaHOBKE TUArHo3a, eXXeIHEBHO B Ipolecce
JICUCHHUs TIIATEIbHBIM cCOOp aHaMmHe3a M kKajno0 3a0ojeBaHUsl C YTOUHEHHEM TEpanuu, KOTopas
IPOBOJMJIACH B CBS3M C JIAaHHBIM 3a00J€BAaHUEM M PaHEe MO MOBOLY APYTuX 3a00JeBaHMM, a TakxKe

MOAPOOHOE OMUCAHME KaJI00 MAIMEHTOB 7S Bepudukanuu quarsosa [1,2,4,5].

YpoBennb yoenureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).
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2.2 Pu3uKaJbHOE 00CTeI0BAHUE

o PexoMeHayloTCs BCEM TaIMEHTaM IPH MMOCTAHOBKE TUArHO3a, €KEJIHEBHO B IMPOIECCE JICUCHUS
npu (GUBUKAIBHOM OCMOTpPE HM3MEpPEHHE pOCTa M MacChl Teja, TeMIeparyphl Teja; OIleHKa
COCTOSIHMSI ~ KO)KHBIX ~ TIOKPOBOB, KOCTHO-CYCTaBHOHW  CHCTEMBI;  BBIABICHHE IPHU3HAKOB
reMOPParu4eckoro CUHAPOMA; HaJWYHMe TeMaTOCIUICHOMETalud, JTuM(oaaeHOmaTuy; HaIYne
MPU3HAKOB AUCOYHKIIMU CepAlla, JIETKUX, TI€YEeHHU, OPTraHOB HHAOKPUHHON CHCTEMbl ISt
Bepudukanuu nuarnosa [1,2,4,5].

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

KommenTapuu: npu gusuxanrbHom o06crnedoganuu mocym OOHAPYHCUBAMBCA PAIUYHOLU CMeneHu
BLIPANCEHHOCMU ~ O1€OHOCMb ~ KOJMCHBIX — NOKPOBOS,  NemexXuaibHvle  BblCbINAHUA,  CUHAKU,
KPOBOMOUUBOCMb 0eCeH, NOBbluleHUe meMnepamypbvl mend, AUM@oadeHonamus, 6 mMoM YUucjie
yeenuueHue HeOHbIX MUHOAIUH, CHIEHOMe2aNus, 2enamomezanus, YVeeluyeHue pasmepos MNouex,
bonesneHHOCMb Npu nokorauyusanuu xocmetl. Boeneuenue xoorcu npu OJIJI b6vieaem peoxo, u eciu

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

o Pexomenayercss BCeM IMalMEHTaM OLCHATh COMAaTHYECKUMM CTaryCc IO IIKajme BocTodHou
KOOIIepaTUBHOM OHKoJornyeckoi rpymmsl (nanee — ECOG) ¢ nenpio onpeaeneHuss HeoOX0AuMOTo

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

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH I0KA3ATEIbCTB — 5).
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2.3 JIabopaTopHbIe JMATHOCTHYECKHE MCCIeI0OBAHUS

o PexomeHayeTrcsi BceM TallMeHTaM TpH IMOCTAHOBKE IWArHo3a I BepH(UKAIMKA TUArHO3a, BO
BpeMsl JICUCHHSI JIJIsl OIICHKU JUHAMUKH Ha (OHE Tepamnuu 2—3 pa3a B HENIEIIO BHITIOJTHEHUE 00IIEro
(kmuHMYecKkoro) aHanmm3a kKpoBu (mamee — OAK) ¢ moacderom neWkonuTapHOW (GOPMYIBI
onpejieeHreM uncia TpomoounTos [ 1,2,4,5].

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

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

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

o PexoMeHayercsi BceM mMalMeHTaM TMpU T[IOCTAaHOBKE JWarHo3a I OmpenaeiieHus o0bema
OITYXOJIEBOTO TOPAKCHHS, BEPOATHOCTH PA3BUTHS CHHApPOMA JIM3HCA OMyXOJIM, a TakKKe BCEM
MalMeHTaM BO BpeMs JICUEHUS 2 pa3a B HEJEINIO C [EeJIbI0 TMHAMHUKU U3MEHEHUN Ha (hOHE Tepanuu u
BBISIBIICHUSI OCJIO)KHEHHMM BBITIOJIHUTH aHAJIU3 KPOBU OHMOXMMHYECKHI 0OIeTepaneBTUUeCKUi
(oOmuit 0eIIoK, OCJIKOBBIC dhpakiumy, MOYEBHHA, KpEaTHHUH, OMnMpyOuH,
acrapratamuHoTpandepasza (manee — ACT), amanmnamuHotrpancdepaza (manee — AJIT), JIT,

MarHui, HaTpuM, Kajlui, KaJIbIui, miroko3a) [1,2,4,5,18,19].
YpoBeHb yoeauteabHOCTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTeJIbLCTB — 5).

o Pexomenayercst BceM NalMeHTaM IpPHU MOCTAHOBKE IUArHo3a Uil  OIpPEAENeHUsT BEPOSITHOCTU
Pa3BUTHS TSKEJBIX KOATYJSLUOHHBIX HApYIICHUM, KaK TeMOpparuyeckux, Tak 1 TPOMOOTHUECKHUX,
a TakKe BCEM MAIMeHTaM BO BpeMs JieUeHHUs 2 pa3a B HENENI0, OCOOEHHO B TMEPHOJ BBEICHUS
acrmaparuHasbl**, c 11eJIbl0 BBISIBJICHHS OCJIOKHEHMI Ha (DOHE Tepamnuu BBIIOIHUTH MCCIEIOBAaHUE
CBEPTHIBAIOIIEH CUCTEMBI KPOBH (AaKTUBUPOBAHHOE YaCTUYHOE TPOMOOIIJIAaCTUHOBOE BpeMs (faee —
AYTB), mnporpomOuHOBBIi wuHAEeKC 10 KBHKY, TpomOWHOBOE Bpems, (HUOPUHOTEH) IS
ONpeNeJeHUsT  BEPOATHOCTH  PAa3BUTUSL  TOKENBIX  KOATYISIMOHHBIX — HapyUIeHWH,  Kak

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

e Pexomenayercsl BceM MallMEHTaM BBIMOJIHUTH HCCIIEIOBaHUE OOMIEro (KJIMHMYECKOT0) aHalu3a

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

o PexoMeHnayercsi BceM maideHTam ompeaeneHue antuten kmaccoB M, G (IgM, IgG) k Bupycy
ummyHonedunmura demoBeka BUY-1/2 (Human immunodeficiency virus HIV 1/2) B kpoBu;
onpezesnieHne aHturen K Oneanou tpenoHeme (Treponema pallidum) B kpoBU sl UCKITIOUEHUS

comyTCTByo1Iel naronoruu [ 1,2].

Yposenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).
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o Pexomenayercsi BceM MalMEHTaM MOJEKYJISIPHO-OMOIOrMYECKOe HCCIe0BaHUEe KPOBH Ha
BupycHblii remarut B (Hepatitis B virus) u Bupycubiii renatut C (Hepatitis C virus) nns

WCKJIFOYEHUS COMYTCTBYIOIIEN naToaoruu [25,26].
YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 4).

o PexoMeHayeTcs1 BCeM MaIlMEHTaM HMCCIIEIOBAHNE MUKPOOHMOIICHO3a KUIIEYHUKA (Ma3Ka U3 TPsIMOi

KHIIIKH) C T[EJbI0 BBISIBJICHUS KOJIOHU3AIIMU HECTEPIIIBHBIX JIOKYCOB MaTOTeHHOM (uopoit [27].
YpoBeHb yOeqUTEJIbHOCTH pekoMeHAanuil — B (YpoBeHb 10CTOBEPHOCTH A10KA3aTENbCTB — 3).

o PexoMeHayercsi BceM MalMeHTaM OIpeAesieHue OCHOBHBIX rpynn kpoBu (ABO); ompeaenenue
antureHa D cuctembl Pesyc (pe3yc-akTop); ompesesneHue MOATPYNIbl U JAPYTUX TPyHl KPOBU
Menbiiero 3HadueHus A-1, A-2, D, Cc, E, Kell, Duffy ¢ nenbro BeIOSHEHHS] 3aMECTHUTEIBHOMN

Tepanuyu KOMIIOHEHTaMH KPOBH 1O TIOKa3aHUsM [28].
Yposenn yoeaureabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

o PexoMeHaylOTCH BCEM ITAMEHTaM IOJY4YEHHE LUTOJIOTHYeCcKoro npenapara KM myrem nmyHkuuun
(crepHasibHAss NYHKIMS) W LUTOJNOrMYeckoe HccienoBanne Mazka KM (Muenorpamma) us
CTEpHAJIBHOIO IyHKTaTa C LEJbI0 BepU(UKALMU JMAarHO3a U OINpPENEeHMs MPOrHo3a MalueHTOB
[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 uHoe odwenpunamuoe onpeoenerue: ouacnos OJL/ (B-
K1emoynoz2o unu T-knemouynozo) ycmauaenrugarom npu obnapyycenuu 25 % u bonee OracmHulx
knemok ¢ KM. Ecau npoyewm 6racmuvix xiemox ¢ KM menee 25 % unu oOnacmmueie kiemku
omcymcmeyrom 6 KM, no npucymcmeyiom 6 unvix ouazax nopaxcenus (mumg@amudeckue y3iuvl 11000

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

° PeKOMeHHyeTCﬂ BCEM IMMAIMCHTAM BBIIIOJIHUTb HHUTOXUMHUYCCKOC HCCIICAOBAHUC IIpCriapara KM

(6nactubix knetok KM) ¢ nensio Bepudukamnmum nuarsosa [29,30].
YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3ATeJIbCTB — 4).

KomMeHnTapuu: npu yumoxumuueckom ucciedosanuu 1umpouoHvle onacmoi wacmo cooepicam PAS-
NONOJNCUMETbHbIE 2PAHYIbL, OHU HE2AMUBHbL 6 PeaKyuu HA MUETONEPOKCUddasy u Ha opyeue
MUENOUOHble Yumoxumuieckue peakyuu. Hepeoko npu ébinoinenuu yumoxumuiecko2o ucciedo8anusl
bracmuvle KiemkKu onpeoenaiom Kaxk Heouggepenyupyemvle, NOIMOMY KIHOUEBbIM MemoOoM
ouaenocmuxu OJIJl sensemces ummynopenomunuposanue. Hanpumep, T-kremounvie Onacmmuovie
onemenmsl  wauje oOviearom  PAS-neeamuemnvi, 6 Hux ewvisasuAiomcs  Kucias — ¢ocghamasa,
Hecneyuguueckas scmepaza 6 opme KPYNHbIX OOUHOYHBIX SPAHYI 6 YUMONIAzme, 6 OMmjudue om

aumepobracmos B-nunuu, 20e npodykm peaxyuu pacnoiazaemcs 6 guoe meaxkux epauyn [1,2].
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o Pexomenpyercs BBITIOJIHUTD M1aTOJIOTOAHATOMHUYECKOE UCCIIEI0BAHUE ouoncuitHoro
(omepanMOHHOI0) Marepuana odara MOpakeHHs! (OIMyXOJeBOro 0Opa30BaHMs), B TOM YHCIIE C
NPUMEHEHUEM HMMYHOTHCTOXMMHUUYECKUX METOAOB, Y MalueHToB 0e3 mopaxkenus KM c¢ nenbio

TOYHOU Bepudukanuu auaruosa [31].
Yposenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

o PexoMeHnayercst y BCex MAalMEHTOB C nofo3peHueM Ha JIbJI BBINOIHATE MaTOIOr0-aHaTOMUYECKOE
UCCIIEZIOBaHNE OMONCUIHOIO (ONEpallMOHHOI0) MaTepuana JauMQoy3ina WIM Jpyroro odara
MOAKEHUS C IPUMEHEHUEM UMMYHOTHCTOXMMHUYECKMX METOZOB C LIeJbl0 olleHKH cyoTunos JIBJI, a
TAaK)K€ COXpaHATh OWONCUIHBIA Marepuan Uisi MOCJIEAYIOLIEr0 BBIIOIHEHHUS MOJEKYISIPHO-
IEHEeTHUYECKUX HCCIIEOBAHUM, YTO MO3BOJUT Pa3paboTaTh HOBbIE TAPIE€THBIC CTPATETUU TEPANUU
[15].

YpoBenb yoeauTeabHOCTH pekoMeHaaunii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

KomMmenTapuu: uvmynogpenomunuueckue xapaxkmepucmuku npuoiuzumenvho 80 %  JIBJI
xapakmepusyromcs sxcnpeccueti T-knemounwvix mapkepos, ¢ omauuue om OJIJI, npu komopom >70 %
omHocamecsa K B-knemounvim. Cpeou ecex JIBJI ~ Odomunupyem  T-xknemounwviti  cyomun.
HUmmynopenomunuueckue xapaxmepucmuxu onyxonesvix kiemox npu 1-JIBJI nozumuenvr no
cneoyrouum mapkepam.: TdT, CD7 u yumonnasmamuuecxas CD3; eapuabenvnvr CDIla, CD2, CDA4,
CD5, CDS8,; moocem dvimb kosxcnpeccusi CD4 u CDS, CD10 +/—; pedko onpedensemcs KOIKCnpeccus
muenomapkepos CDI13; 33; 117. B mpemu T-JIBJI 6viaenenvl mpaunciokayuu ¢ yyacmuem 2eHog 1-

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

op.

Hmmynopenomunuueckue xapaxmepucmuxu onyxonesvix kiemox npu B-JIBJI nozumuenvi: no TdT
(a0epuas oxpacka), HLA-DR, CDI19 u yumonnazmamuueckou (cyt)CD79a;, CD20 u CD22
sapuadenvuvl. Hnocoa 6 yumoniazme Onpeoesitomcs aecKue yenu UMMYHO2N00YIuHa (Cyt-i).
Tlosepxnocmuvle UMMYHOIO0VIUHBL Yauje OMCYMCMEYIOM, 0OHAKO UX OOHAPYJICeHUe He UCKIIoYaem
ouaernosza B-JIBJI; CD45 mooicem Ovimb necamusen. Monexynsapro-eenemuueckue 0coOeHHOCMU

oxapakmepuzoearnvbl MAjlo, HE UMeNn NPOZHOCMUYECKO20 SHAYEHUA.

° PCKOMeHIlyeTCﬂ BCCM IMallMCHTaM BbIIIOJIHUTD I/IMMYHO(l)CHOTI/IHI/IpOBaHI/Ie TCMOIIOOTHYCCKHUX

KieTok-npeamecTBeHHUI] B KM ¢ nienbio Bepudukaruu auardosa [32,33].
YpoBenn yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 4).

KommenTapuu: uvmynogenomunupoganue GulnoaHAIOM ¢ NOMOWDBIO MYIbMUNAPAMEMPULECKOU
npOmMoyHoU yumodghuyopumempuu (00b14HO KAk MuHumym 3- unu 4-ygemmuout). Eco ucnonvsyrom ons
bonee uemko2o onpeoeneHus NPUHAOIEHCHOCMU ONACMHBIX KIeMOK K MO WU UHOU TUHUU KIeMOYHOU
ougpepenyuposku nocie YCMAHOBILEeHUS. Mmopgonozuueckoeo ouacHosa OJIJI.
Ummynogpenomunuuecxkaa xapakmepucmuxa oOnacmuvix xaiemoxk npu OJIJ npeocmasnena 6
npunoocenuu 12. OJIJI uz npeowecmseennuxos B-numpoyumos (70-80 % cnyuaes) mocym

Knaccupuyuposamvcs Ha demvipe 2pPYNnbl, 6 3AGUCUMOCMU OM  OIKCHPECCUUu  aHmMuUceHo8
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oughgepenyuposku  B-knemox, a  maxoce  YumoniazmMamudeckux U NOBEPXHOCHIHBIX
ummyHnoznooymunoe (Ig). OJIJI uz npeowecmeennuxos T-numpoyumos (20-30 % cnyuaes) maxoice
Mo2ym oenumvcsi Ha 4 2pynnvl 8 3a8UCUMOCMU OM YPOGHS 3PENOCmU MUMOYUMA U IKCHpeccuu
anmueena CDI1a T-OJIJI, mocym O0ononnumenbHo K1accupuyuposamuscs 8 3a8UCUMOCmu om cyomuna
peyenmopa T-knemox (TCR). B pside cnyuaes bnacmuule Kiemxu umeronm 00HOBPEMEHHO TUMPOUOHbLe
u Muenouomnvie mapkepwl. B nocneoneu knaccugpuxkayuu BO3 (2017 2.) [3] smu cayuau onpedensiomcs
kak cmewanuoviti Gpenomun OJI (MPAL) (B-/muenouonwuii, T-/muenoudnsiii). Ilpu omcymcmeuu
IKCApecCcUuu Mapkepos, cneyupuunvlx 0Jis TUMPOUOHO20 ULU MUETIOUOHO20 POCHIKOS, YCMAHABNIUBAIOM

ouazno3 «HeouppepenyupoeaHtblii 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-

KJIemouHblil cyomun.

Ummynomopghonocuueckue xapakmepucmuku onyxonegvlx kiemox npu T-JIBJI: no3umueHwl
MepMUHATbHASL 0e30KCuHyKieomuounmpancgepasa (danee — TdT), CD7 u yumoniazmamudeckast
CD3; sapuabenvnvt CD la, CD2, CD4, CD5, CDS8; mooicem dvimb koskcnpeccus CD4 u CDS, CD10
+/~; peoko onpedensiemcs koakcnpeccus muenomapkepos CD 13; 33; 117. B mpemu T-JIBJI evisienervi

MPAHCIOKayuu ¢ yyacmuem 2eHo8 T-kiemounwvlx peyenmopos (o, f3, y, 0) u paziuunsvix napmHepCcKux
eenos, sxnouas MYC, TALI, HOXII u op.

Hmmynomopghonocuueckue xapaxmepucmuku onyxonegvlx kiemok npu B-JIBJI: nosumuen: TdT
(a0epuas okpacka), HLA-DR, CD 19 u yumonnasmamuuecxkas (cyt)CD79a; CD20 u CD22
sapuabenvuvl. Hnozc0a 6 yumoniazme ONpeoesitOMcs aecKue yenu UMMYHO2N00YIuHa (Cyt-i).
llosepxnocmuvle UMMYHOIOOVIUHBL Yauje OMCYmMCmeyom, 00HAKO UX OOHApyyiCeHue He UCKIoYaem

ouacnoza B-JIBJI; CD 45 moorcem O6vimo HecamugeH.

o Pexomenayercsi BCeM TMAallMEHTAM BBINMOJIHUTH IIUTOICHETUYECKOE UCCIE0OBaHUE (KapHOTHII)

actiupara KM c nienpio onpeeneHus Tpynibl prucka U Bepudukanuu auaruosa [34].
Yposennb yoeaureabHoCcTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).

KommenTapuu: cmanoapmnoe yumoeenemuyeckoe UCCie008anUe  SAGNAeMCs  HeoOX00UMbIM
KOMNOHEHMOM OUA2HOCMUYeckKux npoyeoyp y nayuenma c nooosperuem na OJI. /[na onpedenenus
Kapuomuna 00CmMo8epHbIM CUUMaemcs mobKo ucciedosanue kak munumym 20 memaghas. Anomanuu
8 Kapuomune mMo2ym YCMAHABIUBAMbCA U HA OCHOBAHUU UCCILE008AHUS KIemOK nepugepuyeckoll
kposu. Xpomocomusie anomanuu npu OJIJI mozym Owvimb pasoenenvl HA KOAUYECMBEHHble UNU
CMPYKMYpHble, — ACCOYUUPYIOWUECS, €  KOTUYECMBEHHbIMU  AHOMANUsAMU, JAuUb0  Asiaowuecs
usonuposanHvimu. I unepniouduss npedcmasnsiem cooou npuobpemeHue OONOTHUMENLHBIX XPOMOCOM
MmaxKkum 00pazom, 4mo oouee Yucio Xpomocom 8 0OHOU Kiemke cmanogumcs 6onvuie 46. [pu OJIJ1
9Mom npoyecc, Kaxk npeocmasisiemcs, He A6saemcs caydyaunvim. [ unepnioudus obHapysicusaemcs 6
5—15 % cnyuaes OJIJI y 83pocavix, u ee accoyuayus ¢ O1a20NPUAMHbIM NPOSHO30M MeHee 0YesUOHA,
nedcenu npu OJIJI y demetl, Koe0a eunepnioudHOCmsb OOHAPYHCUBAEMCS NPUOIUSUMENbHO 8 Mpemu

cayyaes. I'unonnouous (konuuecmeo xpomocom menvuie 46) oonapyocueaemes 6 2—8 % cnyuaee OJ1J1
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obnapyscusarowuxca npu OJIJI, asnsromes cmpykmypHvlMu U 00bIYHO Npeocmasiaom coooll
mpanciokayuu.  HMoenmuguyuposano 6Oonee 30  paziuuHvlx  HECAYUAUHBLIX  MPAHCIOKAYUL.
Cneyughuueckue XpomocomHvle nepecmpolKu AGIAIOMCA He3A8UCUMBIMU  OUACHOCUYECKUMU U
NPOCHOCMUYECKUMU MApKepamu u cayxcam O 6vloopa maxkmuku mepanuu. [Ipu omcymcemeuu
nopasicenus KM, komopoe 6vieaem y nayuenmoe c JIbJI, yumozenemuueckoe ucciedo8anue O0NHCHO

ObIMb BLINOJIHEHO HA cy6cmpame 6u0ncup06aHH020 onyxojiesoco 06pa306anuﬂ.

o PexoMeHnayercsi BBITIOJHUTH IIMTOTCHETUYECKOE HCCIEIOBAHUE OHMOTICMITHOTO (OMEpariiOHHOTO)
Marepuaia TkaHeil wim KM c nmpumenenuem metona (IyoOpeCUEHTHOW 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 cmemanHOTO (heHOTHIIA, OCOOCHHO y TEX, Y KOTO
METOJ] CTAaHJIAPTHOW ITUTOTCHETHKH OKa3aics HEeWH()OpPMATUBHBIM, IJIs YTOYHEHHUS JIUarHo3a,

nuddepeHnanbHON 1MarHOCTUKY U BBIPaOOTKU TaKTUKH JieueHus [35].
YpoBennb yoenureabHOCcTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 4).

KommenTapuu: npeumywecmeom memooa FISH sensemcsi 603moxicHocms ucciedosams 0ecsimiu u
COMHU He MOJbKO OeAUUXCS KIemOoK, HO U mex, umo Haxooamcsi 6 unmepghaze. Ho neobxooumo
umems 8 6udy, umo memoo FISH nozeonsem ananuzuposams moabko me YUACMKU XPOMOCOM, OJis
BbIAGNIEHUSL 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 maxkmuxy. Cmanoapmuoe yumozeHemuyeckoe Ucciedo8aHue
A615emcsi eOUHCMBEHHbIM MemoOOM, NO36ONAIOWUM AHATUSUPOBAMb 8ECb XPOMOCOMHbBIU HAOOP
kiemxu yenuxom. OOHaKo e20 8vbinoaHeHue mpedyem 00CMAMOUHO ONUMENLHOZO BPEMEHU, KpoMe
moeo, 6 psioe Cyuaes KOHCMamupyemcs Omcymcmasue 0eliauuxcs Kiemox (Mumo3os). B smux cnyuasx
YenecoobpazHo 8bINOAHAMb UCCIICIOBAHNE METOIOM (IIyOPECIIEHTHON THOpuaAN3auu in situ (nanee —
FISH-uccneoosanue) na xatouesvie nepecmpotixu t(9;22) (q34,q11) — BCR-ABL u t(4,;11) — MLL-AF4
npu B-OJIJL

Xapaxmepnoti ons Ph+ OJIJI sasensemcs peyunpoxkunas mpanciokayus t(9;22)(q34;q11), npusoosawas k
ciuanuro eena BCR (obnacmu xnacmepa mouku paspviéa) xpomocomvl 22 ¢ eeHom ABL
(muposzunxunazvl Abenvcona) xpomocomwor 9. I[lpu cmanoapmuom yumoceHemuueckom ucciedo8aHul
MO NPUBOOUM K YKOPOUEHUIO XpOMOcombl 22, 4mo NOAYYULO HA36aHUE Huiadenb@uilcKou
XPOMOCOMbL, OAHHOE USMEHEHUE MOMCEeNm MAaKice onpeodesimovcs npu QuyopecyeHmuou cuopuousayuu
in situ (FISH). /lononnumenvhsie xpomocomusie abeppayuu, npeocmasiennvle 2-ii Ph-xpomocomoti
(+der(22)t(9;22)), anomanueti Kopomkoz2o nieua Xpomocomuvl 9, MoHocomuel 7-U XPOMOCOMbl U
mpucomueti 8-ii xpomocomwl ecmpeyaromes 6 om 10 oo 79 % cnyuaes Ph+ OJIJI u saenaomcsa
Gpaxmopom He2amusHO20 NpPOSHO3Ad, 00YCIO6IUBAS YMeHbuleHUe 0e3pPeyuoOUsHOl BblaHCUBAEMOCTIU

(Oanee — BPB) u ysenuuenuem uacmomol peyuousos.

OcHosHOlUL Yenvblo nepsuunol ouggepenyuarvHol ouazrocmuxy aeisemcs ougpepenyuposanue Ph+
OJIJI ¢ numgouonvim b6racmuvim Kpuzom XpoHuyeckozo muenonetikosza (Oaree — XMJI), 6 nonv3y

KOMOpo2o Mo2ym ceudemenbecmeosams Haaudue 6 anamueze XMJI, bazoghunuu unu s03unogpunuu KM
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aubo eueanmcekas cnienomezanusi. OCHOBHLIM OuhpepenyuanbHbiM Kpumepuem s6siemcs 8bisaeleHue

mpanckpunma p 1 90BCRABL o o6biuno noseonsem ucknouums XML

o PexoMeHayeTcsl BBHIIIOJIHUTH MOJEKYISIPHO-TEHETHUYECKOE MCCIEAOBAHUE TOUCUHBIX MYTAIlMi TeHa
BCR-ABL (xuMepHBI TeH, OOpa30BaHHBIN CIUSHHEM O0JAacTH KiacTepa pa3phiBOB Ha 22-U
XpOMOCOME U T€Ha TUPO3UH-KMHA3bl AOEIbCOHA Ha 9-1 XpOMOCOME); MOJIEKYIISIPHO-TEHETUYECKOE
WCCJIeIOBAaHUE MHUHUMAJIbHOM OCTAaTOYHOM OOJNEe3HM NpH JeKo3aX MpH MOMOIIM MaIUeHT -
crenuUYHBIX MpaiiMepoB (MOJEKYISIPHO-TEHETUYECKUE HMCCICIOBAaHUS HA HAJUYME XHUMEPHBIX
reHoB c-MYC-IgH, MLL-AF4 u npyrux, B 3aBUCUMOCTH OT PaHEE BBISIBICHHBIX IUTOT€HETUYECKUX
MOJIOMOK), C LIEJIBIO JlajbHEeNIero MoHuTopupoBanus 3¢pdekTuBHOCTH X T U OLIEHKM MUHUMAJIbHOU

octarounoit 6one3nu (MOB) B pamkax KU Bcem mannentam ¢ B-kinerounsim OJIJT [36-38].
Yposennb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).

KommenTapuu: oemexyus xumepuvix ecenoé BCR-ABL, c-MYC-IgH, MLL-AF4 neobxoouma c yenvio
MOHUMOpUHeA — NPOMUBOONYXONIEB020  OMEemd U  NPUHAMUA — MEPanesmuyeckux  peueHul.
Monekynapnoe uccnedosanue Opy2ux MHO2OYUCTEHHLIX NOTOMOK SGIAEMCs 8 Hacmosujee epeMs 3d
pyoexcom 0OHUM U3 KIHUeBblX Memo0o8 Cmapmu@ukayuy nayueHmos Ha 2pynnvl pucka. /lemexyus
XUMEPHBIX MPAHCKPUNMOE, MYMAYUU 2eHO8, NepecmpolKy U OYNIUKAYUU 2eHO8 OOCHYNHbL MOIbKO 8
bonvuux ucciedosamenvckux yeumpax. Ha monexynapno-eenemuyeckom ypoene mpanckpunm ber-abl
MOodicem onpeoensimovcs noCpeoCmeomM NOIUMEPAZHOU YEeNnHOU peakyuu ¢ 0Opamuol mpaHcKpunyuetl
(OT-IIL[P). Pacnonoscenue mouku paspwiéa é eene BCR npusodum x momy, umo benox pl90BCR-ABL
gviagnsemcs 6 66,3 % cnyuaee Ph+ OJIJI, maxoice y oannvix nayuenmos yacmo onpeoensiemcs 0enok
p210PCRABL (31 2 95) B ocmanbhbix ciyuasx onpedensiiomcs mpancKpunmol 060uxX munog auo

amunuy4Hble mpaHCKpunnisl.

e PexomeHayercss BCEM MalMEHTaM BBIIIOJIHUTH MOJIEKYJISIPHO-TEHETUYECKOE HCCIeq0BaHue T-
KJICTOYHOU KJIOHAIBHOCTH (110 TeHaM OeTa-, TaMMa- 1 JieJbTa-1ieneld T-KIeTOYHOoro pernenTopa) uiu
MOJIEKYJISIPHO-TEHETHYECKOE HcciieoBaHne B-kierounoil kionansHocTH (110 reHam IgH, IgK, IgLl)
B acmupare KM nHa T-mim B-kneTouHyr0 KIOHQJIBHOCTh C LENbIO JaJbHEUMIIEH OLIEHKU

MOJIEKYJIIPHOTO OTBETA U BepU(UKALIUU JUATHO3A MPU CIOKHBIX JUATHOCTUYECKUX ciydasx [39].
YpoBenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

KommenTtapuu: ¢ monexynapuou mouku 3penusi ece caydau OJIJI pazeusaiomcs u3z Kiemok-
npeouiecmeennukos B- unu T-numpoyumos, nosmomy 6ce OHU OeMOHCMPUPYIOM KIOHAIbHbIE
nepecmpotiku 2enog msaxcenvix yeneu Ig u/unu eenos TCR. Dmom ¢henomern noseonsem onpeoensimo
nayuenm-cneyuguyeckue nepecmpouru U UCNoIb306ams UX 6 Kaiecmee MONEKVIAPHO20 MapKepa
3abonesanus npu monumopuree MOK. Ilomumo nayuenm-cneyuguueckux mapxepos, OJIJI umerom
OONbULOE KOTUYECMBO 2eHeMUYECKUX U MOJLEKYVIAPHBIX Nepecmpoex, Mymayuil, 8 KOmopulx Y4acmeyom
pasiuunsie eenvl. llepeuenb 0CHOBHBIX MONEKYIAPHO-2eHeMUYEeCKUX AHOMAIUL, UOeHMUDUYUPOBAHHBIX
npu OJIJI y 63pocavix u Oemetl U UCNONbL3YEMbIX 8 HACOAU,ee 8PeMsl NPU MOLEKVIAPHOU OUASHOCMUKe,
npuseden 6 npunoxceruu 12. Jlannvlii nepeuenv He A61AemMCsA NONHBIM U Hpeocmasisem coooll

Komnpomucc Meofcdy COBPEMEHHbIM U bonee adexksamHbiM MONEKYVIIAAPHbIM MeMoOOM GblGNEeHUS UL
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o PexkomeHnayercsi BceM MallieHTaM BBHITIOJHUTH CIMHHOMO3TOBYIO MYHKIIMIO C IIUTOJIOTHYECKUAM
HCCJICIOBAaHWEM  KJIETOK CHHUHHOMO3TOBOW KUAKOCTH (MHUKPOCKOIIMYECKOE HCCJIEIOBaHUE
CITMHHOMO3TOBOM JKHIKOCTH, TMOACYET KJIETOK B CYETHOM KaMepe) ISl UCKITFOUCHMSI/TIOATBEPKICHUS
BopiedeHnus [THC [13,40].

Yposennb yoeaureabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5).

KommenTapuu: npu ecex sapuanmax OJIJI eévicoka eeposimnocmv 6061eyeHus 000104€eK 207108HO20
mosea. I[loomomy écem nayuenmam nokazamo 6blNOIHEHUe OUASHOCIMUYECKOU TI0MOANbHOU NYHKYUU C
mopghonozuveckum ucciedosanuem aukeopa. Eciu ypoeens mpomboyumoes e yoaemcs nogulcunms 00
30 x 10°/n u eviwe, om NYHKYuU MOJNCHO BO30EPIHCAMbCA OO B0CCHAHOBICHUS NOKA3AMEIel]
mpomboyumos nocie kypca. Ecnu y nayuenmos onpedensiemcs neiikoyumos sviue 100 % 10°/1, mo
nepeyio 1oMOAIbHYI0 NYHKYUIO cledyem Omaodcums 00 peOyKyuu yucia aetikoyumos menee 10 x 1 0%/

1.

o PexoMenayercsi BceM MalMeHTaM IIPU  JMATHOCTHKE HEUPOJIEHKEMHMHM YBEJIWYUTH YacTOTY
CIIMHHOMO3TOBBIX IYHKIWWA WM BBIIOJHATH UX B cpeaHeM | pa3 B 3 IHA 10 IMOJIYYEHHS TpeEX
JTIOMOaTBHBIX MyHKIMHA 06€3 OIaCTHBIX KJIETOK B JTUKBOPE, 3aT€M YACTOTY MyHKIHUNA MOXHO CHU3UTH
10 1 myHKOMM B HEAENI0O BO BpeMs HHIAYKUMU (BO BpeMsl NajJbHEHIIMX STaloB Teparuu
JOMOaIbHbIE MyHKLIHUU BBIMOJHSAIOTCS B COOTBETCTBUU C MPOTOKOJIOM) ISl KOHTPOJIS AMHAMUKU

3aboneBanus Ha Tepanuu [1,2,4,5].
YpoBennb yoequreabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

KommenTapuu: ¢ pamvkax odoweii npoepammor XT ecem nayuenmam ¢ OJIJI neobxoouma mepanus
nopadicenus LIHC. B omcymcmeue npo@uiakmuku nopajxcenus mo32oevix obonouex peyuousst ¢ LIHC
8 MmeyeHuUe HeCKONbKUX Mecayes ¢ momeHnma pecucmpayuu 1P 6o3nuxaom npubausumenbHo y mpemu
nayuenmos. Peyuous ¢ [{HC npu OJIJI y 63pocavix xapakmepuszyemcs Heb1a2onpusimusbimM RpocHO30M,
NOCKONLKY 3a HUM O00bIYHO cledyem ecemamono2udeckull peyuous. Ilpu smom nooxoowvl K JieyeHuro
nopascenusi LIHC u eco npogurakmuxe paziudaomcs u yuumsl8arom XapaxmepucmuKku nayueHma,

eco eo3pacm u dpyeue npocHocmu4decKue d)aKH’IOpbl.

o PexoMenayercsi y Bcex BplaeiATh M coxpaHaTh nepsuyHyro JIHK wimm PHK wn3 knerok KM
NAIMEHTOB B OMOOAaHKE WM HAIpaBIIATH MaTepual Ha XpaHEHHWE B Jlaboparopuu (eaepaibHbIX

LEHTPOB ISl BOBMOXKHOCTH MOCIEAYIOUIETO BBIITOJIHEHUS MOJIEKYJISIPHBIX UcciieqoBaHui [41].
YpoBenn yoequreabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB — 5).

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

ucme@oeanuﬁ, no360JIAII0WUX HEMKO onpedeﬂumb cpynnsl puckKa.

o Pexomenayercss BCEM IIalMEHTAM, Yy KOTOPBIX IIPM CTEPHAIBHOM IIYHKUWH HE TOJYyYEH
JMArHOCTUYECKUI MaTepuall (Tak Ha3bIBAEMBIM «CyXOM IYHKTAT»), NOJYyYE€HUE TMCTOJIOTHYECKOTO
npenapara KM (TpenanoOuoncusi) U IUTOJIOTHYECKOE U UMMYHOLUTOXMMHUYECKOE UCCIIEIOBAaHUE
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otrevyatkoB TpenaHobuontata KM ¢ mopdonorudeckum u yumoxumuueckum ucciedo8anusmu

O1acmublx Kiemok ¢ 1eibio BepuduKauu TouHoro auarsosa [30,31].
YpoBenb yoeauTeabHOCTH pekoMeHaaumnii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

o He pexoMeHnayeTcsi BBINONHATh MYHKIIMOHHYIO (aCHUPALIMOHHYIO) OMOIICHIO Ouara MOpakKeHUs
(OIMyX0JI€BOTO  AKCTPAMEIYJUIIPHOTO OOpa3oBaHWs) B CBSI3M C MaJod HMH(POPMATHUBHOCTHIO

UCCIe0BaHUM JaHHOTrO Matepuana [1,2]

Yposennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).
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2.4 NucTpyMeHTA/IbHbIC JUATHOCTHYCCKUE
UccJIe0BaHUSA

o PexoMeHayercsi BceM IallMCHTaM BBIMTOJIHCHHE JJICKTPOKAPAHOTPAPUICCKOTO HCCIICIOBAHUS
(mamee — OKI') wm osxokapauorpaduu (mamee — OIxoKI') it BBISIBICHUS COMyTCTBYIOMIEH
KapJIMOJIOTUYCCKON TATOJIOTUU M TMPO(PHIAKTUKA WIH JICUCHUS BO3MOXKHBIX KapAHOJIOTHUYECKUX

OCJIO)KHEHHMH UJTU CeplIeYHON KoMOpOuIHOCTH [42].
YpoBeHb yOeauTEILHOCTH PpeKoMeHAannii — B (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 5).

e PexomeHnayercst BceM MalMeHTaM BBINOJIHEHHE KOMIIbIOTepHOM ToMorpaduu (nanee — KT) ronossi,
OpPraHOB TPYIHOM M OpPIOIIHOW TMOJIOCTEH MAJiA BBISBICHUS BO3MOXKHBIX OYaroB MOPAKEHUSA U

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

o PexomeHnayercsi BceM MarieHTaM BBITIOJHEHHUE YIBTPA3BYKOBOTO HccienoBanus (nanee — Y3U)
nepudepuuecKux U BHYTPUOPIOMTHBIX JTUM(OY3JIOB, OPraHOB OPIOIIHOM MOJIOCTH, OPTraHOB MaJIOro
Ta3a y KEHIUH U MPECTATeILHOMN KEeIe3bl Y MYKYHMH JJISI BBISIBIICHUSI COMYTCTBYIOIIEH MaTOIOTHH
[1,2,5,14,15].

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

e Pexomenayercsa Bcem mnamuentam ¢ JIBJI mpu omenke 3¢p¢GeKTUBHOCTH J€YEHHUs CpaBHUBATb
pa3Mepbl MOpaKeHUsl J0 Hayajga Tepalmud M IOCJIE€ Ha BCEX ATalax XUMHUOTEPAreBTUYECKOTO

Bo3neiicTBus (o cauMkam KT- nnn Y3U-uccnenoBanus ouara mopaxkenwns) [14,15].
YpoBenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

L PCKOMCH)]yETCH nagueHTaMm IIpu HAJIAYWKW KIMHHUYCCKUX CHUMIITOMOB IOPAXCHHA KCITYyI0YHO-
KHIICYHOI'O TpaKTa BbLIMIOJIHCHUEC 330(1)aFOFaCTp02]y02]eHOCKOHHH JJIs1 OHEHKHU COCTOsSITHHUA CIIM3UCTOM
000JI0YKHU mUIIeBoaa, JKCIIyAKa, I[BeHaI[HaTHHepCTHOﬁ KHWIIKH, 06H21py>KCHI/IH BO3MOXXHOTO

HMCTOYHUKA KpoBoTeueHus [15,44].
YpoBenn yoequreabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB — 5).

o PexomeHayercsi mamueHTaM IMPU HAIMYWAKW KIMHUYECKAX CHUMIITOMOB TMOPAXEHHUS OPraHoOB
IBIXaHUST  (IBIXaTENbHOW  HEAOCTATOYHOCTH,  OOYCJIOBIEHHOW  OOIIMPHOW  MHEBMOHHUEH,
KPOBOXapKaHbs1) BHINOTHEHNE OPOHXOCKOIUY JIJIsl OIEHKU COCTOSTHUS CIIU3UCTON 000JI0YKH Tpaxeu,

OpOHXOB, OOHAPYKEHUSI HCTOUHHUKA KpOBOTeueHus [45].
YpoBenn yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 4).

o Pexomenayercs namueHram ¢ quarHoctupoBaHHou JIBJI mpuMeneHne nmo3uTpoHHO-IMUCCUOHHOM

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

Yposenn yoeaureabHoCcTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).
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Kommenrtapuu: y mnoeux nayuenmos c JIbJI, umerowux maccusnoe nopasicenue mMeouacmuHaibHblx
aumMghoy3noe ucxoono, nocie sagepuienusi UT npu penmeenocpagpuu unu KT ocmaromes pe3udyanvhvlie
obpaszoeanusi. Llenvio 0ononHumenbHvlX OUAHOCMUYECKUX NPOYeoyp ABNIAEMCcs NOYyYeHue omeema Ha
gonpoc, npedcmasiaiom au dmu 00pa3068anusl Y4acmKu HeKpOMmuYecKkou ui pyoyoeot mkauu, auoo
cooeporcam AHCU3HeCnocobHvle onyxonesvie Kiemku. Jlyuegvle memoosl uccie0o8anus, 8 4acmHoCmu
IIDT/KT, seposmno, nonesusvt npu cmaouposanuu 3abonesanus. bvino noxazano, umo nosumuemnsvie
pesynomamsl [IIT/KT nossonsiom ¢ 6blCOKOU 8EpOAMHOCHbIO NPOSHOZUPOBAMb PE3UOYANIbHOEe UNU

peyuousroe nopasicerue npu HXJI [95].
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2.5 Uuple TMArHOCTHYECKHE MCCJIeIOBAHNSA

° PEROMeHIlyeTCﬂ BBIIIOJIHCHUC JKCHIIMHAM PCIPOAYKTHBHOI'O BO3pacCTa TECTAa HaA 6epeMeHHOCTI>

(I/ICCJICIIOBaHI/IC XOPUOHHUYCCKOTO TOHAAOTPOIIMHA ‘IGJ’IOBGKa) C ICJIBIO BBIABICHHA 6epeMeHHOCTI/I
[1,5].

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

o Pexomenayercst Bcem mammentam ¢ OJUJI/JIBJI u3 rpynmbel BBICOKOTO pUCKAa W TPH PELUIUBE
3a0oneBaHus, a Takke uX cubnuHram omnpexaeneHue HLA-aHTHUreHOB ¢ 1enbl0 TMOUCKA
noreHnuaabHoro nonopa KM [47,48].

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

e PexomeHnayercst BceM nanueHTaM KOHCYJbTallMsS HEBPOJOra, oTaibMoJora, OTOPUHOJIAPUHTOJIOTa

IS OTpeeNeHts COMATHIECKOrO CTaTyca MalUeHTa U JUarHOCTUKU COMYTCTBYIOIIEH MaToioruu
[1,2,4,5].

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

° PeKOMeHIlyeTCH KOHCYJIbTAllMA THHCKOJIOTa MUJId JKCHIOWMH W ypoJiora i1 MYKYMH C ILCJIbIO
BBIABJICHHA COMATHYCCKOIO CTaryCa IIaUCHTOB MW PCIICHUS BOIIpOCa O H€O6XO,[[I/IMOCTI/I

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

KOMMeHTapI/ll/I: HeBblNOoJHEeHUEe YKA3AHHblX npouedyp U Memooos 00C1e008aAHUS BO3MONCHO MOTLKO 6
Kpa[mux Clyuasix, Ko20a nayuenni HAX00UMCSL 8 MEPMUHATIBHOM COCMOAHUU NpU nocmynienuu 6
cneyuanusupoearntHoe yqpe:)fcdeﬂue UM e2o COMamuyecKull cmamyc  mdaxkoe, 4nio  HUKAKOo2Oo
CﬂéMUQbulleCKOZO JledeHusl 6blnOJIHAMbCA HE 6ydem — MOJIbKO najjiuamueHoe, ujlu, eciu nayueHm
OmKa3vleaemcs om o00cie008aHUs U JeYeHusd, 4no 00/IJHCHO ObIMb SCIOOKyMeHI’I’IMPOGCZHO 6 ucmopuu

OoN1e3HU.

o Pexomenayercsi OEpeMEHHBIM JKCHIIMHAM BBIMIOJHATH TMOJHBIH O0BEM JAMATHOCTUYECKHUX
ucciegoanuit mpu OJIJI, kak u y HeOEpeMEHHbBIX, KpOME BBINOJHEHUS CTaHAAPTHBIX
PEHTICHOJIOTMYECKUX METOJ0B 00cneAoBaHUs (CM. KIMHUYECKHE PYKOBOACTBA IO BEACHUIO
OepeMeHHbIX MmanueHTok) [1,49].

Yposenn yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

KommenTapuu: c¢ oJuacnocmuueckoii yenvio npu OepemMeHHOCMU YelecooOpasHo NpuMeHeHue

MA2HUMHO-pe30HancHOU momoepaguu u Y3HU, 6 mom uucne ne2counol mkaHu.

o Pexomenayercsi mpu pa3BUTHM WHOEKIIMOHHBIX OCJIOKHEHHUI BBITTOJTHEHHWE HEOOXOAMMBIX IS
TUArHOCTUKU odvara uHpexknuu mnpouenyp oconemoBanus (Y3U, KT, mukpoOmonormyeckoe

(KynbTypalibHOE) UCCIEIOBAaHUE KPOBU HA CTEPUIIBHOCTh; MUKPOOMOJIOTHYECKOE (KYIbTYpaJIbHOE)

HCCHENIOBANME MOUN. N GaxTepuaLuplc NATOICHKl MUKRQGUOUOIMUCCKDE  (vETypaeHoc)



UCCIIEZIOBaHUE OTAEISEMOr0 M3 TOJOCTH pTa; HCCIeI0BaHUE MHUKPOOUOIIEHO3a KHIICYHUKA
(nucOakTepno3) Il yTOUHEHUS XapakTepa MH(EKIUU U BBIpAOOTKU aIeKBaTHOW TAaKTUKH JICUEHUS
[27,50-52].

YpoBenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 4).
JAvnHamMun4yeckas oueHKa 3(pPeKTUBHOCTH Tepanuu

o Pexomenayercsi BceM malueHTaM Ha JTanax WHAYKIUHM W KOHCOJNUAAIMU KOHTPOJIBHOE
uccienoBanue KM (momyuyenue nuronorunueckoro npemnapara KM myTem nyHkuuu (CTepHajbHas
MyHKIUS) W IIUTOJIOTMYECKOE HccienoBanue Maska KM (MmumenorpamMma) W3 CTEPHAIBHOTO
MYHKTAaTa) BBIMOIHITH Mepes HayaloM Ka)JI0ro MOCJEAYIONero Tamna (onTuManbHo) 1ubo 1 pa3 B
2 mecsina (He pexe!) ¢ 1enpl0 BepuPUKAMK CTaTyca NalueHTa Mo 3aboieBaHUIo (pemuccus,

PE3UCTEHTHOCTD, peluanB, nmporpeccus) [1,2,4,5,12].
YpoBeHnsb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

o Pexomenayercsi manueHTaM Ha (OHE TOANEPKHUBAIONICH Tepanuyd TOBTOPSTH TOIYYECHUE
nuTojornyeckoro npenapara KM nyrtem nyHkuuu (CTepHaslbHas MYHKLUS) M LIUTOJIOTMYECKOE
uccienoBanue mazka KM (muenorpamMma) u3 crepHaibHOro nmyHkrara 1 pas B 3 Mecsiiia B TeueHue 2
JIET U B JIaJbHEHIIEM, MOCE CHATHUS C JICUCHHMSI, KaXK]Ible MOIroja A0 3 JeT HaOMIONEeHUS C LEbI0

Bepru(UKalMK cTaryca MmanueHTa 1mo 3adoneBanuto (pemuccus, peruaus) [1,2,4,5,12].
Yposennb yoeaureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)

KommenTapuu: cmanoapmuszosanuvie 8pemennvle mouku e3amui KM  neobxooumsr npu
monumopunzce MOb. Monumopune MOB sensiemcs Knouegbim Uccie008anuemM 80 8Cex CO8PEMEHHbIX
npomoxonax neuenuss OJI/. B Poccuu, eoe ¢ KU exnrouaemcs MuHuMaibHoe UYucio NAYUEHMO8,
PEKOMEHO08aMb CIMAHOAPMU308anHbIlL MOHUMopure MOB u npunumams mepanesmuyeckue peueHus
8 3A8UCUMOCIU OM NOJYYAEMbIX nokKazamesell npeoCcmasisiemcs NPeicoesPemMeHubiM. IMmo CA3aHO C
mem, umo 8 bonvuurcmee cayuaes npoepammol mepanuu OJIJ1 moouguyupyromes, ne coonrooaromes
NPUHYUNDBL 0030 — UHIMEHCUBHOCHIb Y, UHMEPBATILL, 8 poe CIy4aes Omcymcmeyiom npedycmompeHHvle
KOHKpemHbIM npomoxoniom npenapamol. Onpedenenue MOB Heobxooumo 013 pewerus eonpoca o
YenecoobpazHoCmu  BbINOJIHEHUs. MPAHCNAAHMAYUY — AJUIOCEHHbIX  2eMONOIMUUECKUX  CMBOJIOBLIX
kniemok (Oanee — anno-TI'CK). [losmomy npedcmasnsemcs pazymuwvim ecex nayuenmos ¢ OJIJI,
Komopble He GKIOYeHbl 6 KoHmponupyemvie KU, paccmampueams 6 kauecmee KaHOUOAmos OJisl

mpancnaanmayuu aino-1T1'CK, ocobenno eciu peusb uoem o poocmeenHol mpaHcniaHmayuu.

Bonpexu comnumenvroti 8 ycnosuax P® pexomenoayuu monumopuposamoe MOB y nayuenmos ¢ Ph-
necamusnvimu OJL/I, monumopune MOB y nayuenmoe ¢ Ph-nozumuenvim OJIJI aensemcs kaouesvim
yenosuem nevenusi 011 BCEX (!) nayuenmos u 6 ycnosusx PD, nockonvky amo Hanpamylo cesi3ano ¢
mpeboB8arHuem pexomMeHOayull no cmMeHe MUPO3UHKUHA3HO20 uHeubumopa (Oaree — UTK) 6 cuyuae

HedocmudiceHust Mmonexynsprnozo omsema [1,2,53].

MOb
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B nacmosawee eapems cmanoapmom monumopunea s¢pgpexmusrnocmu nevenuss OJLJ1 cman monumopume
ocmamounou onyxonegot nonyisayuu kiemox (MOD) ¢ nomowwbio memoooe npomounoii yumomempuu
WU MONEKYIAPHO-OUONO02UHEeCKUX — Memo0o8.  YkazanHvle Memoovl  001a0arm  8blCOKOU
uyecmeumenvrocmvio  (06uapyscueaemes 1 netikemuyecxas knemxa na 10°°  nopmansuwix
2eMONOIMUYECKUx KIemox) U ¢ UX HOMOWDbIO MOJNCHO OMCIeHCU8ams 6 OUHAMUKE CYObOy
netikemuyeckoeo kaona. Obuapysxcenue MOB nocne yumocmamuuecko2o 6030elicmeus A611emcs
CamovlM MOWHBLIM HnpocHOcmuyeckum gakmopom y nayuenmog ¢ OJIJI, ceudemenvcmeyrowum o

HeoOX00UMOCMU U3MEHeHUs. mepane@muqecmﬁ maxkmuxKu u npuUMeHeHUusl 6 npocpamme j1ed4eHusl aiio-
TTCK.

Metoan! ouenku MOB

Paspabomano neckonvko memooos oyeuku MOBL npu OJIJI. Omu memoovr omauuaromcs no
Mpyo0oeMKOCmy, — 6PEMEHHbIM  3ampamam,  NPUMEHUMOCMU 8  OMOEIbHLIX — CUMYAYUsX,
YY8CMEUMeENbHOCMY, CIOUMOCIMU U HEKOMOpbIM Opyeum acnekmam. Camoe 8axcHoe 8 ucciedo8aHuu

MOB — smo MHOSCOKpamuoe Z/lCC]l6006CZH1/l€, OU€EHKd 6 duHaMuKe, C mevyernuem 6pemeru.

Kax yoce ommeuanoco pamee, memoowvi oemexkyuu u monumopunea MODB nozeonsiom oyenusamo
appexmusHocms npo8oOUMO20 NieueHusi Ha monekynsapHom yposte. Oyenka MOE ocywecmensemcs

TOJIBKO y nayuenmos, y Komopbulx NOIY4eHa NOIHASL KIUHUKO-2eMAMOI02UYeCKas PeEMUCCUSIL.

e Pexomenayercsst monutopuHr MODB oOCyIIeCTBISTH METOAOM MPOTOYHOW ITUTOMETPUH W/WIN
metonoM ITLIP, TO ecTh TeMH METOIAMH, Y KOTOPBIX 4yBCTBUTENLHOCTh COCTABIsCT He MeHee 107

(T. €. BOBMOXKHOCTb ONPEJEIUTh OIHY oImyxoseByto kiieTky Ha 10 000 HopmanbhbIx) [54,55].
YpoBenn yoeaureabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

KomMmenTapuu: ne pexomenoyemcs ocywecmenamos monumopune MOB memooom FISH u memooom
CMAaHOapmuo2o yumozenemuuecko2o ucciedosanus. Ilpu oyenxe MOKF y nayuenma HeobOX00uMo
HONb308AMbCSL MONILKO OOHUM U3 Memo008 OJisi NPUHAMUSL MepanesmuyeckKux peuleHutl, npu 3mom
MOHUMOPUHZ OO0JIHCEH OCYWeCmEIambCsl C Nepevix OHeli mepanuu U BblNOIHAMbCA 6 O0OHOU

nabopamopuu. Ananuz MOK evinonnsemcs 6 oopasyax KM.
BpeMeHHbIe TOUKH MOHUTOPHHI A

B pasnvix KU xatouesvie mouku ucciedosanusi MOB, onpedenstowue npoeHos, u coomeemcmeenHo,
U3MeHeHue cmpamecuuy mepanuu, HecKoibkKo omaudaromcsi. B yenom uccneoosamenu oyenusarom
OCMAMOUHYIO NONYIAYUIO ONYXONe8blX KIemoK 6 KoHye I-ii unoykyuounou ¢azvl (6-1 nedens om
Hauana mepanuu) u Ha smane kKoncoauoayuu (12—16 nedenv om nauwana mepanuu). Ilpeocmaensemces
YenecooopasHbIM UCNONL3068aMb 8pemeHHble mouku oyeHku MOB y nayuenmos 6 coomeemcmeuu ¢
UCNONIL3YeMbIM NPOMOKONIOM JIeYeHUs. U MOJbKO NPU YCI08UU €20 A0eKBAMHO20 BbINOIHEeHUs (HeMeyKas
epynna — 10 u 16 nedenw, ¢ppanyysckas — 6 u 12 nedenv (6-s1 Hedens O0ns onpeodeneHus MaKMuKu
nevenust), Benuxoopumanusi — 10 u 15 nedenv, Mmanus — 10—16-22 nedenu (22-1 nedens O0ns

onpeoeneHuss MaKmuKy ledetust)).
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IIpu ucnonvzosanuu npomoxona poccuiickou ucciedosamenvckou epynnol « OJI/I-2009» obpazyvr KM

ananuzupyrom Ha 10-1i u 16-u nedene mepanuu.
Pexomenaanuu no mouuntopunry MOb

o PexoMenayercsi BceM MalMEHTaM IMIOCJIE TPAHCIUIAHTALMM OCYLIECTBICHUE MOHUTOPHUHIA
tpanckpunta pl90 wmm p210 nocpencrBom konumuectBeHHou [P B peasibHOM BpemeHHU, KOTOpas
JOJIKHA KOMOWHUPOBATHCSI CO CKPUHUHTOM Ha mpeameT myTaruii BCR-ABL nomeHa THPO3UHKUHA3
(MOJIEKYJISIPHO-TEHETUYECKOE UCCIIE0BaHUE TOUYEUHbIX MyTanuil reHa BCR-ABL (XUMEpHBINA TEH,
00pa30BaHHBIN CIUSHUEM OOJIACTU KJIACTEPA Pa3pbhIBOB HA 22 XPOMOCOME U T€Ha TUPO3HH-KUHA3bI
AbenbcoHa Ha 9 XpoMocomMe) METOIOM MPSIMOTO CEKBEHHUPOBAHMS) B Clydae MOJO3PECHHS Ha

PE3UCTEHTHOCTH [S53].
Yposennb yoenureabHoCcTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

e He pexomenayercst BoITONHAT MOHUTOPUHT MODB nipu HEcoOn01eHnN TPOTOKOI0B. MOHUTOPUHT
MOB umeet 3HaueHHE TOJIBKO MPU MPOBEICHUU aJiekBaTHON X T comacHO BEIOpaHHOMY MTPOTOKOITY,

MIpU COOTIOACHUY TTPUHITUTIA «103a — MHTEHCUBHOCTBY», MHTEPBAJIOB M ATAIOB JICUCHHs [56].
YpoBenb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB —4).

e Omenka MODB y TaIMeHTOB MOXKET OCYIIECTBIATHCS Pa3HBIMH METOJAMH, HO O0s3aTeIBHO
pexomenayercs [54,55]:

e OMNpEACIICHHE  JICHKO3CTICIIM(PUICCKUX  MapKepOB,  MAMCHT-CIICIU(PUICCKAX  KJIOHAJIBHBIX
nepecTpoek, abeppaHTHOTO UMMYHO(DEHOTHUIIA IO Hadajla Teparuu;

e TPOBEJICHUE MOHUTOPHUHTA JINOO OJHUM M3 METOJIOB, JIMOO OJTHOMOMEHTHO JIByMs (HE 4uepeiys, He
3aMEHsISl OJMH JIPYTUM);

e BBIIOJIHEHWE  HCCJICNOBAaHWSI B ONHOM  JAaOOpaTOPpUM  CONIACHO  PEKOMEHIYEMBIM
CTaHJIAPTU30BAaHHBIM IIO/IXO/IaM B YETKHE CPOKH, INPEAYCMOTPEHHBIE MPOTOKOJIAMH TIPU HX

AdZICKBATHOM HCIIOJTHCHHU.

YpoBeHb yoeauTeabHOCTH pekoMenaanuii — C (ypoBeHb I0CTOBEPHOCTH I0KA3aTeIbCTB — 5).
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3. Jleyenue, BKJIKOYAST METUKAMEHTO3HYIO 1
HeMeIUKAMEHTO3HYI0 Tepalluu, TUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
IPOTHBONOKA3AHNA K IPMMEHEHUIO METO/I0B JIeYeHHUS

3.1. OcHoBHbIe pUHIMIBLI XUMUOTepanuu OJIJI

IIpu nw0b6om npunyune Xxumuomepanesmuuecko2o 6osoeucmeus 6 aedenuu OJIJI cywecmeyem
HEeCKONbKO ~OCHOBHLIX 2Manog mepanuu — UHOVKYUSL DPeMUCCUU, KOHCOMUOAYUs pPeMUCCUU,

nooodepoicusaiowas mepanus u npoguiakmuxa (lewenue) HeuponeuKemuu.

llepuoo HauanbHo20 NedeHus, Yenvlo KOmopo2o ABIAeMcs CYWecmeeHHoe YMEeHbUeHUe ONyxonesou
maccol u oocmudxcenue IIP, Hnazvieaemcs nepuooom uHOyKuuu pemuccuu. B mepanuu OJIJ1
ucnonvsyrom 08e Gazvl UHOYKYUU OIUMENbHOCMbIO 4 Hed Kaxicoas, nepepuvlé Mexcoy KOmopviMu He
npeoycmompen. HMmenno 6 5mom nepuod Ha QoHe NPpUMEHeHUs YUMOCMAMUYECKUX CPeOCme
Konuyecmeo neuxkemuueckux xiemok 6 KM ymenwvwaemcs npumepno ¢ 100 pasz, m. e. 6 momenm
koncmamayuu I[IP ¢ KM mopghonocuuecku onpedensiemcs menee 5 % onyxonesvix kiemox. Ilpu
UCNONL30B8AHUU UMNYTbCHO20 no0x00a (npocpammul Hyper-CVAD) smanom unoykyuu cuumaromesi 06a
Kypca — coocmeenno 2-nedenvhwiil Kypc Hyper-CVAD u cnedyrowuili 3a Hum nocie nepepviéa Kypc
8bICOK0O031H020 yumapaobuna** u memompexcama**. B bonvwuncmese cayuaes I[P oocmueaemcs yoice
nocne I-u gpazvl unoyxyuu (uru nocie 1-eo xypca Hyper-CVAD), u auwo y wacmu nayuenmos (10-30

%) — nocie 2-u ¢azvl unoykyuu (unu 2-20 Kypca 8b1COK0003H020 yumapaobuna™* u memompexcama**)
[57-61].

Bmopvim smanom mepanuu OJI s6niemcs KOHconuoauus pemuccuu (3axpeniexue O0OCMUSHYmo2o
npomusoonyxonesoco 3pgexma). B nacmoswee epems 6 Oonbwuncmee ciyuaes KOHCOMUOAYUS
A6/1semcs Haubolee azpeccu8HbiM U 8b1COKO003HbIM dmanom 6 neveruu OJIJ1. 3adaueti 3moeo nepuoda
A6NAEMCS N0 BO3MONCHOCMU euje Oonbulee YMEeHbUleHUEe YUCIA OCMAWUXCS Nocie UHOYKYUU
netikemuyeckux Kiemox. Yawe 6ceco npedycmompenvl -2 maxux Kypca, 3amem, nepeo
N000ePAHCUBAIOUWUM JleHeHUEM, MOV UCHONb308AMbCSL NPOSPAMMbL peuHOYKYuu (bonee orumenvbHbie,
ananocuunvlie UT). B npomokone poccutickou ucciedo8amenbCkol epynnvl nepuooom KOHCOIUOAyuu
HA3B8AaHbL NAMb NPOOOAHNCUMENLHLIX NOCTe008aMeNbHbIX (3—4-HedenbHblX) amana, mexncoy KOmopvlmMu
He npedycmompeHvl nepepviévl (), HO uzmensemcs nuwb HAOOP JEKAPCMBEHHLIX NPEnapamos,
UCNONIb3YeMbIX 8 OAHHBILL Nepuoo, U MOOUGUYUPYIOMCS O03UPOBKU PSAOA YUMOCTIAMUYECKUX CPeOCm8.
Cnedyem noouepkHymv, Ymo B03MOICHA pOmMayus npedycMOmpeHHblX NPOMOKOIOM SManos

KOHCONUOAYUU, 8 3A8UCUMOCNU OM YUMONEHUYEeCKO20 CUHOPOMA U 8apUAHMO8 ocllodxcHeHutl [57-61].

Ilocne 3asepwenuss smana KoHconuoayuu ciedyem nepuod noooepicusarouie2o JjaeueHus, m. e.
NPoOoIdNCEHUE YUMOCTNIAMUYECKO20 B030CUCMBUL 6 MEHbWUX 003X, YeM 6 Nepuod UHOYKYUl

peMuccuu, Ha 803MOACHO OCMAOWULCs onyxonessiu kioH [ST7-61].
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B nacmoswee spems dazucom eceii npoepammuon mepanuu OJIJI sersemcs ougppepenyuposanmoe
goz0eticmeue: 1) Ona ummynonocuuecku 3penvix B-OJIJI Ookazana s3¢gexmusnocms MOWHO20
UMNYIbCHO20 KOPOmMK0o20 8030eticmaust 6 couemanuu ¢ anmu-CD20-MOHOKIOHANbHOIMU aHMUMeENAMU
(90 % 5-nemmusia BPB) [62]; 2) ona Ph-nozumusnvix OJIJI xknrouesvim ghakmopom sgpghexmuenocmu
AGNAAEMCS UCNONb308aAHUEe UHeUOUmMopos abl-muposunxkunasvl (80 % 3-nemuss eviorcusaemocms) [53];
3) 0111 nayuenmos, y Komopwvix onpeoensiemcs nepcucmeryus MUHUMAIbHOU OCMAMOYHOU NONYIAYUU

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

Ipunyunuanvno HeobX00UMO 8bl0eIAMb MPU KIioHesvle, mpedyiowue paznoco nevenus epynnovl OJ1JI1:
1) B-3penvie OJ1JI; 2) Ph-nosumusnwvie OJIJI; 3) Ph-necamusnsie OJIJI [1,2,4,5,53,56,62,63].

o Pexomenayercsi it mmmyHonorudecku B-3penoro Bapuanta OJIJI (bepkurt-neitko3a/mumdpomeb)
UCIOJIb30BaTh WMHTEHCHUBHOE MMITYJIbCHOE (OJIOKOBOE) BO3JAEHCTBUME XUMUOMpenaparamu (1o
nporpamme JIb-M-04 u 1. 1. cm. npunoxenue A3.1) B coueranun ¢ aHTu-CD20-

MOHOKJIOHAJTFHBIMH aHTHTENaMU (pUTyKcuMaboM™*) [64].
Yposennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

KOMMeHTapI/lI/I: 00bIYHO nocie evinonHenuss 4—6 610K08 nayuermsl CHumaromcsi ¢ mepanuu, UM He

nposooumcs noooepoicusaroujee jeyenue, OHU He HyxHcoaromces 6 evinoaneruu aymo- unu auno-11'CK.

o Pexomennyercs npu Ph-no3utuBHbIX OJIJI ncnons3oBanne UTK, naunnas ¢ nmarnanbGa** B 1-i
JUHUYU, C JaJbHeWmeld Momuduuueld TapreTHOTO BO3JACHCTBHS HAa OCHOBAaHWUM MOHHUTOPHHTA

MUHHMAJIbHON OCTAaTOYHOW TMOMYJSIMKM OIYXOJEBBIX KIETOK M HAJIUYHMS MYyTallMi KUHA3HOTO
nomena BCR-ABL [65,66]

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

KomMenTapuu: smo 6osdeticmsue 0ondicho oOvims nocmosiknvim. Obovem XT npu Ph-no3umueénvix
OJIJ 0o cux nop ocmaemca npeomemom ouckyccuu. Hcnonv3ytom Kak MUHUMATbHOE
yumocmamuyeckoe 8o3oelicmeue (b0 O00HU 2THOKOKOPMUKOObL, JAUOO0  2HOKOKOPMUKOUObL 8
couemanuy ¢ BUHKpUCMUHOM **), max u 6onee unmencugHoe (Kiaccuyeckue Xumuomepanesmuieckue

npomoxonst neverus OJIJI, 6b1cOK0003HblE UMNYILCHBLE NPOMOKOTIbL).

o Pexomenayercs B Tepanuu Ph-aeraruBabix OJIJI B3pOCHIbIX TAIMEHTOB UCIOJIBb30BaTh B OCHOBHOM
JBa TPUHIHWINA XUMHOTEPANEBTUYECKOTO BO3JACHCTBUA: 1) WMMIYIbCHOE, BBICOKOIO3HOE C
nocieAyroniell NoCTOSHHOW mnopaaepkuBatouiei tepanuedt (nmporpamma Hyper-CVAD); 2) 6onee
TpaAUIIMOHHOE (CTaHmapTHOE) — 8—9-HenenbHas HENpepbIBHAS HUHAYKIUS C MOCIEAYIOLIUMU
HEOJTHOKPATHBIMU  BBICOKOJIO3HBIMU ~ MHUEIOAONSATUBHBIMM KypcaMd U B TIOCIEOYIOINIEM —

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

KommenTapuu: pesyromamul kpynneuwux uccie0oeamenvbCKux epynn no nevenuro Ph-necamuenvix

Oﬂﬂy 63pPOCIJIbLX, 6 3a6UCUMOCNIU ONl NPUHYUNA Xumuomepanesmuieckoco 603661201’]’1614ﬂ, ompasiCeHnbl
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obwas evlcusaemocms (danee — OB) e3pocivix nayuenmos ¢ OJIJI, sapvupysa 6 3aeucumocmu om
epynnvl pucka u eospacma, cocmasnsiem 45-55 %. Pesynbmamuvl poccuiicko2o uUccieoo8anusl

abCconomHO CONOCMABUMbL U 0AdIce NPESLILUAION OAHHbLE 3aPYOEHCHBIX UCCIe008AHUL, HECMOMPSL HA
manyio oonio anno-TI'CK [67].

o Pexomenayercs namuentam ¢ OJIJI, 0cOOEHHO OTHOCSIIMMCS K TPYIIAaM BBICOKOTO pPUCKA, OJHUM
u3 otanoB JedeHus BoMonHATH TI'CK nubo aytonormussix (manee — ayto-TI'CK), muGo
aJUIOTeHHBIX (OT POACTBEHHOTO Wiu HepojacTBeHHoro HLA-coBmecTtumoro goHopa — amio-TT'CK)

JUISl JOCTHKEHUs TepaneBTuyeckoro addexra [1,2,4,5].
YpoBenb yoeaurteabHocTH pekoMeHaanuil — C (ypoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB — 5).

KommenTapuu: ¢ Poccuu aymo-TI' CK paccmampusaemcs kak no30mss 6blCOKOOO3HASI KOHCOTUOAYUSL
yaue ecezo 8 nevenuu T-knemounwvix OJI. B 3apybesicnvix uccneoosanusx aymo-TI' CK pexomenoyemces
y nayuenmos 6 Mmoaexyusapuou pemuccuu  Ph-nozumusnoco OJIJI.  Anno-TI'CK sensemcs
oos3amenvHulM  dmanom mepanuu nayuenmoe ¢ OJIJI u3 epynnvl  6vicoko20 pucka, u ee
appekmusHocme  céa3ana ¢ Yopmuposanuem HNOCMOSIHHO20 UMMYHONOSUYECKO20 KOHMPONA 3d
oCMAasWUMcs  nocie  YUumoCcmamuyeckoeo  8030elCmeUs  ONyXonesviM  KIOHOM  (peaxkyuu

«mpadcnianmant npomue XOS’}ZMHCZ))).

e Pexomenayercsi BceM TMAlMEHTaM BBITIOJNHATH NPOQUIAKTUKY WIH, [PU HEOOXOIUMOCTH,

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

KommenTapuu: smom sman pacnpeoensemcs Ha 6ce nepuoovl NPOSPAMMHO20 ledeHusi — UHOVKYUIO
pemuccuu, KOHCoauoayuio u noooepxcusaiowee nederue. OObIUHO NPOPUIAKMUKY HelpoleuKeMuu
(ocHo6HOU nepuod — 5—6 UHMPAMEKAIbHBIX 86€0eHUll npenapamos) ocyujecmensaiom 6 nepuoo UT,
3amem 6 meueHue 6cex IMAN08 KOHCOMUOAYUU U NOOOepHCUBaAroOwell mepanuu BblNOIHAIOMCS
npoguiakmuieckue NYHKYuUu C pAa3HoOU YACMOMOU HA PA3HLIX Omanax (6 cpeoHeM YUCILO
npoUIAKMUYECKUX TIOMOANbHLIX NYHKYUU 001%CHO cocmenams 15-20). Jleuenue metiponetikemuu
ocywecmenaom no uwbim  npunyunam. CHauana npoeoosam  UHMPAMEKAIbHble  6868€0eHUs
yumocmamuyeckux npenapamos ¢ wacmomou I paz 6 2—3 OHA 00 Hopmaiuzayuu noxkasameneu
YepebpPOCNUHAILHOU  HCUOKOCIMU U NOJAYYEeHUsT MUHUMYM 3 HOPMAIbHLIX Pe3yibmamos aHAIu3d
IuKeopa. 3amem NYHKYuu 6 meueHue nonyeooa nposooamcs ¢ yacmomou 1 paz 6 2-3 uedenu c
NOCNLEOVIOWUM Nepexo0oM Ha Npopuiakmuyeckutl pexcum 6edenus. B oOonvuuncmee ciyuaes
oonyuenue 20108l 8 003ze 2400 pao ne mpedyemcs. Imom nooxo0 Moxcem Oblmb UCNONL30BAH TUULL Y
mex NayueHmos, y K020 6Cle0Cmeue pPasiudHblX APUYUH (AHamoMuyeckKue 0COOeHHOCMU, KpatiHe
msiceNas nepeHoCUMOCmb CHUHHOMO32080l NYHKYUU) NPODUIAKIMUKA HeUponetKeMuu ¢ NnOMOUbo
UHMPAMEKANbHBIX 86€0eHUl YUMOCAMUYeCKUx npenapamos 8ulnojHeHa dvimos He modxcem. Taxoice
80NPOC O NPUMEHEHUU 00YYeHUsL 20108bl NOOHUMAEMC S NPU pehpakmepHom medenuu Heuponeukemuu

(omcymcemeue nonno2o omeema yepes 5—6 6gedeHull npenapamos).
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o Pexomenayercsi mpuMeHSATh (AKTOPhl pHUCKA C IETBI0O OIEHKH TPYIIb PUCKA W OMPEIACICHHUS
MOKa3aHUi K ucnoib3oBaHuio B nepuop nepBoil [P amio-TI'CK B coOTBETCTBUM ¢ KOHKPETHBIM

MpoTOKoJIOM JieueHus [ 1,2,4,5].
YpoBenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

KommenTapuu: nonooicenue o npocnocmuueckux gaxmopax npu OJI 603HuK1O0 € nossienuem
aoekeamnou XTI, mak Kax moivKko UCNONb308AHUE CMAHOAPMHBIX NPOSPAMM NO38045en 8blOeaUMb
NayueHmos ¢ ONnpeoeleHHbIMU KAUHUYeCKUMU, MOP@OonocudecKumMU, UMMYHODEHOMUNuYecKumu,
YUumoceHemuyecKUMU, MONEK)ISAPHO-2eHeMUUeCKUMU XAPAKMeEPUCMUKAMU 3A001e8aHUsl, V KOMOPbIX
yoaemcs uau He yoaemcsi 0obumvcs d@gexma. [lemanvHoe u3zyuenue npuuuH Heycnexa npu
UCNONBL30BAHUU  CIMAHOAPMHBIX  NPOMOKONIO8 NPUBOOUM K  (OpMuposanuio epynn pucka u,
COOMBEMCMBEHHO, CO30AHUIO HOBbIX OUPHEPEeHYUPOBAHHBIX NOOX0008 K JIeUeHUI) dMUX NAYUEHMO8.
Credyem noouepkuymo, umo Haiuyue y nayueHma axmopa Hebia2onpusmioco npocHo3a Hu 8 Koem
ciyuae He Mmodcem Ovblmb OCHOBAHUeM OJisi nepexooa K NaiiuamusHou mepanuu. Bce gaxmopol
NPOCHO3A UCNOAL3VIOM U UCCAe0YIOm MONbKO 8 KOHMEKCme BO3MONCHOCIU MAKO20 UMEHEHUs]

mepanuu, Koniopoe noesvlCulo Obl ee Bd)d)eKWluGHOCWIb Yy maxKux nayueHmaos.

B meuenue xaxk munumym 08yx oecsamunemuti 011 63pocivix nayuenmos OJIJI mak nasvieaemvie
Gdaxkmopwvl pucka, accoyuuposamuvie ¢ IPHEeKMUEHOCMbIO JleueHUs, OCMArMCcs HeUIMeHHbIMU.
Ucknouenue cocmasnsirom Ph-nozumusnsie OJIJI u B-OJIJI co 3penvim ummynogpenomunom, komopbwie
ObLIU BblOENIEHbl 8 COBEPUICHHO OMOENbHble 2PYNNbl, HYHcoaowuecs 6 0coboM mepanesmuieckom
sozoeticmeuu (UTK u 610K08a58 UMMYHOXUMUOMEPANUsL COOMBENCMBEEHHO), U NPOSHO3 NPU KOMOPLIX

8CEOCMBUE IMO20 USMEHUIICS CYueCmeeHHbIM 06pa30M.

IIpu Ph-necamuenvix OJIJI, necmomps Ha unmeHncuguxkayuo mepanuu, GbINOIHEHUE 3HAUUMENbHO2O
yucna amno-TI'CK Ha pasHvlx npomoxonax pasHuvlX UCCLe008amMenbCKux 2pynn, OonpeoeieHHvle
KJIUHUKO-TIA00paAmopHbvle napamempsbl nPOOOINCAION ONpeoeisimb NPOSHO3 3a00/1e8aHUsl, MAK JHce KaK
U HeckonbKo Oecsimkos jem Hazao. /s Ph-necamusnvix B-xnemounvix OJIJI ¢hakmopamu pucka
bonvuuHcmeom ucciedogameneli npuzHaiomcs. oonee cmapwui ospacm (30 nem u 6onee),
unuyuanshoiil etikoyumos (30 x 10°/n u 6Gonee), pannuii peromun (pamnuii npe-B unu BI no
knaccugpuxayuu EGIL), yeenuuenue noxkazamens JI/II" 6 2 paza u b6onee, nozonee (bonee uem Ha 35-i
Ooenv) Oocmuodwcenue I[IP, obnapyscenue t(4;11). /na T-knemounvix OJIJI — panmnue u 3penviti
ummynogernomunsot (TI/II u TIV no xnaccugpurxayuu EGIL), unuyuanvroiii nevikoyumos (100 x 1 0°/n u
bonee), nozonee docmudicernue IIP. Tlomumo smozo, nociedHue decimv jlem KIHOYeBbIM (DAKMOpom
npoenoza ona ecex OJIJI cman noxazamens, oyenusaowuii MOB: npu ee obuapyceHuu c
uyecmeumenvrocmoio memooa 107% 6 meuenue 6 mecayes neuenus npocnos onpedensiemcs: Kax
necamuenwii. Ilayuenmam c¢ OJIJI onpedenenue epynnvl pucka, HO KOMOPOU ONpeOensemcs
mepanesmuyeckas Mmakmukd, OOJIHCHO GbINOIHAMbCA MOAbKO 8 PAMKAX MO20 NPOMOKONA, KOMOPbllL

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

Heobxooumo cuumams nesvinonnenue nponioxkoja mepanuu, HepeciamerHmuposaHHoe CHUMNCEeHUe 003

npenapamos, OnumenvHbvle UHMep8albl Oe3 JieueHus, He NpedyCMOMpPeHHble NPOMOKONIOM, 2pyoblmu
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HaApywernuiAmMu xumuomepanesmudeckoco npomokoia, u oyeHusanv mdaKux nayuermoes KakxK

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

3.3. lIporvocTuyeckas 3Haaumoct MOb

Uszeecmno, umo nepcucmuposanue MOB nocie HUT/koHconuoayuonHol mepanuu accoyuupyemcs c
HeONa2oNPUAMHbLIM NPOSHO30M U B8bLCOKOU 4acmomou peyuoudos, 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 2emamonocuyecko2o pa3eepHymoz2o peyuousa cocmaesisiem

oKono 2—4 mecsyes.

o Pexomenayercsi neuenne mosekyisipaoro peuuana Ph+ OJIJI u Ph— OJIJI B cooTBercTBHH CO
CTaHAapTaMH, pa3pabOTaHHBIMU JJISi PAa3BEPHYTOr0 MOP(OIOrHUECKOro peluIMBa, Kak MUHUMYM
nipu OJUJT y B3pocneix [1,2,4,5].

YpoBeHb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

Kommentapuii: npu monexynapuom peyuouse Ph+ OJIJI neobxooumo ewvinonnums cmeny HUTK,
PEKOMEHO08AHO NpuU 2MoM uccieoosanue mymayuonnozo cmamyca BCR-ABL eena c¢ yenvio
HasHaweHus 3gpgexmusnoco UTK. Kpome moeo, u npu Ph-, u npu Ph+ OJIJI nokaszana evicokas
agppxmuenocmo npumenenus orunamymomaoa** [74], 6 mom uucne c exmouenuem HUTK, npu
monekynapHom peyuouse uau nepcucmenyuu MPB. Hanuyue monexkyiaproco peyuoua modicem
AGNAMbC Kpumepuem exkmoueHus ¢ KU no ucnonvzosanuro 3KcnepumeHmanbHulxX J1eKapCmeeHHbLX

cpeocma.

Dakmopom He2amueHo20 Npo2HO3a 6 Nlane 0e3peyudUsHo20 meyeHus 3a001e6aHus SA61Aemcs
obnapyscenue MOKB kax 0o, mak u nocne TI'CK. Bepoamuocms pazeumusi peyuousa 00CmMo8epHO

gvlille y nayuenmos, y komopwvix onpeoensemcs MOP.

3.4. Jleuenue nanuenTos ¢ Ph— OJIJI

Br10op nporpammsel UT y naunenToB B Bo3pacre 10 55 Jjer

Paznuunsie uccnedosamenvekue epynnvl NpUMeHsAIOM paziuunsie cxemvl mepanuu (npuiodcerue A3.1),
eounozo npomoxona mepanuu OJIJI ne cywecmeyem. Obwuii npunyun mepanuu npeocmasisem coooti

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

o Pexomenayercsi manmentam ¢ Ph-weraruBasiM OJIJI B Bo3pacTte Moioxke 55 JI€T BBITOJHATH

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

YpoBenb yoeauTeIbHOCTH pekomMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTe/ILCTB — 4).
PekomeHaoOBaHO K n3y4yeHuto pegakropamu canta MeaYHumeep - https://meduniver.com/



o PexoMeHayercsi B KayecTBE aJbTEPHATUBBI [JII MOJIOABIX MAalMEHTOB B Bo3pacte A0 30 ner
IIPOTOKOJI POCCUICKON neauarpuyeckoil rpymnmnsl no jgedenuto OJIJI — MB-2008 (cMm. npunoxeHue
A3.1) [75].

YpoBeHb yoenuTeJJbHOCTH pekoMeHaanuii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 3).

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

uccieaoBareien (mporpaMmbl Teparuu MpUBeIeHbI B mpuiiokenuun A3.1) [76—79].
YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

e Pexomenayercsl KCHOnb30BaTh (DAKTOpBI pucKa, omperenstonie crpareruto tepanuu OJUJL, B
3aBUCUMOCTH OT KOHKPETHOTO BBIOPAHHOTO BpayoM IMPOTOKOJa JiedeHus (cMm. pasgen 3.2

«IIpornoctuueckue Gpaktopsl 3pPeKTUBHOCTHU JeueHus») [1,2].
Yposennb yoeaureabHoCcTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

KommenTapuu: uezasucumo om evibpannozo npomokonra mepanuu nayueumos ¢ OJIJI ¢ t(9;22),
{(4;11) HeobxoO0umo omuocumes K cpynne O4YeHb BblCOKO20 PUCKA U ) 6Cex € CAMo20 Hauald

paccmMampuams 803MOHNCHOCb guinoanenus: anno-11 CK.

o Pexomenayercs 1pu rpyObIX HApYLIICHUAX JIHOOOI0 IPOTOKOJIA NEPEBOAUTH MALMEHTOB B TPYIILY
OYEHb BBICOKOTO pHUCKa W MPUHHUMATH pPELIEHUE O BO3MOXKHOCTH BbinojHeHus amwio-TT'CK (cwm.

pazzaen 3.2 «lIporHoctuueckue dpakropsl 3PheKTUBHOCTH JeueHus») [1,2].
Yposenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).
Ipeagaza

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

3a6€epuLersl.

o PexomeHayercsi BceM TalMeHTaM ¢ BEpU(PHUIIMPOBAHHBIM JIUMArHO30M HA4MHATH Mpeadasy
MPEAHU30JIOHOM ™ * C 1eNIbI0 IUTOPEAYKIIMU U OMIPEACIICHHS] YyBCTBUTEIIBHOCTH K MPEIHU30IOHY **
[80].

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

KommenTapuu: monomepanusi  2nioKkOKOpmMuKocmepouoamu A6Isemcs OCHOBOU npeogazvl  —
unuyuanvrou mepanuu OJIJI. [[numenvrnocmv npegaszvt cocmasnsiem 7 OHelU, U HENoCpeoCmEeHHO
nocie Hee cieoyem uuoykyuonnas ¢asza I. Ilpeogpaza nozsonsem cmaduiuzuposams cocmosiHue
nayuenmos, KOmopbvle NOCMYNAiom 6 OomoeleHue 2eMamono2uu ¢ MmanHCeniMu UHDEeKYUOHHbIMU
OCNOJCHEHUAMY, — MemadOIu4ecKUMU  HAPYUeHUAMU  U/UIU  CEPbe3sHbIMU  KPOBOMEUEeHUAMU
(anmubuomukamu U NPOMUBOCPUOKOBLIMU  CPEOCMBAMU,  MPAHCOY3UOHHOU  mepanuell,

3amecmumenvHoU mepanuei, GaxKkmopamu ceepmvleanus, ailonypunoiom™*/pazdoypukaszou™*), u

nawamo. 110 Pape ot R RPERIRE e B SodkiH A M HY nAdE OHEBYH e BV EP €M



8LINONIHEHUSL Npeddaszvl  OCYUWeCmenaemcs YumoceHemu4eckas OuaeHOCmMuKa, umo Nno360Jsaem
gvioenums nayuenmos ¢ Ph-nosumuenvin OJIJI u 6Gezomnacamenvno Hauames um nepeyio ¢asy
UHOYKYUU no MeHee moKcuuHomy npomoxony ons Ph+ OJIJI. Ecmv nebonvwias 0o0ns 63pocivlx
nayuenmos ¢ OJIJI, y Komopwix pecucmpupyemcs OYeHb GblCOKAS HY8CMEUMENbHOCMb ONYXO0Je8blX
KIIemoK K NpeOHu30noHy**, u nonnas pemuccus (danee — IIP) moocem 6vime docmuecHyma nocie 7
OHell MoHomepanuu 2uokokopmurxouoamu. Hecmomps na mo, umo 6 psde npomokonos npeoghasa ne
A6NslemMcs  00513amenvHbiM  KoMnoHeHmom, Hanpumep, 6 npoepamme MDACRC (Hyper-CVAD),

poccuiickue dIKCnepmsl noia2aiom, 4mo blnoIHeHue npeddasvl Kpaiine yenecooopazto.
Nupykuus pemuccnu

° PeKOMeHHyeTCﬂ BCCM IalIUCHTAM CTPOI'0 BbIIIOJJHATH I/IHILYKHI/IOHHHﬁ KypC TCpanurnu COITIaCHO

BbIOpaHHOMY poTOKOY JeueHus Ph-nerarususix OJUJI [1,2].
YpoBenb yoeauTeabHOCTH pekoMeHaaunii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 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 YUCTO OCIONCHEHUN, KAK MOKCUHLECKUX, max u
UHGDEKYUOHHDIX, 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 panueii remanvrocmu cocmaeun 9 %.

B smom nepuo0 HeoOXO0UMO BbINOIHAMbL 6eCb 00beM CONPOBOOUMENbHOU Mepanuu, 6KIYas
MOHUMOPUHE U KOPPEKYulo NIA3MEHHO20 2eMOCmA3d, mMpoOMOOYUMONEeHUY, aHeMuU, JleYyeHUue
UH@DEKYUOHHBIX OCTLONCHEHUI, MemAaOOIUYecKUX HapyuleHutl (caxapnoz2o ouabema), NCUXUYECKUX
pPAccmpouicme, He8pOI0SUYECKOL CUMIMOMAMUKU, OCMPbLIX 2enamumos, naHKkpeamumos u m. 0. B
cayuae pazeumus KpauHe msdiCeblX OCAONCHEeHUL u/unu 21yooKou yumonenuu (1etukoyumos meHee
500 xkn 6 mxn) yumocmamuueckas mepanusi OOJNCHA ObIMb Npepeana (Kpome NpeoHuzonoHa™**) u
80300HOBIIEHA C MOMEHMA OCMAHOBKU NPU KOPPEKYUU OCLONCHEHULL U 60CCMAHOBNICHUU NOKA3amenell

KpOBU.

Bce npoecpammul  neuenus  exkmouaom — BUHKpUCMUH*¥,  npeonusonon®*  u  ammpayuxiumel

(OayHopyouyun**).

Ilpumenenue  moco Ui  UHO2O  2MOKOKOPMUKOCMEPOUOHO20 — 20PMOHA  (NPeOHU3010H **,
memuanpeOHu3onon**, — dexcamemason™®*) onpedensemcs  GblOPAHHBIM ~ NPOMOKOIOM  Je4eHUs.
IIpeonuzonon™* unocoa 3amensiom ma dekcamemason™* nocie oyeHku Uy8CMEUMENbHOCMU K HEM),
NOCKONbKY Oexcamemaszon™®* obnadaem oOonee BblPANCEHHbIM yumocmamuiyeckum ds¢ggexmom u
npounuxaem 6 I[HC. B poccuiickom npomoxone «OJIJI-2009» npeonuzonon™** 3amensrom Ha
oekcamemason™* npu Koncmamayuu UHUYUATLHOU HetupoLetKeMuu uiu Ha 7-1i OeHb, ecliu NpoyeHm
onacmuuvix kiemok 6 KM nocne npeoghazvl pasen unu npesviwwaem 25 %. [lexkcamemaszon™* 6bonee
MOKCUYeH U mpebyem muamenbH020 MOHUMOPUPOBAHUS C YENbl) CHUNCEHUS DPUCKA CePbe3HbIX
unghexyui. Ymo kacaemcs aHmpayukiuHo8, mo ONMUMANILHLIM NPEnapamom MONCHO CUUMAMDb

oayHopyouuun™**. Cnocob ux eedenuss moxcem omaudamscs (3 OKg nQOpsao, 1 paz 6 peoenro, 2 pasa
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yepe3 2 Heodenu), HO PMOM NaApamemp He OKA3bleaem GIUAHUS HaA yacmomy oocmudicerus [IP u ux

I’ZPOaOJZ.?fCMmeJZbHOCWlb.

Yacmo 6 [ ¢paze unoykyuu npumensiom acnapazunasy™**, xomopas 6 OalbHeuwem Modicem
ucnonwb308amevcsi U Ha npomsidxcenuu eceti npoepammel nevenuss OJIJI. Ilonacarom, umo smom
npenapam ysenuuueaem npooonxcumenvrocms IIP (no ne eeposimnocms ee docmudicenust). OOHako
PAHHAS OMMEHA acnapazuHasvl™* ecireocmeue paseumus MOKCUYECKUX peaxkyuil He OKa3vleaem
BNUAHUA HA O0N20CPOYHbIE PE3VIbMAamyl, 8 MO 8PeMsl KAK HAPYUWEHUSl KOAYIAYUOHHO20 2eMOCMA3d
ommeuaromes uacmo (bonee uem y 60 %) u mpedbyiom MOHUMOPUH2aA KOA2YIAYUOHHBIX NAPAMEMPOS, d

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

B nepuoo I ¢gpaser UT Oondxcrno Obimv 6bINOIHEHO 5 JHOMOANLHLIX NYHKYUL C NPOPUIAKMUYECKUM

86e0eHUueM mpex npenapamos (Mmemompexcam**, yumapabun**, oexcamemazon™**).

Il ¢aza unmoykyuu cocmasensem no oaumenvnocmu 3—4 Hedenu 8 OONLUUHCMBE NPOMOKONO08 U
npedycmampugaem ucnoivb3o8anue yukiogocghamuoa™™, cmanoapmuvix 003 yumapabuna** u

MepkanmonypuHa**. Ha smom smane maxoice 8b1NOIHAIOM CHUHHOMO3208ble NYyHKYUu.

B npomoxkone Hyper-CVAD 2-1i sman UT npeocmasnsem coOou 8b1COKOOO3HbIL KYPC C BKIIOUEHUEM

yumapabuna™** u memompexcama**.

Heoocmuowcenue I[IP nocne smou @aszvt uHOYKYuu pacyenusaemcs Kak pe@pakmepHocmo, U
nayueHmvl nNepegooamcs Ha npocpammvl JjeyeHus peppaxmepuvix Gopm  OJLII, komopwie
CYUWeCMB8EHHO OMAUYAIOMCS, 8 3A8UCUMOCIU OM UMMYHOpeHomunuyeckoeo éapuanma. [Ipomokonsl

XT npuseoenvt 6 npunodicenuu A3.1.

e Pexomenayercss BceM manveHaMm C 15-ro AHsA OT Hadasia jgedeHusl Ha Bce Bpemsi X1 BBINOJIHATH
poUIAKTUKY MHEBMOIIMCTHOM MHEBMOHUU #KO-TPUMOKCa30JI0M

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

o Pexomenayercsi Bcem mnamueHtaMm, aocturmmM [IP mocne 3aBepmieHuss MHAYKIIMOHHOTO 3Tara,
BBIMIOJIHUTH 3TAall KOHCOJWJMPYIOLIETO JICUEHUSI CTPOTO MO TOMY XK€ MHPOTOKOIY, MO KOTOPOMY

npoBoauiaack uuaykuus [1,2,4,5].
YpoBeHnb yoeauteabHoCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJbCTB — 5).

KomMeHTapumu: mepanus, komopyio npogooam nocie oocmudicenuss [IP — xonconuoayus, 6 pazmvix
NPOMOKONAX JNedeHus CYWeCmeeHHo Omaudaemcs no ceoeu unmenHcusHocmu. bonvuwuncmeo
€BPONEIICKUX UCCTIe008AMENbCKUX 2PYRN NPUMEHSIOM  8bICOKOOO3HbIE NPOMOKONbL C GKIIOYEHUEM
HeCKOIbKUX Kypco8 yumapabuna™** u memompexcama™* 6 blcokux 003ax, oo1a0aroujux 3HAUUMbLM
MUENOCYNpeccusHviM  d¢hghexmom u CONPOBOIHCOAIOUJUXCSL ONUmenbHbIMU nepuooamu

MUENOMOKCUYeCcKo20 —azpanyioyumosa u nepuooamu 6e3 neuenus. I[llupoxko ucnonv3yemsiii
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amepuxauckuti npomoxon Hyper-CVAD smanom xoncoruoayuu naszvieaem 4 nociedo8amenbHbix
uepeoyiowuxcs Kypcd, aHAI0SUYHBLIX UHOVKYUU, 084 U3 KOMOPbIX — 6blcOKOOO3Hble [57].
Ipunyunuansno omaudaOWUMCs: NOOX00OM AGJIAEMCS 9MAN KOHCOMUOAYUU 8 POCCUTICKOM NPOMOKOTe
«OJIJI-2009», xomopslili npedcmasisiem cobol HenpepvleHoe YUMOCMAMUYeckoe HU3KO003HOe
so30eticmsue. Mnumepsan mexncoy sageputenuem Il ¢pazvl uHOyKyuu u Hawaiom smana KOHCOIUOAYUU
npeocmasisem cooou 7 OHel, 6ce OoCcmaibhble dSmansvt KoHconuoayuu (1-3-ti smanvl) nposoosam 6e3
nepepwvios. Konconuoayus 4 6 npomorxone OJIJI-2009 (cm. npunoocenue A3.1) npedcmasnena
0OHOKpAMHbIM  88edeHUeM memompekcama** & e@wicokoii 0oze (1,5 2m’) na ¢one 3 Oweil
dekcamemasoHa™* u 0OHOKpPaAmMHuLIM 686e0eHUeM acnapacunasevl™*; Komconudayus 5 — 00OHOOHEBHbIM
eedenuem yumapabuna** ¢ dose 2 2/m’ 2 pasa 6 Oenv na one 3 Omeil dexcamemazona®* u

OOHOKPAMHBIM 88edeHueM acnapazunasol ** [67].

Xomenoco 0Obl  ommemums, UMO 8 POCCUUCKUX 2eMAMONOCUYECKUX YeHmpax gaxmuyecKku
OmMCymcmeyem  B03MOJCHOCMb — MOHUMOPUHea — KOHYeHmpayuu  memompekcama™*, umo
HEYKOCHUMENbHO mpedyemcs npu 6bINOJIHEeHUlU 8blCOKOOO3HOU mepanuu. Bciedcmeue smoco Oadice
O0OHOKpamHoe UCNnonv38anue memompexcama™** @ vlcokoll 003e Conposodcoaemcs 1emaibHOCmbio,
CBA3AHHOU C MOKCUYHOCMbIO npenapama. B ceasu ¢ smum xomenoce Ovl obpamums GHUMAHUE
2emMamoo2o8, Komopbvle blOUparom unvle 3apyoOedcHvle NPocpammbvl Jeuenus, Had Mo, 4mo 6 SMUX
npoOmMoKonax memompexcam** @ @blCOKUX 003X NPUMEHSIOM HEOOHOKPAMHO U UCHONb308AHUE
memompexcama®* 6 npeoOnucaHHvlx 003ax 0e3 HaIuyus A0eK8amHo20 MOHUMOPUHEA C BblCOKOU

BEPOAMHOCMbIO MOdHcCeM 3AKOHUYUMbCA 1€NATbHbIM UCXOOOM.

o PexomeHayercsi manMeHTaM HCIOJIB30BaHUE METOTpeKcara*™* B BBICOKMX J033aX CONNIACHO
IIPOTOKOJIAM JICYEHHS TOJBKO B F€MATOIOTMYECKUX LIEHTPAX, I11€ €CTh BOZMOXKHOCTb OCYLIECTBIIATh
U3MEPEHUE KOHILIEHTpALMU IIpernapara B CBIBOPOTKE KPOBH, Uil IPEAOTBPALLECHUS TSKEIBIX
HE)KeJaTeIbHbIX SIBICHUHN, OOYCIIOBIEHHBIX HeaJeKBaTHOW snuMuHanuell merorpekcara. [lpu
OTCYTCTBHH 3TOH BO3MO)KHOCTH LIETIECOOOPA3HO BBIOMPATH MPOTOKOJIBI O€3 BBICOKOJO3HBIX KYPCOB
[1,2,4,5].

YpoBenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJLCTB — 5).

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

YpoBennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

o Pexomenayercsi BceM MalMeHTaM Ha BCEX JTalaxX KOHCOJIHMJIALMU BBIIOIHATH MPO(UIAKTHKY
MTHEBMOIMCTHON THEBMOHUH #KO-TPUMOKCA30JI0M [Cylb(pameTokca3oin + TpumeTornpum |** (480 mr

1 pa3 B nens exenneBHo) [1,2].
YpoBeHnsb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 5).

IMpoduiakTuka u JieueHUe HeHPOJIeHKEeMU
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Hauano npogunaxmuxu nopaxcenus [[HC, kax xntouesoeo xomnonenma mepanuu OJIJI, nposooumcs

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

o Pexomenayercsi BceM TNalMeHTaM B KauecTBE MPOPUIAKTUKA HEHPOJIEHKEMUU OCYIIECTBISATH
CIIMHHOMO3TOBBIE IyHKIIUU C WHTPATEKaIbHBIM BBEIEHHEM TpeX MpernaparoB: MeTroTrpekcara™* (15
Mmr), nurapadbuna** (30 mr), npeanuzonona** (40 mr) mnm nekcamerazoHa*™* (4 Mr) coryacHo

cxeMe BBIOpaHHOTO MpOoTOoKoIa (cM. mpuiokenune A3.1) [1,2].
YpoBeHnsb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

KOMMeHTapI/II/I: urmpaniekaibHoe seeoenie xumuonpenapanioe pekomeﬂdyemc;z BbINOJIHAMb 6CEM
nayuenmam 6 MOMeHM nepeoﬁ, maxKk Hazvléaemol OUASHOCMUYECKOU CHUHHOMO320801 NnyHKyuu c

n1eyebHO-NPODUIAKMULECKOU YeTblo.

o He pexomenayercsi mpu BBICOKOM HHHUIIMATBHOM JeiikonuTo3e (6oiee 50 ThIC.), BBIMOTHEHHE
CIIMHHOMO3TOBOM MyHKUMU B 1-i JIeHb Tepamuu; €€ BBIIOJHEHHE TODKHO OBITh OTIOXKEHO 0
MOMEHTa CHIKEHUS 4YHUClia OJNIACTHBIX KIETOK B MepupepruuecKkod KpoBU g H30eKaHUs
KOHTaMHUHAIIMU OJAaCTHBIMHM KJIETKAMHU CIHUHHOMO3TOBOW JKUJKOCTH MPU TPaBMATHUYHON MYHKIIUU
[1,2].

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

o Pexomenayercsi BhImoNHEHHE TpodumakTuueckoi aydeBoit tepanuu (JIT) (B moze 24-30 Ip)
TOJIBKO Y MALMEHTOB, MOJIYYaIOLUX JICYEHHE B paMKaX 3apyOexHbIX TPOTOKOJIOB, BKItouatomux JIT
B nporpammy (cm. npusoxenue A3.1), nu0o y ManueHToB, y KOTOPBIX BCIEACTBUE aHATOMUYECKHUX

0COOEHHOCTEHN HE MOTYT OBITh BBIMOJIHEHbI CIIMHHOMO3TOBbIe MyHKUuu [1,2,4,5].
YpoBennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

Kommenrapuu: 6 paumxax Poccuiickoeo npomoxona evinonnenue npoguiakmuveckou JIT ne

pekomenoyemcs [67].

o PeKOMeH)]yeTCﬂ BCCM IIallMCHTAM MHKPOCKOIIMYCCKOC UCCICAOBAHHNC CIUHHOMO3TOBOM KHUIKOCTH,
IoACYET KIICTOK B CUETHOM KaMepe (onpez[eneHI/Ie HI/ITOSa) W/ UIn OHUTOJOI'MYCCKOC HCCICAO0OBAHUC

KJIETOK CITMHHOMO3TOBOM KHUJIKOCTH ISl UCKITFOUEHU S/ TIOTBEPIKAEHUS Herponeiikemun [40].
YpoBennb yoequreabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

KommenTapuu: ouaenos meiiponeiikemuu yCcmaumagiusaom npu OOHAPYHCEHUU 6 CNUHHOMO32080U
AHCUOKOCTU OIACMHBIX KAEMOK (8 11000M KoIuwecmeae) uiu max Hasvléaemoo yumosa ovonee 15/3 (unu

5 knemox 6 muxkponumpe).

o Pexomenayercs BcEM IMalMEHTaM IIPpA KOHCTATallUM HEWPOJIEMKEMUM B MOMEHT IEPBOU
JUArHOCTHUYECKOM CIMHHOMO3TOBOM MYHKIMU TMEPEBECTH MAallMeHTa Ha JeKcaMeTa3zoH™* (I03bl
COMIaCHO MPOTOKOJIy Tepamuu — cM. npuiokenue A3.1), kak mpenapar, NPOHUKAIOIIUNA Yepe3
remarosHiedannueckuii 6apnep [81].
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YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).
[MonaepxuBaroinas repanus

lloooeporcusarowjas mepanus AGIAEMC HEOMbEMIEMOU U HeoOXO0OUMOU Hacmblo CMAHOAPMHOU
mepanuu  OJIJI y espocivix, 3a uckmouenuem OJIJI  u3 3penvix  B-numgpoyumos. Ee

NPOOONAHCUMETLHOCL COCABTISIEM 8 CpedHem 2 2004d.

e [lanmentam ¢ Ph-OJIJI (kxpome Tepanuu 3penoro Bapuanta B-OJIJI) pexoMenayeTcss npoBeaeHue
NOJJICPKUBAIOIIEH  Teparuy, COCTOSIIEH M3 €XKEJHEBHOIO IpUeMa MEpKalTomypuHa™*™,
MeToTpekcara®™* (mo3upoBKa COMIACHO MPUMEHSEMOMY Y JTAaHHOTO MAaIlMEHTa MPOTOKOIY JICUCHHS,
cMm. npuioxkenue A3.1) — 1 pa3 B Hememnio, MyJIbCOB IIIOKOKOPTUKOCTEPOUIHBIX TOPMOHOB U

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

KOMMeHTapI/II/I: omom oman JiedeHusl MosHcem OCHOAUCHAMbCA pa3eumuem MuejionoKcuiecKkozo
azparynoyumosa, nosnomy HEe0OX00UMO YemKO 6bINOJIHAMb pekomenéab;uu no Koppexkuyuu 003

yumocmamu4yecKkux npenapamoe

o [lanmmeHnTaM pekoMeHAYyeTCsl TTPOBEACHHUE IMOMICPKUBAIOIIEH TEpalMu C YYETOM YKa3aHHBIX B
MPUMEHSIEMOM y JAHHOTO TMAaIMeHTa MPOTOKOJIE JICUSHUS] PEKOMEH/IAINI TT0 PEAYKIIUHU JI03 C IEIIBIO
MUHHAMH3AIUN 9UCIa WHQEKIHMOHHBIX OCJIOKHEHHM, CBSI3aHHBIX C PA3BUTHEM ITUTOIMCHHYECKOTO
cuHapoma (cM. nipusoxkenue A3.1) [1,2,4,5].

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

o He pexomenayercsi mpoBeneHue mojaepxkuBatomei tepanuu mocie amio-TTCK (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 yoeaureabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJIbCTB — 5).

o PexoMeHnayercst npoBeieHNE NOIIEPKUBAIOIIEHN Tepanuu nanueHTaM rnocie ayto- ITT'CK ¢ yuerom
PEeAYKUMH 103 IIPENaparoB, pe3yJdbTaTOB pEryISPHOTO UCCIEAOBAHUS KIMHUYECKOTO U

OMOXMMHYECKOTO aHATN30B KPOBH, U IPU OTCYTCTBUU MH(MEKIIMOHHBIX OCNoKkHeHuk [1,2,4,5]
YpoBeHb yoeanuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

e Bcem nmanuenTamM pekoMeHayeTcsl IMpueM  #KO-TpUMOKcaszosia  [cyiabgpameTokcazon — +
TpumMeTtornpuM|** (480 Mr 1 pa3 B JieHb €KETHEBHO) BO BpeMs BCEH MOJJIEP>KUBAIOIICH Teparuu ¢

HETBI0 MPO(MIAKTUKY THEBMOIIUCTHOU MHEBMOHUY [1,2].
YpoBenn yoenureabHOCcTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTEJNbCTB — 5).

Jleuenue iumpo01acTHOM TUMPOMBI
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o Pexomenayercsi BO BCeX CiIydasX OHKCTPAMENY/UIIPHOTO TMOPaKEHUS (aKe MPU OTCYTCTBHH
nopaxxenuss KM) npoBoauTth Tepanuio nanueHTaM no nporokoiy jedenus OJIJI (ecm. mpunnoxenue
A3.1) [14].

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

o PexomeHayercsi BceM TAIMEHTaM BBIMNOJIHUTH JIMCTAHLUMOHHYIO JIYYEBYIO TEpaluio Mpu
MOpaXKEHUU cpenocTeHust 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 yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

KommenrTapuu: npu OJIJI nopasicenue numgamuueckux y3i06, neyeHu, cele3eHKu, CpeooCmeHHbIX
AUMPOY3N08 U MUMYCA He OMHOCAM K IKCMPAMEOYILIAPHBIM, HOCKOIbKY 8blUlenepeyucieHHble Op2anbl
AGNAIOMCA Yacmvio aumpamudeckou cucmemvl opeanuzma u npu OJIJ ux eoeneuenue 6 npoyecc
A615emcs. 00bIUHbIM NposisleHuem 3abonesanus. K akempameoyinaprvim omHocam Heuponeukemuro

(cm. evluie), nopadiceHue KoXHCU (KONCHble JletikeMuobl), MASKUX MKaHel, Kocmell, AuYeK, AU4HUKOS U

op.

3.5. Ph— OJIJ1 y moKMIbIX MAIIMEHTOB

o PexomeHnayercs JieueHHE y MAIIMEHTOB CTapiie 55 JeT HauuHaTh ¢ npedas3bl KOPTUKOCTEPOUIaMU

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

o Pexomenayercsi mamuentam ctapmie 55 ser ¢ Ph-meraruBabiMu OJUJI ¢ ymoBieTBOpUTEIBHBIM
COMaTHYECKUM CTAaTycoM ©0e3 TsKeJNOW COMyTCTBYyIOLeH martonoruu nposeneHue UT
LHUATOCTATUYECKUMHU ITpenaparaMy B CHHXKEHHBIX J103aX C MOCIEAYIOMUMHI KypCaMH KOHCOJIAIALUH
U noazepxuBatoniet tepanuu (nmpuioxenue A3.1, nporokon OJIJI-2009 nnig nanueHToB crapuie 55
ner) [1,2,4,5].

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

e He pexomenayercsa nauuenram OJIJI B Bo3pacre crapmie 65 jer paccMarpuBarh BO3MOXKHOCThb

BbInojHeHUs1 aJ10-TT'CK B CBsI3U ¢ BBICOKMM PUCKOM JIETAIbHOCTH [82].
YpoBeHnsb yoeauteabHocTH pekoMeHaanuili — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

o PexoMenayercsi mamumeHtaM crapuie 65 JieT HpoBOAWTH JedeHWe no mnporpammam XT ¢

KOppEKLHUEN 03 IUTOCTATUYECKUX ITpenapaToB (cM. npuiokenne A3.1) [1,2,4,5,82].

YpoBeHnb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTeJIbCTB — 5).
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o Pexomenayercss manmentam ¢ Ph-weraruBasiMu OJIJI B HEyOBIETBOPUTEILHOM COMATHUAYECKOM
CTaTyce W/WIH C TSKEJIOW COIyTCTBYIOIIEH MAaTOJOTHMEN BBINOJHEHNE NAJNIMATUBHOM Tepanuu —
Ky[UPOBaHHE CUMIITOMOB 3a00JI€BaHNs, TPOBE/ICHNE 3aMECTUTEIBHON Tepanuu TPaHCPY3MOHHBIMU

cpenamu [82].

Yposennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

3.6. JIeuenue nanmuenToB ¢ Ph+ OJIJI

nT

o [TammmenTtam B Bo3pacte <55 net, muO0 kanaumaraMm s BeimoiaHeHus amno-TI'CK pekomenayercs
npoBefieHre Tepanuu uMatuaunooM™* (600 mr/cyT) B komOuHanuu ¢ X T Ha OCHOBE 4—5 mpenaparoB

(cxeMy Tepanuu cM. B nipuiioxkenun A3.1) [53].
YpoBenb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH /10KA3aTEJNbCTB — 5).

KommenTtapumn: oouapyscenue y ~30 % nayuenmose c¢ OJIJI mpancnokayuu 1(9;22) u,
coomeemcmeeHHo, xumepHoz2o mpanckpunma BCR-ABL no3zeonsem ucnonv3zoéams 6 JieyeHuu 3moti
Gdopmwor OJIJT umamunu6™** — UTK [-20 nokonenus, nooasisiowulli akmusHOCmMb MUPO3UHKUHA3bL
BCR-ABL, nozéonsamowuii docmuyb 8 MoHopedxcume cemamonozudeckuti omseem y 70 % nayuenmos, c
yacmomotu oocmudicenuss [IP nuwv 6 19-20 % cnyuaes. B ceazu ¢ smum 6 Hacmoswee epems
paspabamul8aromcs pasiuyHvle KOMOUHUPOBAHHBIE CXeMbl C UCNONb30BAHUEM YUMOCMAMUYECKUX
npenapamos, noseonsowux oocmuusv IIP y 90-95 % nayuenmos, a makdce ynyuwiums Kaiecmed

omeema nepeo TI'CK.

o PexoMeHayercsi mam@eHTaM CTapiie 55 JeT, HE SBISIIOMIMMCS KaHAUJaTaMd Ha BBIMOJHEHUC
TI'CK, Tepanust tMaTHHUOOM™** ¢ BO3MOXKHBIM JT00ABICHHEM K HEMY TIFOKOKOPTHUKOCTEPOUIOB W/
i XT [82].

YpoBenn yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

KommenTapuu: mepanesmuueckue nooxoovi K 1euenuio nayuenmos cmapuie 55 n1em HanpasieHvl 8
Oonvuell cmenenu Ha CHUdNCeHUe UHMEHCUBHOCMU Mepanuu 3a cuem npuMeHeHus 8 kaiecmee 0a3060i
mepanuu umamunudba** (8 ¢uxcuposannou 0ose 800 me/cymxu) 6 KOMOUHayUU C NEPOPATLHHIM
npednuzononom** (& dosze 40 me/m’ 6 cymxu), a marxce ¢ nuskounmencusnuimu pexcumamu XT

(6unkpucmunom** u dexcamemasorom**).

° PeKOMeHHyeTCH BBITTOJIHATD HpO(i)I/IJIaKTI/IKy HeﬁponeﬁKeMHH BCEM IMannuM€HTaM COIJIaCHO

BBIOpaHHOMY MPOTOKOIY (cM. npusnoxenue A3.1) [40].
YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

Kommentapuu: umamunud™* nedocmamouno nponuxaem uepes cemamosHyeghaiuveckuti bapvep, u

€20 KOHYEHMP AL & IMEHHBHATTE KNa AN BERARF IHARAT Eatd MERY HASEB THIOS It GUGORP B/



kposu. ITloomomy ecem nayuenmam ¢ Ph+ OJIJI Heobxooumo nposedenue axmueHol

HeuponpopuIaKmuxu.
IMocTHHAYKUMOHHASA Tepanus

o Pexomenayercs BoinonHenue amwio-TI'CK or cubnuHra mim HEpOACTBEHHOTO JOHOPA MaIlMeHTaM,
KOTOpPhIE WMEIOT TIOKa3aHWsS W OTHOCSATCS K TpPyNIe BBICOKOTO pucka (cM. pasgen 3.2

«IIpornoctuueckue GpaxkTopbl 3PPEKTUBHOCTHU JeueHus») [48,56].
Yposennb yoeaureabHOCTH pekomeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).

o Pexomenayercst BoinonHenue ayto-TI'CK npu orcyrcrBum HLA-unentuunoro nonopa y MOB-

HETAaTUBHBIX MAMEHTOB C MOCIeayuen nogaepxupatomieit repanuein MTK [83].
YpoBeHb yOeauTEeIbHOCTH peKoMeHaannii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 3).
[MonaepxuBaroinas repanus

o Pexomenayercsi Bcem nanuentam ¢ Ph+ OJIJI ucnonszoBanne komOunanuu UTK ¢ mepopanbHoii
XT [53].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 5).
Tepanus Ph-no3utusHoro OJIJI y mosku/ibIixX nmanueHToB

o Pexomenayercsi Bcem manuentam ¢ Ph-mosutuBHbiM OJIJI crapme 55 nmer mpoBenenue UT
UMaTUHUOOM™* +/— cTepoumamMu +/— BUHKPUCTHUHOM™* ¢ mOCHEAyIOMell KOHCOJIMIAIMOHHOM

Tepanuei u noaaep KuBaroieil Tepanueit (cxemy nporokoia cM. B npunoxenuu A3.1) [53,82].
YpoBennb yoeaureabHOcTH pekoMmenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

e Pexomenayercs manuentam crapuie 55 net ¢ Ph-nmosutuBaeiM OJIJI Bemonssts amno-TI'CK c
HEMUEJI0A0ISI TUBHBIMH pexUMaMu KOHAUIMOHUPOBAHUS nociue OLICHKH PHUCKOB

TPaHCIUTAHTAIIMOHHOM JIETAIbHOCTH U KOMOPOUTHOCTH [82].
YpoBeHb yoeauTeabHOCTH pekoMenaanuii — C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTeIbCTB — 5).

KommenTapuu: pezyiemamer neuenus y nONCULbIX NAYUEHMO8 3HAYUMENbHO X)Yice, Hedxceu y oemell
u obonee MoONOObIX B3DPOCALIX. DMO OOBACHACMC O02PAHUYEHHBLIMU BO3MONCHOCMAMU NPOBEOEHUs.
UHMEHCUBHOU mepanuu 3a cyem COMAMU4eckoeo Ccmamyca nayuenmos u CcOnymcmeyoujux
3a00/1€e8aHULl 8 NOJCUTIOM 803pacme, d makxdce HeONaONPUAMHbIMU (AKMopamu npocHo3a,
npucywuMu nayuenmam oannou eozpacmmuoui epynnwel. Ilayuenmor ¢ OJIJI nooxcunoco eospacma 6
Hacmoswee 8pems. ONpeoensiomcs Kak OmoeibHas cpynna nayuenmos, mpeoyowas ucnoab3068anusl
cneyu@uuHblx 01 OAHHO20 603pACmMA NpPOmoKonos. B oGonvuwuncmee uccneoosanuii ona OJII 6
CMapuiyio 803pAcmuylo epynny 6KIYaom nayueHmos 6 eospacme 55 nem u cmapue. Ilpu smom y

nayuenmos cmapue 55 nem 30-50 % cocmasnsarom Ph+ OJIJI.
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CTpaTeFl/II/I JICUCHHUSA B IIEPUOI MMOC/IC TPAHCINIAHTAIINH

o Pexomenayercsl KCNONBb30BaHUME HMMATHHUOA®*™* B KayecTBE MOJIEPKUBAIOLICH Tepamuu MOocie
amno-TI'CK (mpunoxxkenue A3.1); kpoMe TOro, JaHHAs Tepanus PEKOMEHAYeTCs pu 0OHAPY>KEHUU
tpanckpuntoB pl90 wmm p210 npu ycioBUM OTCYTCTBHSL MyTallUid, aCCOLMUPOBAHHBIX C
PE3UCTEHTHOCTBHIO K UMAaTUHUOY ** [84].

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

e Pexomenayercs nepexon Ha UTK 2-ro nmokoneHust npu pa3zBUTUU PE3UCTEHTHOCTH K UMAaTUHUOY **
(mazatuHuO**, #HmnotTuHNO™**) (Mpunoxenne A3.1) [84].

YpoBeHb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4).
KommenTapuu: 6s160p npenapama oondicer 66imb 0OCHO8AH HA AHANU3E MYMAYUOHHO20 CIMAmycd.
Peuuaus

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

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

Kommentapuu: oOnacmuvie xnemxku npu Ph+ OJIJI xapakmepusyiomcs npuobpemeHHbIMU
2eHeMuU4eCKUMU  AHOMAIUAMY, YMO 3HAYUMO GIUsem HA e20 MNPOSHO3 U  CHocobcmeyem
npozpeccuposanuro 3a001e6anus. Y 83pocivix HAIudue Yumo2eHemudeckux anomanui, nomumo Ph-
XPOMOCOMbL, omMmeyaemcs npuorusumenvHo 6 mpemu ciaydaes. Ilpubnusumensno y 50-80 %
nayuenmos, oocmuewux IIP na ¢one mepanuu umamunuoom™*, ¢ meuenue I 2o0a pazeusaemcs
peyuous, Ymo 4acmo acCoyuupyemcs ¢ Hamuyuem moveyHon mymayuu kunasnoco oomena BCR-ABL,
ymo oenaem @Gepmenm BCR-ABL wneuyscmeumenvuvim x npenapamy. llpubaiusumenvno 80 %
nayuenmos ¢ Ph+ OJI/I, y kxomopvix ommeuaemcs peyuous Ha one mepanuu umamunudoom**,
umerom mymayuu bcr-abl, cpeou komopwix Odomunupyrom T3151. Hmeromcs Oaunmvie, umo smu
Mymayuu Mo2ym 803HUKAMb CIVYUAUHO 8 pe3yibmame GblPAdiCeHHOU 2eHeMmU4ecKol HeCmaduIbHOCmL,

ymo oaem K1emKam npeumyuecmeo 8 pocme 8 yClosusax celekmueno2o eosoeucmeus UTK.

Hazamunu6** sensemca mynomumapeemuvim  uneubumopom kuwaz BCR-ABL, SFK, «xumnase
peyenmopa >¢puna, PDGFR u Kit. Jazamunub6™* sensemcsa 6onee akmueHublM Npenapamom no
CPABHEHUIO C UMAMUHUOOM™*™ u dghhekmusen npu pe3ucmeHmuvix K umamunuoy** xongopmayusx
KuHaznoz2o oomena. OH cnocoben uneubdbuposame nponugepayuro U aKmuHOCMb KUHA3bL OUKO2O
muna, a makxce 14 uz 15 mymaumuoix eapuanmoe BCR-ABL, 3a ucknouenuem mymayuu T3151. B
KU Il ¢azvr Ovina noomeepoicoena 3pgekmusnocms oazamunudba™* npu pesucmenmHocmu K
umamunuoy** y nayuenmos ¢ Ph+ OJIJI, a maxoce y nayuenmos, He nepeHoCUsUUx umamunuod **,
Hazamunub6**  xopowo nepenocumcs, O00OHAKO  4ACMO  OCIONCHAEMCS — 2eMAmOLOSUYECKOL

mokcuunocmoto  III-1V ~ cm., ocobenno 6  pacnpocmpaneHHblX — hazax — 3a00n1esaHusl.

Hezemamonozurieqsuut, noGoutpiy sddermanu oquioso npenapqa Jenaiomcs Quanca, Makotid,



20106HasE OO, nepughepuueckue omexku u niesparvHulll evinom. QOOHAKO NpobLeMOl maxdice
AGNAEMC  Pe3UCEeHMHOCMb K 0azamunudy**, unaubonee wacmotl NpuyuHou KOMOPOU S6/1emcs

mymayus T3151.

B nacmoswee epemsa #Huunomunu6** u #oozymunub** mocym paccmampusamvcs 6 Kauecmee
anrbmepHamugol UMamunuoy** u oazamunuby™*. B mo oice 8pems 00 cux nop ouu opmanrvHo 0
nevenuss OJIJI ne 3apecucmpuposanwl. Haznauenue moeo uau unoco HUTK Oondcno Ovimo

ocyuiecmejieHo nociie onpedeﬂeﬂuﬂ MYymayuoHHo20 cmamyca.

3.7. OcoOble COCTOSIHUA MPH JICYEHUH OCTPOro Jumposaenko3a

I'mnepiieikoUMTO3bI

o PexkomeHnayercsi BceM MalMieHTaM TPOBEJCHUE CEAHCOB JekKonuTadepesa mpu O0€CCHUMITOMHOM
TEUECHUM THUIEPICUKOIIMTO3a TpPU YHCHEe JehukonuToB >300 X 10°/1, a Taxxke IpU HAJTUYUAU

KJIHHAYECKOH KapTHHBI JIEHKOCTA30B IIPH YHCIe JeiKkonuToB >150 x 10%/m [85].
Yposenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

KoMMeHTapuu: yucio aeiikoyumos é cemozpamme >100 x 10°/1 6 debrome OJLT nauiodaemes 6 10—
30 % cayuaes OJIJI u asnsemcs, kak u npu opyeux eapuaumax OJI, hakmopom nebraconpusmmnozo
npocnosza. Yawe cunepnevxoyumos npu OJIJI passueaemcs 6 monooom ospacme, y myxcuut, npu 1-
knemounom éapuanme (6 38 % ciayuaes uucio aeiikoyumos >100 x 10°/1), npu nanuuuu nopasicenus
cpedocmenus, MACCUBHOU 2enamochnieHome2aniuu, Hetiponetikemuu, a makaice npu Ph+ OJIJI u MLL-
netikemuu. Knunuueckue nposenenus eunepaetikoyumosza npu OJIJI obycnoénenvt nposierenusmu
netikocmaso8. OOHAKO MAdNCECMb UX 3HAUUMENbHO MeHble, YeM Npu OCMPOM MUETOUOHOM JletKo3e
(Oanee — OMJI), u, coomeemcmeaenno, Hudxice panHsas lemaivHocms (2—6 %). Peoice ecmpeuaemcs
KIUHUKA JIeUKOCMA308, NPOAGIAIOWAACs NpusHakamu mxaneeou 2unokcuu, [[BC-cunopomonm,
Op2anHOlU OUC@yHKYuUel, 2emMoppasuyecKUMU OCILOHCHEHUAMU, 8 mom ducie co cmoponvl I[[HC (2-3
%), a makoice nopadceHuem J1e20YHOU MKAHU C PA3BUMUeM OCMPO20 PEeCnupamopHo20 Oucmpecc-
cunopoma (0anee — OPI[C) (6 %) u noueunoii heoocmamounocmoio. Tepanus 0aHHO20 COCMOSHUSL NPU
OJIJl npeumywecmeenno Hanpaseiena Ha npedomepaujeHue cunopoma auzuca onyxoau u J[BC-
cunopoma Ha Qone nauana XIT. [na smoco npumensromcs — aeuxoyumagepesvi, 0OHAKO

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

o Pexomenayercsi Bcem mnanueHtam ¢ MomeHTa jauarHoctukd OJIJI mpoBenenuwe Tepanuu
AIUTONYPHHOIOM**, ajleKBaTHAs THAPATALMOHHAS Tepanus (10 3 J/M?), MpU HeoOXOMMMOCTH —
(dbopcupoBaHHBIN IUype3 C TOMOIIbIO MH(Y3UN U METIEBBIX AUYPETHUKOB C IEIbI0 MPOPUIAKTUKH

CUHJpOMa Ju3uca omyxonu [1,2].
YpoBenb yoeaurteabHocTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3ATEJIbCTB — 5).

e BceM manmeHnTamM 1mipu  OBICTPOM CHHXKEHHUM 4YHUCJIA JICMKONMTOB Ha (QoHe mnpendasbl

HPEAHSONOHORE  DEKOMENAVETCR HpoRcieHye MIasMAdeesy ¢ HEHHI0 WATCHHA. JOKCHUNKIX



MPOJYKTOB pacrajia OmyXoJeBbIX KJIETOK [85].
Yposenn yoeaureabHOCcTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).
e Pexomenayercsi BceM nanyeHTaM NpoQuiIakTUKa CHHAPOMA JI3Uca omyxonu [85].
YpoBennb yoeaureabHoCcTH pekoMmenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).
OJIJI npu 0epeMeHHOCTH

Yacmoma  310KauecmeeHHvlX — HOB000OPA308aHUL,  ACCOYUUPOBAHHBLIX €  OepeMeHHOCHmbIo,
omuocumenvno Huskas u cocmasnsiem 0,02—0,1 % ecex bepemennocmetl. Jleuikosvl 6 nepuod
bepemennocmu  ecmpeuaromcs  pedko (npubauzumenvno 1 cayuau Ha 75  000-100 000
bepemennocmeti). bonvuuncmeso uz nux npeocmasasiom cooou OJI, mpems KOMOPLIX NPUXOOUMCS HA
OJIJl.  Omuocumenvhas peokocms dMux NAMOLOSULECKUX COCMOSHUL  AGNAEMCs  OCHOBHbIM
TUMUMUPYIOUWUM PAKMOPOM, 3aMPYOHAIOUUM NPOBEOeHUE KPYNHBIX NPOCHEKMUBHBIX UCCIe008AHUL,
OYEeHKY NPUHYUNOB NeHeHUsl U UCX0008, 8 pe3ylbmame ONUCAHbl UL HeDoIbuUue PempoCcneKmusHvle
uccneoosanuss u omaoenvbHvle cayyau. Takoice bepemeHHOCMb A6Aemcs Kpumepuem UCKIIOYeHUs 8
oonvuuncmee KU, umo maxoice oepanuuusaem 603MONCHOCIb BbIPADOMKU €OUHBIX NOOX0008 K
BEOCHUI0 YMUX NAYUEHMO8 U OYeHKe pe3yavmamos ux aedenus. B pamxax mmnoeoyenmposoco KU
(ALL-2009) (ClinicalTrials.gov: NCT01193933) 6vino npunamo peuieHue o0 BKIOYEHUU 8
uccneoosanue ceHujur, Komopvim ouacnoz OJIJI 6vin ycmawosien HA Ppa3IUYHLIX CPOKAX

bepemeHHOCMU.

Bcezo ¢ 1990 no 2016 2. épauamu poccutickou ucciedo8amenbCckoll epynnvl no jledeHuro 1euKko308
oviiu uccneoosanvt 28 bepemennvix owcenwurn ¢ OJIJI. Pacnpedenenue no umMMyHOI02u4ecKum
eapuanmam OJIJI coomeemcmeyem makoeomy 6 obweu nonyiayuu nayuenmog ¢ OJII: ¢ 68 %
cayuaes ouacnocmuposan B-OJIJT u 6 32 % — T-OJIJI. Bvina ommeuena bonee @vicoxas uacmoma
scmpeuaemocmu hakmopos He2amusHo20 NPOSHO3A y nayueHmos Ha gone bepemennocmu. Tax, MLL-
netikemust (t(4,11)) 6vina svisisnena npakmuyecku 6 10 pas uawe na ¢pone bepmeHHOCMU 8 CPABHEHUU C
ooweti nonynsayuet oociedosannvix nayuenmos ¢ OJLJI (27,3 u 3,2 % coomeemcmesenuo). Takoice no
COBOKYNHOCMU (DAKMOPo8 NpocHo3a u omeema Ha npeogaszy npeonuszononom™* npaxmuuecku ece
nayuenmuol ObLIU OMHECEeHbl K epynne 68vicokoeo pucka. Ilpu nposedenuu mepanuu no npomoxosny
OJIJI-2009 y bepemenHbIX HCEHWUH OMMEUEeHO, Ymo 8 CPAGHEeHUU ¢ oOwel nonyiayuel nayueHmos
CMamucmuyecKy 3Ha4uMblX pa3iuyuil KaKk 8 4acmome UHQEeKYUOHHBIX U MOKCUUECKUX OCIO0HCHEHUL,

MmakKk u 6 OIUMenbHOCmuU uHmepeaios 6 j1e4eHuu no npomokKojy 6blia6/1E€H0 He ObLI10.

IIpogedenue nevenusa OJIJI na one OepemenHOCmU OCYWECMBAAEMCA MYTLIMUOUCYUNIUHAPHOU
KOMAHOOIL 8payeti, 6KI04aroujeli 2emamonoza, aKyuepa-2uHeKkon02d, aHecmesuono2a-peanumanmonozaa,
6 cmayuounape, umeioujeM B03MOICHOCMU OKA3AHUS aKYUWEPCKOU NOMOWU pooopa3peulenus 6

akcmpennvix cumyayusx [86,87].

e He pexomenayercst npu ycranosiaeHuu auarHosza OJIJI Bo Bpemsi GepeMEeHHOCTH OTCpOYKa Havalsia

JedeHus Jieiiko3a [87].
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YpoBennb yoenureabHOCcTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 4).

e Pexomenayercss npu juarHoctuke OJIJI B TeueHue mnepBoro TpuMmecTpa OEpeMEHHOCTH
paccMOTpeTh BOMPOC OO0 MCKYCCTBEHHOM TPEPHIBAHUM OEPEMEHHOCTH TI0 MEIUIIMHCKUM

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

KOMMeHTapI/II/I: eCllu JICeHWURA U ee cemMbs Hacmauearn Ha COXPAHEHUU 6€p€M€HHOCWlu, Jevyerue

Modicem OblMb HAYAMO U 8 nepeom mpumempe 6€p€M€HHOCWlu.

e [Ipu BeisBnenun OJIJI Ha cpoke OepemenHocTH 13-36 Hemenu (TMOcie 3aBEpIICHHUS TEPBOTO
TpuMecTpa OEPEMEHHOCTH) PeKOMeHAyeTcsl Hauajao npoBeAeHus X1 MmpHu yCIOBUU BO3MOXKHOCTU
CBOEBPEMEHHOTO MPOBEACHUS BCEr0 KOMILIEKCA TUArHOCTUUECKUX U JIEUEOHBIX MEPONPUATUIA KaK

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

o [Ipu BesBnenuu OJUJI mocnme 36-i1 Henenu OEpEeMEHHOCTH PEKOMEHAYeTCsl POJOpa3pelieHue B

xoze npeadaszbl IpeIHU30JI0HOM** ¢ ocneayronuM rpoBeaenueM XT [88].
YpoBenb yoeauTeabHOCTH pekoMeHaanmnii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4).

e PexkomeHnayercst UCIOIb30BaHUE JIFOOBIX JIEKAPCTBEHHBIX BELIECTB, B TOM YHCIIE€ [IUTOCTATUYECKHUX
U aHTUOAKTEepUATbHBIX MPENaparoB BO BpeMsl OEPEMEHHOCTH, PYKOBOJCTBYSCh COOTHOIICHHEM

«PUCK — MOJIB3ay» JJIsl MaTepu U mioza [87].
Yposennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).

KommenTapuu: cobniodenue 003 yumocmamudeckux npenapamos 6 cOOmeemcmeuu ¢ 8blOPaAHHoLl
npoepammou neuenus (6e3 pedykyuu 003), paAcCYHUMAaHHbIX HA NOBEPXHOCMb Meld NAYUeHmKU C

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

Ilpu pazeumuu yepodcarowux HcuzHu OCI0XHCHeHUl (Hanpumep, nHesmoyucmuou nuesmonuu, [[MB-
uH@eKyuu) UCnoIb306amb pe2NameHmuposantsvle npenapamel (Hanpumep, Ko-mpumaxcazon™*,

eanyuxaosup ** u opyeue) oonycmumo.

o Pexomenayercss C ydyeToM BO3MOXKHOIO TEpParOr€HHOIO BO3JEWUCTBUS  #MeToTpekcara™™
BBITIOJTHEHNE MHTPATEKAJIbHBIX BBEACHHUM IIMTOCTAaTUYECKUX MpernapaToB Ha (oHe OepeMEeHHOCTU

0e3 ucronbp30BaHus #MeToTpekcara™*™ [86,87].
Yposennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).

o PeKOMeH)]yeTCﬂ C Y4YETOM BO3MOXHBIX KOAryJIOTM4YCCKUX HapymeHI/Iﬁ MEPCHCCTU BBCIACHUSA

acmaparvHasbl™* Ha 3Tanbl JeUeHus 1ocjie poropaspemenus [87].

YpoBenb yoeauTeabHOCTH pekoMeHaaumnii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 4).
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o Pexomenayercst mpu Ph+ OJIJI Ha doHe GepeMEeHHOCTH TPOBEACHUE TEpAlui UMAaTUHUOOM™** B

COUYETaHMHM C NIIOKOKOpTUKOouAamu (npuiokenue A3.1) [89].
YpoBeHnb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTENbCTB — 4).

o PexoMeHnayercsl npeanovynTaTb METHINPETHUZOIOH** U IPEAHU30IOH™* tekcameTa3zoHy™** BBUIY
BO3MOXKHOCTH Pa3BUTHsI HEOIATOMPHUITHBIX HEBPOJOTHYECKHUX IMOCICACTBUI y TUIOAA B ClIydae

npuMeHeHus nocneanero [90].
Yposennb yoeaureabHOCTH pekomeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).

o PexkoMeHnayeTcsi TUTAHUPOBATh CPOK POAOPA3PEIICHUS C YUETOM JHEH BBEIACHUS IIUTOCTATUYECCKHUX
IpenapaToB HE paHee 4yeM depe3 2—3 Heleau IOCIE BBEACHMS IUTOCTATUYECKHUX IPENaparoB C

LIEJIbI0 YMEHBIIEHUS] BEPOSITHOCTU MUEJIOoCypeccuu y mioaa [91].
YpoBenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).
o PexomeHnayercs BBINOJHSTEL POJIOpa3pellieHUE MyTeM KecapeBa ceuenust [91].
Yposenn yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

KomMeHnTapuu: 6v100p cnocoba pooopaspeuierusi onpeoensiemcs COCmosiHuem niood, COMamudecKum
CMamycom NAyUeHmKu, 2emMamosiocudecKumMu NOKA3aAmMenimMu U Cmpo20 6 COOMBEMCmeuU ¢
axyuwepckumu nokasanuamu. Camonpouszsoibhvle poobl Mo2ym Oblmb BblOPAHLL KAK CNOCOO
pooopaspeutetuss mMoabkKo npu Haayuu y nayuenmos pemuccuu OJIJI,  yoosremeopumenvhvix
nokasamenetl 2emMocpamMmol U NpU Xopouem cCoOMamu4eckom cmamyce nayuenma u COCMosiHuU niood.
B ocmanvuwix cumyayusx npeonoumumenvHo GblNOIHAMb POOOPA3PeUuleHUe Memooom Kecapesd

CEeUYEHUAL.

« He pekoMen/IyeTcs BBIIONHATb SHYPaTbHYI0 aHECTE3HIO IPH TpoMGoruToneruy <80 x 10°/1 u/
WM HeuTporeHuu <l X 10%/n MpU POAOpa3pElIeHNH BO M30€KaHUE OCIIOKHEHUMU, CBSI3aHHBIX CO

CIIMHHOMO3TOBOM MyHKIHEH [92,93].
YpoBeHnsb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 4).

e PexomeHnayercs nmaieHTKaM MPU MIAHOBOM IPEKICBPEMEHHOM POJOPa3pPEIICHUN Ha Cpoke 2435
HeZIeNIb TTPOBOANTH MPOPUIAKTUKY OCTPOTO pecnuparopHporo auctpecc-cuaapoma (OPIC) mona

B COOTBETCTBHHU C NMPOPUIbHBIMU PEKOMEHIAUAMU [94]
YpoBenb yoeauTeabHOCTH pekoMeHaaunii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

e Pexomenayercsl manueHTKaM B MOCJIEPOJIOBOM IEPUOJE MPOBEACHUE YTEPOTOHUUECKON Teparuu

(okcuTOIIMHOM™**) ¥ MEAMKAMEHTO3HOE MOAABICHNE JaKkTauuu [87]

YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5).
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3.8. PekoMeHpaMu 10 JICHEHHIO MAIMEHTOB ¢ JUM(OMOH U JIeUKeMHUeH
bepkurra

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

HeOmuoMCHOU meouyurckou nomowu [95,96].

o PexoMenayercsi marmueHtam ¢ JuM@omoil u Jnelikemued bepkuTTa SKCTpEHHOE KyNUpOBAHHUE
UMEIOIIUXCSl  XUPYPIMUECKUX  OCJOXKHEHUM (KUIIEYHas HENpPOXOAUMOCTb, KpPOBOTEUEHUS,
nepdopanrsa), KOPPEKIUs JJICKTPOJUTHBIX  HAPYNICHWW, KyNUPOBaHHE HWH(EKIIMOHHBIX
OCJIOXHEHHUM, OosieBoro cuHapoma [95,96].

YpoBeHb yOoeaAuTEJIbHOCTH peKoMeHAanuil — B (ypoBeHb 10CTOBEPHOCTH 10KA3ATEJIbCTB — 5).

e [lanmentam IIpru HAJIUNYUH OCTpOfI MMOYEYHOM HemocTaTouyHoCTH XT PECKOMCHAYCTCA IIPOBOAUTL HaA

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

o Pexomenayercs namuentam ¢ JIb B kauecTBE OCHOBHOTO METOAA JICUCHUSI KOPOTKAsl MUMITYJIbCHAs

BBICOKOMHTeHCHBHAsA X T +/— putykcumad™** (cm. mpunmokerne A3.1) [98].
Yposennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 4).

KommenTapuu: npu pedko ecmpeuaowuxcs 10KATbHbIX CIMAOUAX 3a001e6aHUs KOIUYeCm80 KypCos
XT pedyyuposano 6 coomeemcmeuu ¢ npomoxonamu. K ¢pakmopam nnoxoco npoenosa, mpebyrowum
unmencughuxkayuu mepanuu, omuocam: nopasxcenue KM u [[HC, nosviuenue JI/{I" >2 sepxnux epanuy
HOPMANbHBIX 3HAYEeHUl, NopadiceHue nouek, Kocmeu (MyIbmu@oKaibHble oyazu), pasmep Onyxouu

oonee 10 cm.

o PexoMeHnayercsi nanyeHTam B 1-i TMHUM JIEYEHUS 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].
YpoBensb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH /I0KA3aTeNbCTB — 5).

KommenTapuu: ocnosnvim npasunom 6 mepanuu JIb saensemcs cobrniodenue npunyuna «003a —
unmepeany, m. e. npogedeHue Kypca 6 NOIHbIX 003aX C COONOOEHUEM MeNCKYPCO8020 unmepsana. 3a
UCKTIOYeHUeM — CUmyayuii  pa3eumus — HCUSHEYSPOICAIOWUX — OCNONCHEHUL, He PeKOMeHOyemcs
npepuvieams Havyamulil Kypc X1T. B uckmouumenvHuix ciyyasx npu HAIuyuy maxceavlx UHQeKyuoHHbIx
OCJIOJCHEHU, C KOMOPbIMU He YO0aloCb CHPABUMbCA K OKOHUAHUIO MENCKYPCOB8020 nepepuléd,

603MOJICHO yeelluderue unmepeaida M€9f€0y Kypcamu.

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

YpoBennb yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).
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o Pexomenayercsi mammeHTtam crapuie 55 ner 0e3 mopaxkenus [[HC (we xanampmartam ams
uHTeHcuBHOM XT) mpoenenue neueHus no nporokony R-DA-EPOCH (cMm. mpunoxenue A3.1)
[99].

YpoBennb yoeaureabHocTH pekoMmenaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5).

o Pexomenayercsas BceMm naumeHtam ¢ JIb ycraHaBnmBaTh UEHTpaNbHBIM BEHO3HBIM KaTeTep IS

npoBenenuss XT u compoBoauTeabHol Tepanuu [1, 2].
Yposennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

o Pexomenayercsi rmamueHTaM TIpH  [POBEICHUM MEPBOr0 Kypca Tepanuu 00s3aTeIbHYIO
NpO(UIAKTUKY U JICUEHUE CUHIPOMA MAaCCUBHOTO JIU3HUCA OMYyXOJIU: aJIONypuHOA** 10 Mr/Kr/cyT u
rHGbY3HOHHAS Tepanus 3 JI/M?/CYT C 3aIienadynBaHieM PacTBOpa HATPHS ruapokapbonara** 40—80
MMOJIB/JT TIO[ KOHTPOJIEM JAWype3a M IUTAHOBBIM Ha3zHaueHueM dQypoceMuaa**, mabopaTopHbIM

KOHTPOJIEM KUCJIOTHO-OCHOBHOTO cocTosiHus [96,100].
YpoBenb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH /10KA3aTEJNbCTB — 5).

e [lpu mpuMeHEHHUH BBICOKHMX JI03 METOTpeKcara™* pekoMeHJOBaHbl KOHTPOJb €ro 3JIUMUHAIIUU
(ompeneneHue KOHIICHTPAIIMK B CHIBOPOTKE!) M KOPPEKIUs 10361 (OIMHATA KAIBIUA™* eKeTHEBHO

JI0 HOpMallu3aluu mokasarenei [96].
Yposennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

o« Bcem mamueHTaM € MacCHUBHBIM OSKCTPaMEIYJUIAPHBIM OIMYyXOJEBHIM TMOpakeHHeM (OpraHoB
CpPEIOCTeHUS, OpIOMIHOM TIOJOCTH W JIp.) PEKOMEHJIOBAHO TMPOBEACHHE MPOPUIAKTUKH
TPOMOOTUUYECKUX OCIOKHEHUW TIOJ] KOHTPOJIEM KOAaryJiorpaMMbl COIVIACHO CYIIECTBYIOIINM
MPOTOKOJIaM POUIAKTUKH BEHO3HBIX TPOMO03IMOOTMIECCKIX OCJIO)KHEHUU (cm.

COOTBETCTBYIOIIME KIMHUYECKHE pekomenganun) [101].
YpoBeHb yoeauteabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJIbCTB — 5).

o Pexomenayercs tepanuto JIb y nanuentos, nundunupoBanubix BUY, mpoBoauTh MO aHAJIOTHYHBIM

MIPOTOKOJIAM Ha (POHE MOCTOSHHOTO IIpUeMa aHTUPETPOBUpYCHOU Teparnuu [102].
YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB — 5).

o He pexomenayercsi BBOnuTh putykcuMad™** BUY-uHpUIIMpoBaHHBIM MMallUEHTaM MPHU KOJIUYECTBE
CD4-knetok menee 100/mx [102].

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

KOMMeHTapl/ll/I: 6 C6A3U C yeeludeHuem Koaudecmed MHQb€KT/ﬁ/l0HHbZX OCJIOJHCHEHUU U 8bICOKUM PUCKOM

cmepmu ont HUX.
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o Pexomenayercsi Bce mamuentaM c¢ JIb oOs3arenpHas mpoduiakTHKa HEWpOJECHKEMUU ITyTeM
WHTpaTeKaJIbHOTO BBeAeHUsT 3 mpenaparoB (uurapadun™** 30 wr, mertorpekcar** 15 wr,

nexkcaMmeTason™* 4 mr) 1 pa3 3a Kypc B T€4€HHE BCEro nepuoja repanuu [96].
YpoBennb yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

KommenTapuu: evenue HeliponetikemMuu — OONNCHO — BbINOIHAMBCA 8  COOMEEMCMEUU  CO
CMAHOAPMHBIMU NPABUIAMU. CNUHHOMO3208ble NYHKYUU C 88e0eHUeM YUMOCMamuKo8 8blnoansaom 3
pasa 6 Heoeno 00 NoaydeHus 3 HOPMANbHBIX AHANU308 JIUKBOPA CEA3U C VBeludeHuem Koauiecmed
UHGDEKYUOHHBIX OCTIOHCHEHULL U 8bICOKUM PUCKOM cmepmu om Hux. Ha nocnedyrowux onokax XT (nocne
canayuu IuKeopa) a1romMoaibHvle NYHKYUU ¢ UHMPAMeKalbHbIM 66€0eHUeM YUMOCMAmuKo8 npoeoosin

08ad#cobl 3a KypC.

o Pexomenayercsi ayto-TI'CK, kxoropass MOXKET SBISATbCS BapUaHTOM TEpallid IpPU PELHUJIUBE,

OTBEYAIOIIIEM Ha JIeYeHUE, WIIK BO BTOpout pemuccuu [103].
Yposenn yoenureabHocTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 4).
KommenTapuu: 6onsvuuncmeo peyuousos JIb unkypabenvhoi.

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

BBITIOJIHEHUEM TpaHcIuianTauu [104].

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

3.9. JlumdoodmacTHbie TMMEPOMbI

Pannue nybnukayuu 06 ucnonvzosanuu cmamoapmuulx npomokonos X1, npeonasHawenwvix 0/
nieyeHus Hexo0ucKunckux aumgpom (danee — HXJI), 6 uacmmocmu CHOP nooobmwix pescumos,
npusoounu K oocmudicenuro Kpaune Huzkot wacmomsl I[IP (53-71 %) u evlocusaemocmu 6Oe3
npusznakos 3abonesanus (23-53 %). C cepedunvt 70-x 20006 6 neuenuu numpoonacmuvix HXJII y

g3pocavix ucnonvsyrom OJL/I-opuenmuposannsie npoepammol XT.

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

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

KomMeHTapuu: nockonvky pesxcumvl mepanuu, pazpabomarnnsie ona HXJI, ne oviiu ycnewnvimu npu
JIBJI, npeocmasnsemcs, umo pexcumvl mepanuu, ucnoivsyemole npu nevenuu OJ1JI, obecneuam donee

brazonpusimmubsie pe3yibmanmal.

o Pexomenayrworcs oOs3arenpHas mnpoduiaktvka u jedeHue nopaxenus [[HC, sximrouaromiue

MHTpATeKaJIbHOE BBEACHUE [IUTOCTATUKOB [14,15].
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YpoBennb yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

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

nopadicenuem LJHC (kpanuanvroe oonyuenue 12—18 I'p na aunetinom y-yckopumerne).

o Pexomenayercsi BceM mMaleHTaM JIydeBas Tepamusi pe3uayalbHbIX OMyXOJEBBIX 00pa30BaHMIA

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

KommenTapuu: 6 6onvuwuncmee ciyuaes nopasxgceHue MeouacmuHalbHblX IUM@amuyecKux 3108 npu
JIBJI xapaxmepuszyemcs eecoma Xxopowium omeemom Ha nepsuunyo XI1. Hemxoe onpeodenenue
pe3udyanvHol ONyXonesolt Maccbl Cpe0oCmeHUs OMmCYmcmeyem, 6 Kauecmee maxKo8o20 MOo2ym
pPacyeHusamvcsa 0Cmamounas onyxonv pasmepom >3 cm, no dannvim KT, u/unu nonodxcumenvhbviii
pesynomam I[I13T. Jlyuesas mepanus pe3udyanivbHblX ONYXonesblX 00pa308aHull cpeodocmeHus, Kak
npeocmasnAemcs, AGIAeMcs HAUTLYYWUM 8apuanmom mepanuu. Bonpoc o6 onmumanvhoii 0oze 6

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

o PexoMeHayercsi cuuTarh PEMUCCHUIO IMOJHOW Yy BcexX manueHToB Iipu jedenuu JIBJI u3 T- u B-

MPEIIECTBEHHUKOB MpH Hanuuu Kputepues (Ha 70-i nens UT nubo nmocne MHAYKIMH):

1. OTcyTcTBHE NOKa3aTelbCTBA HAIWYMsI OCTATOUYHOro oOpa3oBaHus (IPU MACCHUBHOM MOPa)KEHUU
MOTYT OCTaBaThCsl pe3ujyalibHble 00pa30BaHMsI MeHee 3 CM) WIM COKpAaIlEHUE Pa3MEpOB OITyXOJIH

Oosiee yeM Ha 75 % OT UCXOTHOTO.

2. IlpucyrctBue B KM menee 5 % OnactoB mpu BOCCTAHOBJIEHHM IIOKa3aTesied HOPMAaJIbHOTO

KPOBETBOPEHHS.
e 3. OrcytcTBUE TMM(POOITACTOB NP HCCICIOBAHUH JTUKBOpa Ha 29-11 eHb mportokona [14,15].
YpoBeHnb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJNbCTB — 5).
Jleuenune peunauBa

IIpoenos npu peyuouee JIBJI kpatine nebnazonpusmuowiil. Peyuouswr JIBJI pazeusaromces, kaxk npasuJo,
8 nepsvie 2 200a nocie 0OCMUNCEHUs] peMUuccuu U yauje ovlearom noKaabhbimu. Tepanus peyuouea
onpeoensiemcs Xapakmepucmukamu peyuousa (TOKaIu3ayus U CpoKU pazeumus) u maxkmuKkou le4ueHust
1-20 ocmpozo nepuooa. Hcnonv3ytom npomokonsl nevenus peyuousos OJ1J1, bicoko0o3nyo mepanuio,
npenapamsl, He npumenssuiuecs 6 1-m ocmpom nepuooe (kypcvr ICE, npenapamwei nenapabun™*,
Heemyumabun™* u op. — cm. npunoxcenue A3.1); npu Oocmudcenuu 6mMOpPOU PEeMUCCUU
pexomenoyemcs anno-TI'CK. Dgppexmusnocmv mepanuu peyuousos T-xiemounwvix JIBJI ocmaemcs

Kpaune nuskou, B-JIBJI — necxkonvko nyuuie.

o Pexomenayercst auto-TI'CK npu penuauBax u peppakTepHOM T€UEHUH MOCIIE TOCTUKEHUS OTBETA
Ha XT [14,15].
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YpoBennb yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

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

3.10. PertuauBbsl Ph— OJLJI

Peyuous netikemuu y 63pocavix nayuenmos ¢ Ph- OJIJI ocmaemcsa nepaspeweHnou mepanesmuyeckou
npoonemou. Pesynomamer neuenus oanuou ¢hazvl 3abonesanus uesenuxu, u peyuous OJIJI oo
HACMOoAWe20 6peMeHU pPAcYeHUB8aemcs Kaxk O0ObIYHO UHKYpabelbHoe Namoio2uieckoe COCHOsHUE.
Xoms y psaoda nayuenmos 603MONCHO OOCHMUdICEHUe 8mOpol NOAHOU pemuccuu (oaree — IIP2),
yacmoma IIP2 ocmaemcs HU3KOU, a MeOUAHA BbIHCUBAEMOCMU NOCLe Peyuousa — KOPOMKOU.
IIpedcmaensemces odwenpuHamolM, 4mo nayuenmsl, y KOMopulx ommedaemcs peyuous 3a001e6aHusl,
He mo2ym Obimb usneuenvl monvko nymem X1. EOuncmeenHvlM 6apuanmom paouKkanibHO20 JeUeHus.
aengemcs anno-TI'CK. B yerom smo mpebyem oocmudicenus omuocumenvro cmotuxou [IP2 na gone
mepanuu cnaceHus, Komopas OOIHCHA ACCOYUUPOBAMBCA C MUHUMAILHOLU MOKCUYHOCMbIO. B amom
Konmekcme peyuousnl, passueuiuecsi nocie amno-11CK, saenaiomcs ewe 0Oonee 3HAYUMENbHOLU
mepaneemuyeckoll npoonemot. Bcreocmsue HebIa2oNpUsmMHbIX 00WUX UCX0008 Y IMUX NAYUEHINO8
COXpamsiemcs 3HaYUmenbHas nompebHOCmb 6 paspabomke U UCCLe008aAHUU HOBLIX N1eKAPCHBEHHbIX
cpeocme. Bo3MOJICHbIM 8apUAHMOM JleYeHUsi OaHHOU 2PYRNbl NAYUEHMO8 SAGNAeMCs 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 IKCNEepUMEeHmMANbHOU mepanuel, 3a Komopvimu 0onicHa ciedosams anno-11'CK 6o ecex cnyuasx,

K020a 3mo B603MOIMCHO, JlieueHue OQHHBIX nayuenmoes I’lpOMS’GOOMI’}’lC}Z 6 pamMKax KU

o Pexomenayercst BceM MalMeHTaM MpU IMO3AHEM peuuauBe (Oosiee 6 MecsAleB OT OKOHYaHUS
MOJIJICP>KUBAIOIICH Tepaliiu) UCIONb30BaTh cTaHaapTHyto tepanuto B-OJIJI u T-OJUI 1-i nunuun
(cm. mpunoxenne A3.1) [105].

Yposenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 4).

o Pexomenayercsi BceM mnanueHtam npu  paHHeM  peuuaue  B-OJIJI  ucnonbs3oBaHue
AKCIIEpUMEHTANbHBIX KoMOnHanui B pamkax KU, B ToM uucne ¢ nmpuMeHennemM OnuHatymomada™*
U uHOTy3ymaba o3oramunuHa*™*. B kadectBe B0o3MOkHbIX XT KOoMOMHAUUNA BO3MOXKHO
ucronb3oBath nporpammbel FLAGIda wm Hyper-CVAD, nmu6o #0opre3omnba Kak B MOHOTEPAITHH,
TaK W B KOMOHMHAIMM C MHUTOKCAaHTPOHOM™*, nekcameTazoHOM™* wu acmaparmHazoi** (cwm.

npunoxenue A3.1) [106].
YpoBennb yoenureabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 4).

e PexomeHnayercsi B JICUEHUHU PELMJIMBOB MPU HAIUYUU BO3MOKHOCTU IMPUMEHSITh MUTOKCAHTPOH**
BMECTO  AaHTPAIMKIWHOBBIX  aHTUOMOTHUKOB  JayHOpyOMnmMHa**,  mokcopyOMimHa**  wiu

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

Yposenb yoeruTeaLuoctH pexomentnanuil o B (VROBCHE N0CTOBCRHAGTI AQKASITENRCTR d) 0/



o PexkomMeHnayercsi mpeanoYTUTEIHFHOE UCTIONB30BAHNE JACKCaMETa30Ha™* BMECTO MpeaHn30I0Ha™** B

cBs3u ¢ Oomble a3 pexTuBHOCTHIO [80].
YpoBenb yoeaurteabHocTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3ATeJIbCTB — 5).

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

coBMectumoit amno-TT'CK [56].
Yposennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).

o PexoMeHayercsi BceM ManMeHTaM C pPAaHHUM pelUAuBOM WM nepcucteHuuedn MObB npu B-
kierounslx OJIJI mocne OKOHYaHMST KOHCONMJALMKM TpPUMEHEHHe OnuHarymomaba™** B

MoHoTtepanuu win B couetanuu ¢ UTK B cBs3u ¢ agdexruBHOCThIO (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 coderanuun c¢ 1ukiIodpochamMugoM™™*  u

#ytonozuaoM™* (cm. npunoxkenne A3.1) [108].
YpoBensb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH /10KA3aTEJNbCTB — 4).

e Pexomenayercs manuentam c¢ peruauBoM unu nepcucteHiueit MOb npu T-knerounsix OJUI (B
TOM YHUCJIE ¢ KOIKCIPECCHEH MHEIONIHBIX MApKEPOB) MPUMEHEHHUE #BEHETOKIIAKCA B COUETAHHUH C

#neuuTabWHOM WM B Apyrux koMOuHanusx (cm. npuioxenue A3.1) [109].

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

3.11. TpancrmuiaHTanusi reMONMOITHYECKMX CTBOJIOBBIX KJIETOK

Asnoredgnas TI'CK

llokazanus k evinonnenuro anno-TI'CK onpedengiomes 6 3agucumocmu 0m KOHKPEmHo20, 8blOPAHHO20
eemamonoauyeckum yeumpom npomoxona nevenuss (OJIJ1-2009, GMALL, GRAALL, MB2008, Hyper-
CVAD) (cm. npunoxcenue A3.1 u A3.3) [56,57,63,67,110].

e ITammuentam ¢ OJIJI B Bo3pacte no 55 Jer, mojydaronuMm JiedeHue 1o mnpotokony OJIJI 2009
(mpunoxenue A3.1), U3 rpymnmbl O4YeHb BBICOKOTO PHCKA, KOTOpas YCTAaHABIMBAETCS B JCOIOTE
3a0onieBanus (1uToreHeTnueckue Hapymenus t(4;11) unum t(1;19), a rakxe Ph+ OJIUI (t(9;22/BCR-
ABL)), B cBsI3U BBICOKMM PHUCKOM Pa3BUTHUS PEIUANBA 3a00JIEBaHUSI PEKOMEHIYETCSl BBIITOJIHEHUE

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

YpoBeHnb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJNbCTB — 5).
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o PexoMeHnayercsi paccmarpuBarb BO3MOXKHOCTh BbinoiHeHUs1 ayuio-TI'CK y manmeHToB B Bo3pacte
cTapiie 55 JeT u3 rpymnmbsl O4eHb BbICOKOro pucka (cm. pasaen 3.2 «IIpornocruueckue (hakTopbl
3¢ (HEKTUBHOCTH JICUEHUS») MPU HATUIUKM NoaHOCThI0 HLA-coBMecTUMOro JOHOpa M TOJBKO MpHU
OTCYTCTBUHU 3HAYMMON KOMOPOHMIHOCTH, MPU KOTOPOU PUCK TPAHCIIAHTAIIMOHHOM JIETAIbHOCTU HE

MIPEBBINIAT Obl PUCKU Pa3BUTHS peIruanBa [56].
YpoBennb yoenureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).

o Pexomenayercs BboinosHeHue amwio-TI'CK y nmanuenTtoB ¢ nepcuctenuueit MObB, HO ang 3Toro
HE00X0IMMO BBIMONHATH Bech 00beM XT u monuropunr MOB B npenycMoTpeHHbIE BPEMEHHbIE

TOYKH COTJIACHO BBIOpAaHHOMY MPOTOKOIY [56,70,71].
YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4).

o Pexomenayercst BceM nanueHTaM BoinoiaHeHue amio-TI'CK ot poncrBenHoro nonopa B nepBoit [1P
[P HEaJEKBAaTHOM BBIIIOJIHEHUH JIO0OT0 M3 IPOTOKOJIOB IMPOTPAMMHOM TEpalud B CBSI3U C

BBICOKMM PHUCKOM penuausa [ 1,2].
YpoBenn yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

e PexomeHnayercs paccMaTpuBaTh BO3MOKHOCTD BhINOJIHEHUS aiuio-T1'CK y manueHToB BO BTOpOd 1
0oJee MO3THUX PEMUCCUIX 3a00JIEBaHUS C LEbIO YAYUIIEHUS JOITOCPOYHBIX PE3yJIbTaTOB Tepaiu
[112].

YpoBenb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 4).

KomMmentapuu: awio-TI'CK 6 pazsepnymom peyuduse 3abonesanus u npu peppaxkmeprocmu k XT

6030€eliCcmaBUIo He YelecoobpasHa.

° PEKOMCHHyeTCﬂ BBIIIOJIHATD TPAHCIUIAHTAIIHUIO OT aJIbTCPHATHBHOI'O JOHOPA (FaHHOHHCHTHqHOFO,

TpaHCIUIAHTalMs MynoBUHHOW KpoBH B pamkax KUW) mpu orcyrcrBun HLA-unentuyHoro noHopa
[106,112,113].

YpoBeHnsb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 4).
Ayto-TI'CK

e Pexomenayercs BoinonHenue ayto-TT'CK y nammentoB ¢ Ph+ OJUJI (B cioyyae HEBO3MOXKHOCTMHU
BbinonHeHus: aio-TI'CK) npu oTcyTCTBUM MUHUMAJIBHON pe3uayaibHOM O0NE€3HU C IPOBEICHUEM

noaaepsxkuBaronieid repanun UTK nocne TpancmianTanuu [84].
Yposennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).

o Pexomenpayercst BoinonHenue ayto-TT'CK B pamkax mportokona OJIJI-2009 nns nmaumentoB ¢ T-
OJIJT nmocne 3aBepmieHust koHconuaanuu no mnporokoiry OJIJI-2009 ¢ nocnenyromum npoBeaeHueM
nojiepKUBaroIel Tepanuu [67].
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YpoBeHb yoequTeJIbHOCTH pekoMeHAanuii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 3).

3.12. ConpoBoauTejibHAsI Tepanus

O01mue meponpusiTus

IIpomoxkonvr  nevenuss OJIJI npedycmampuearom nposedeHue UHMEHCUBHOU UHOYKYUOHHOU U
konconuoayuonnou XT. Ilpu smom ucnonvzosanue yumocmamuro8 u UMMYHOCYNPECCAHMO8 HaAPsOY C
OCHOBHBIM 300071e6AHUEM MONCeMm NPUBOOUMb K UIUPOKOMY CHEKmpY MANCENbIX OCLONCHEHUU, 8
YACMHOCU K UHQDEKYUSIM, KpPOBOMEUeHUIM, MYKO3UMY, NPOAGLEeHUI0 MOKCUYHOCMU CO CHMOPOHbI
PAasu4HbIX op2anos, pgome u m. 0. Ilo smoii npuuune nayuenmol ¢ OJIJI nyxcoaromes 6 muamenbHom
MOHUMOpUH2e, A MAKICe 8 NPOBEOeHUU COOMBENMCMEYIouel NPOPUIAKMULECKOU U NOO0epICUBAIoulell

mepanuu.
AHTHIMeTHYeCKasi NPOPUIAKTUKA U Tepanus

° PeKOMeH)]yeTCﬂ BCCM IaHMCHTaM IMPOBOAUTH AHTUOIMHUTHYCCKYIO TCpaluio C MOCJIbIO MOJTHOM

NPO(HUIAKTUKY TOUTHOTHI U PBOTHI y MALIMEHTOB, Noiydaromux X T [114].
YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

KomMeHnTapuu: ¢ anmusmumuyeckoi yenvio NPUMEHIOMCs aHMA20HUCHbL Peyenmopos cepomoHUna
U Kopmuxocmepouovl. Omu npenapamsl pPeKOMeHOYIOmcs Ol NPUMEHEHUs 6 KOMOUHAyuu npu
ucnonvzosanuu pexcumos X1, xapakmepuzylowuxcsi YMEpeHHOU U BblCOKOU IMemo2eHHOCmblo. B
OMOENbHBIX CUMYAYUSX, 8 YACMHOCMU NPU NPOB8EOeHUU 8blCOKOOO03HOU Kombunuposantnou XT, evloop

aHmusmemuKka C)O.Il.?fceH Ol’lpeaeﬂﬂl’l’le}l Hal/l60]l€€ IMEMOCEHHBIM KOMNOHEHMOM (CM. npuiosicerue
A3.4) [114].

Tpancdy3nonHas repanus

Yenewnoe neuenue OJI, 6 wacmumocmu OJIJI, He803MONCHO NpU OMCYMCMBUU 3AMECTMUMETbHOU

mepanuu KOMNOHEHMAMU KPOBU U CONPOBOOUMENbHOU Mepanuu.
Tpauncdy3uu IpUTPOUUTHONH M TPOMOOIIMTAPHOI MACChI

e Pexkomenayercst OCYLIECTBIATh TPAHCPY3UH SPUTPOLUTHON MacChl MALIMEHTaM IS MOAIEP KaHUS

KOHIIEHTpaIluA reMoriio0nHa Ha ypoBHe >8 /11 [1,2].
YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

e Ilpy HanmMuuu COIYTCTBYIOUIEW IIaTOJIOIMM CEpALlAa MM JIETKUX, a TakXe €ClIM aHeMus
COIMPOBOXKJACTCSl KJIMHUYECKOM CHMIITOMAaTHKON, PpPeKOMEHIYyeTcsl BBIOIHATh TpaHChy3UH
APUTPOLIUTHON MAcChl U IIpU 0OJIe€ BHICOKMX 3HAYEHUAX KOHIIEHTPALMU IeMOrI00MHa IpU HAIUYUH

COOTBETCTBYIOIIUX KIMHUYECKUX MOKazaHui [1,2].
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YpoBenb yoeauTeabHOCTH pekoMeHaauuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

e PexoMeHayIOTCS BBINOJIHEHHE TPaHCHY3UU TPOMOOKOHIIEHTPATOB OCYIIECTBISATh MPU CHUKECHHUU
konmdecta TpombonuToB <10 x 10° /11, mpu Goliee BBICOKHX 3HAYCHHSX KOIMYESCTBA TPOMOOLITOB
(20 x 10° /m) B ciayuae MOBBIMICHHS TeMmeparypsl Tema >38 °C, IpH PasBUTHH KIMHHYECKH
3HAYUMBIX KpOBOTEUEHUM JMOO TMepea  BBINOJIHEHHUEM HWHBAa3UBHBIX HMHTEPBEHLMOHHBIX

BMemarenbeTB [115].
YpoBenn yoequreabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEJILCTB — 5).

e Pexomenayercst oOnMydeHHE OSPUTPOLUTHONM Macchl M TPOMOOKOHIIGHTPATOB C  IENBIO

PO UIAKTHKY pEeaKIuu «Tpancdysar mpoTuB xo3suHa» [1,2].
YpoBennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).
IpodunakTuka reMopparn4eckux 1 TPOMOOTHYECKHUX OCJI0KHEHUI

o Pexomenayercst manueHTaMm Ha (OHE Tepaluy acrmaparuHa3zon™* KOHTPOIHUpPOBATh MapaMeTPhI
CBEPTHIBAHUS KPOBH C IEJbI0 Hayalda 3aMECTHTEIbHON Tepamuu Npu uX aeuiute (Hampumep,
PEXHUM JTO3UPOBaHUS AHTUTPOMOMHA ¢ mnpodunaktudeckol nenpto: 50 ME/kr maccel Tena B
teuenune 7—10 mocnenoBaTenbHBIX JHEW CO JHSA Hayaja TepanuH acraparuHazon™* (MmoakKokHO, B
no3e 6000 ME/m?, B Teuenue 7 ameit) [116].

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

KommenTapuu:  Tepanus  2n10KOKOpMUKOCMEPOUOAMY, — AHMPAYUKIUHAMU U OCOOEHHO
acnapazunazou™* mooicem npueooums K msANCEIOMY NPUOOpemeHHoMy Oedhuyumy 0enkos Kiacca
CEepNUHO8 (UHSUOUMOPO8 CEePUHCOOEPIHCAUUX Npomeas), NPeuUMyuecmeenio aumumpomoOuHos u

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

Aumumpombun npeocmasnsiem CcoOOU OCHOBHOU @QUUONOSUYECKUL UHSUOUMOD MPOMOUHA U
Gaxmopos ceepmuisanus 1Xa, Xa, Xla. On maxoice a6nsaemcs anmazoHUCmom haxmopa c8epmulE8ansl
VII, yckopsisi ouccoyuayuro xomniekcos, obpaszoeantvix gaxmopom VIla u mranesvim gpaxmopom.
Anmumpombun  obpasyem Heobpamumvle C6a3U C AKMUBHLIMU  (hepMeHmamu, Jauwas ux
npomeoaumuyeckol akmusnocmu. Kpome mozo, npu ucnonvzosanuu acnapacunasv** coobwanoce 06
U3MeHeHUU KOHgopmayuu MOJEKyibl AHMUMPOMOUHA, YMO NPUBOOUNO K ympame cmaduibHOCmu U 8
pesyibmame K 00pazoeanuio  azpeeamos  0OeiKka,  HAKANAUBABUIUXCS 8  YUCMEPHAX
SHOONNAZMAMUYECKO20 pemuKyiyma. Takum odpazom, nayueHmol, KOMOPbIM 8600am acnapasunazy **,
Xapakmepusyromcsi  NOBbIUEHHbIM — PUCKOM — mpombO0308. Xoms — CHUdCEHUe  KOHYEeHmpayuu
AHMUMPOMOUHA HACTNO CONPOBOIICOAemcs unouopurnoceHemuell, Obll0 NOKA3AHO, YMO HU3KAS
KOHyenmpayus @uopurocena npeopacnonazaem 6 0oabulell CmeneHu K mpomoOo3am, Hedcelu K

Kposome4deHUAM.

e [Ipu MaccHUBHBIX 3KCTpaMEAYIUIIPHBIX O4arax MmopakxeHus (Jaile BCEro OparHoB CPelOCTEHUs IPH

OJUUI/JIBJI), TpoMOOTHMYECKUX OCJIOXKHEHUSAX Ha (OHE Tepanuud WIA HaJIU4Yud TPOMOO30B B

aHaMHE3C PCREMEBAXE L6 R aHB R Ab PEEKrEEaMi Eira MEAYRInE 8B B s IHETURNE S8 M/



MPOTOKOJIAM JICYCHHS] BEHO3HBIX TPOMOOIMOOIUYECKUX OCIONKHEHUH (CM. COOTBETCTBYIOIIHE
KIIMHAYECKHE PEKOMEHJAIMU 10 JUarHOCTHKE, JICUCHHI0O U MPOPUIAKTUKE BEHO3HBIX

TpomMbo3IMOoMUeckux ocnoxkuenui [1,2,4,5,101].
YpoBenn yoequreabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).
3aMecTUTEILHAS TEPANUA UMMYHOIVI00YJIUHAMM

e Pexomenayercsa mamuentam ¢ OJIJI BBegeHue HWMMYHOINIOOYIMHOB TpH  JTIOKa3aHHOM
reHepaJn30BaHHON BUPYCHOM MH(MEKIH (BUpPYCaMHU TPYIIIbI Tepreca, HUTOMETaJoBUPYCOM (Jajee
— 1IMB)), a Takke nOpU CHUKCHUHM T[IOKa3areleld HOPMAIbHBIX HMMMYHOITIOOYJIMHOB HUXKE

HOpPMaJIbHBIX 3HaUeHuit [117].
YpoBeHnb yoeaureabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH J10KA3aTeJILCTB — 5).

KomMmenrapuu: y nayuenmos c¢ OJIJI yacmo onpedensemcsa euno2ammaziooyiunemus, HoO 00
Hacmosiuje20 6pemMeHUu He Obl10 NONYUEHO O00KA3AmMenbCme 3P@eKmusHocmu npoduUIAKmMULecKux
ungyzuti - ummyHnoenooynunos. Ilayuenmam na ¢one mepanuu  onunamymymadbom**  unu
pUMyKCUMaoom™* HeobX00UMO KOHMPOIUPOBAMb COOepAHcAHUe UMMYHo2N00yiuHos 1 paz 6 2—4
Hedenu, 6 3aBUCUMOCU OmM KIUHUYEeCKOU cumyayuu, u, Hpu HeoOX0OUMOCMU, BbINOJIHAMb

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

« He peKoMeHayeTcs Ha3HaueHUe narreHTam npernaparoB rpaHyJIOIUTAPHBIX
konoHuectumyaupytomux paxropon (I'-KCD**) nu na ognom srane neuenus OJUJI. Mcknrouenue
coctaBisitoT JIb 6e3 mopaxenuss KM, mpu koTopbeix Bo3MoxHO ucmonb3oBaTh [-KCD** ¢ menbro

COXpaHEHHUs CPOKOB BBHITIOJIHEHUS TTpoTokoa [1,2].
YpoBeHnb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJNbCTB — 5).

KommenTapuu: 6 oonvuiuncmee esponeuckux Hayuonanohwvix npomoxonax I-KC® ucnonvzyemcs c

npoguraxmuueckoi yenvio 8 npoyecce UHOYKYUU U KOHCONUOAYUU PEMUCCUU.
ITonaBieHue MEHCTPyallMu M COXpPaHeHHe PePTHIBHOCTH

e ¥V Bcex xeHuwH ¢ OJIJI B mpeMeHonay3e peKOMeHAYeTCHl IOAaBJICHUE MEHCTpPyalluid C IEJbI0

MUHHAMM3AIUN PUCKOB KPOBOTEUEHUS Ha (poHE TpoMmOoruTonenun [ 118]
Yposennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).
O06e300/1nBaKOIIAs TEpaNus

o [Ipy BOBHMKHOBEHUH OCTPOTO WIIM XPOHUYECKOTO OOJIEBOTO CHHJpPOMA MAIMCHTY PEKOMEHIYyeTCsl

MPOBOJIUTH 00€300JIMBAIOITYI0 TEPAMMIO COTIACHO CYIISCTBYIOIIMM IPOTOKOIaM 00e300TMBaHUS
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(CM. COOTBCTCTBYIOIINEC KIMHUYCCKUC PCKOMCHAAIWH 110 XpOHI/I‘leCKOI;'I 6OJ'II/I, KIMHHUYCCKHEC
PEKOMCHAAIUN 110 aHeCTGSI/IOJ'IOFI/II/I), B TOM HYHCJIC, II0 TIIOKa3aHWsAM, C TIPUMCHCHUCM

HAapKOTHYECKHUX U IICUXOTPONHBIX JIEKAPCTBEHHBIX npernapatos [1,2,4,5,119].
YpoBenn yoequreabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

Cnedyem yuecmv, umo y nayueHma mMo2ym Oblmb HeCMAaHOApmusle NposisieHus O0Ne3HU, a maxdice
couemarue KOHKpemHoU O0Jle3HU ¢ OPYUMU NAMONLOSUAMU, YO MOJHCEm OUKMOBAMDb Jleyauyemy epady

U3MEHeHUs 6 allcopumme 6bl60pa ONMUMAIbHOU MAKMUKU OUACHOCMUKU U JI€YEeHU.
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4. MeaquuMHCKAasA peadUIUTANMA U CAHATOPHO-
KYPOPTHOE JIeYeHH e, MeTUIIUHCKUE IOKA3AHUA U
INPOTUBONOKA3aHNA K IPUMEHEHUI0 METO10B
MEIUIMHCKON peadujIuTaluu, B TOM YHUCJIe
OCHOBAHHBIX HA UCIOJIbL30BAHUM NPUPOIHBIX
Je4eOHBIX (PAKTOPOB

Cneyuanvruvix memooog peabunumayuu npu OJL/I ne cywecmeyem.

o PCKOMeHlIyeTCﬂ manucHTaM IpoOBCIACHHUC pea6HHI/ITaHI/II/I IMIp1 BOBHUKHOBCHUU OCJIOKHEHHUM MOCe

3aBepiieHus nmporpaMmmsl Tepanuu OJIJI B pamkax cooTBeTcTBYrOIMX HO300rHi [120,121].
YpoBenb yoeauTeabHOCTH pekoMeHaauunii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

KommenTapuu: nocie oxonuanus neuenusi pekomeHOyemcsi 6ecmu 300pO8blil 00pasz HCusHuU,

UCKIIOYUMb UHCOJIAYUIO U gbu3u0mepaneemuuec1<ue I’lpOT/;Qprbl.
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S. IIpoduiaakTuKa ¥ AUCIAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKNE NMOKA3AHUSA U POTUBOINOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKHA

IIpogpunaxmuxu eosnuxnosenus OJIJI ne cyuwecmayem.

e Pexomenayercs nocine okoHuaHus nporpammbl Teparnuu OJIJI BemonnsATs uccnenoBanne OAK
Kbl MeCSIIl B TEYEHUE NIEPBBIX 2 JIET U 3aTeM | pa3 B 2—3 Mecsia 0 S5 JIeT OT Havaja JECYeHUs C

IIETBI0 PAHHETO BBISBICHUS penuanBa 3adoneanus [1,2,4,5].
Yposenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

o Pexomenayercs nocie okoH4aHus mporpammel Tepanuu OJIJI B TeueHue nepBoro rojia BhIOIHATH
nyakuuun KM 1 pa3 B 3 mec, nanee — 1 pa3 B 6 mec B TeueHue 2-ro roaa, naiee — 1 pas B rog o 5

JIeT HaOJIOICHMS C 1IeJIbI0 TUHAMHUUYeCcKoro Habmonenus [1,2,4,5].
YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

KommenTapuu: sunennanosoe uccineoosanue KM nokazano npu ewisagneHuu aoObIX uU3MeHeHull

eemoepammol. bonvwuncmeo peyuousos npoucxooam 6 meuenue 1—5 nem nocie OKOHUAHUS Mepanuu.
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6. Opranm3zanus oKa3aHusi MeTUIUHCKON MOMOIIN

MenunuHCcKas TOMOIIb, 32 HCKITIOYEHUEM MEIUIIMHCKON TTOMOIIM B paMKax KIMHWYECKOU ampooariu,
B COOTBeTCTBUHU C (enepaibHbiM 3akoHOM OT 21.11.2011 Ne 323-®3 (pea. ot 25.05.2019) «O6

OCHOBAax OXpaHbl 310pOBbs rpaxkaad B Poccuiickon denepanum» OpraHu3yercst 1 OKa3bIBACTCA:

— B COOTBETCTBUHU C MOJOKEHHMEM OO0 OpraHu3aliy OKa3aHWs MEAMIMHCKOM IOMOIIM [0 BHUJAM
MEIUIIMHCKOM TIOMOIIM, KOTOPOE€ YTBEP)KIAaeTcs YMOJIHOMOUYEHHBIM (pelrepanibHbIM  OpraHoM

HUCIOJTHUTEIbHOMU BJIaCTH,

— B COOTBCTCTBUHU C IOPAAKOM OKa3aHHUsS ITOMOION I10 HpO(I)I/IJHO «reéMaroJioruvs», 00s13aTeILHBIM JJIIsL

HUCTIOJTHEHUA Ha Tepputopun Poccuiickor @enepanuy BCEMUA MEAUIIMHCKUMU OPTraHU3aLUsMU;
— Ha OCHOBE HACTOSIIMX KJIMHUYECKUX PEKOMEH AN}

— C YUYC€TOM CTaHJIapTOB MGHHHHHCKOﬁ noMomi1, yTBEPKACHHBIX YIIOJHOMOYCHHBIM q)eI[epaJ'IBHBIM

OpraHoM HCIIOJIHUTEILHOM BJIACTH.

[lepBuyHas cnenuanu3upoOBaHHAS] METUKO-CAHUTAPHAS MTOMOIIH OKA3bIBACTCS BPAYOM-T€MATOJIOTOM U
WHBIMH BpauyaMU-CIEIUATNCTAMU B IIEHTpe aMOyJIaTOpHON TeMaToJIOTHYECKON/OHKOIOTHYECKON
noMomy 00 B MEPBUYHOM TI'e€MaTOJIOTMYECKOM/OHKOJIOTUYECKOM KaOWMHETe, IEePBUYHOM

IréMaToJIOrM9CCKOM OTACICHHU, IMMOJIUKINHUYICCKOM OTACIICHUHY OHKOJIOTHYCCKOIO JUCITaHCCPAa.

[Ipu BbIsSBIEHMHU y MAnMEHTa ocTporo JumdoobnacTHoro Jeikosa (nanee - OJIJI) unu nomo3peHun Ha
HET0 Bpayu-TepareBThl, BPAYM-TEPANIEBThl YYaCTKOBbIE, BpauM OOIIEH NPAaKTUKKU (CEMEMHbIE Bpaun),
Bpauyu-CIELUAINCTbI, CPEAHUE MEIUIMHCKHE pPAa0OTHUKU B YCTAHOBJIEHHOM MOPSJKE HANpPaBISIOT
OOJIBHOTO Ha KOHCYJIBTAllMIO B LEHTP aMOyJaTOPHOM IeMaToJIOrM4eCKONH/OHKOJIIOTHYECKOW MOMOIIU
au00 B TMEPBUYHBIA TIeMaTOJOTMYECKUH KaOMHET, NEepBUYHOE TIeMaTOJIOTHYEeCKOe OTJIeJIEHUE
MEAMLMHCKOW OpraHu3aliy Ui OKa3aHus €My [E€PBUYHON CHENUAIN3UPOBAHHOM MEIUKO-

CAHUTAPHOMW ITOMOIIIH.

Bpa‘—I-I‘CMaTOJ'IOF aM6YJIaTOpHOTO WM CTAllMOHApPHOI'0 3BCHA reMaToJI0ruueCKOM IMOMOIIN OPraHU3YyCT
BBINMOJJHCHUC JUArHOCTHYCCKUX HCCHGHOB&HHﬁ, H€O6XOI[I/IMI>IX JJIA YCTAHOBJICHUA AWArH03a4, BKIIKOYasa

pacpoCTPaHEHHOCTh U CTA/IUIO 32a00JIeBaHUSI.

B ClIydyac HCBO3MOXHOCTU IIPOBCACHUA OUAIHOCTUUCCKHUX I/ICCJIGI[OBaHI/Iﬁ MMaOguCHT HAIIPaBJISACTCS
JeHamyM BpadyOM B MCIAHWIMHCKYIO OpTraHU3alunio, OKa3bIBAIOITYI0 MCINIIMHCKYIO ITOMOIIb OOJILHEIM C
reMaToJIOrHYeCKUMH 3a00J1eBaHUSIMHU AJId YCTAHOBJICHUA JUArHo3a U OKa3aHUs CHGHH&HHSHPOB&HHOﬁ,

B TOM YHUCIJIC BBICOKOTCXHOJ'IOI“I/I‘-IHOI‘/JI, MG,Z[I/IIII/IHCKOﬁ IIOMOIIIH.

[Ipu BeisiBieHun OJIJI WM mogo3peHMH HA HEro B XOJ€ OKa3aHUsS CKOPOM MEIUIMHCKOW MOMOIIU
OOJIBHOTO MEPEBOMAT WM HAMPABJISAIOT B MEIUIIMHCKUE OPraHMU3alMM, OKA3bIBAIOIINE MEIUIIUHCKYIO
NOMOIIb OOJIBHBIM C TeMaTOJIOTHYeCKUMU 3a00JIEBaHUSIMU, ISl OINpPEAENICHUs TAaKTUKU BEIECHUS U
HEOOXOIMMOCTH  TPUMEHEHUS  JOMOJHUTENIBHO  JIPYTUX  METONOB  CIEHUATU3UPOBAHHOTO

ITPOTHUBOOITYXOJICBOT'O JICUCHU .
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Cnernuanu3upoBaHHas, B TOM YHCJIC BBICOKOTEXHOJOTHYHAS, MEIUIIMHCKAs TIOMOIIb OKa3bIBACTCS
BpauyaMHU-TeMaToJIOTaMH B MEIUIIMHCKUX OPTraHU3aIUgX, OKa3bIBAIOIIMX MEIUIIMHCKYIO IOMOIIH
OOMBHBIM ,  WMEIOIMIUX  JIMIEH3WI0,  HEOOXONUMYK  MaTepHaIbHO-TEXHHUYECKyI0  0asy,
CepTU(HUIIMPOBAHHBIX CIICIIHAIIMCTOB, B CTAIIMOHAPHBIX YCIOBHUSAX M YCIOBHIX THEBHOTO CTaIlMOHApa U
BKJIIOYaeT B ce0s1 TpouiIakTuKy, JMAarHOCTUKY, JICUCHHWE TeMaTOJOTUYECKHX 3a00JIeBaHMA,
TPEOYIOIMX UCIIOJIB30BAHUS CIEIHATBHBIX METOJIOB U CIOKHBIX YHHKAJbHBIX MEIUIIMHCKHUX

TEXHOJIOTHH, a TAaK)Ke METUIIMHCKYIO PEaOHIUTAIIHIO.

B MenunumHCcKo#l opraHu3aiiu, OKa3bIBaIOIIEH MEAUIIMHCKYI0 nmoMolls nanuentam ¢ OJIJI, takTuka
MEJUIIMHCKOTO OOCJICIOBAHMS U JICUCHUSI YCTAaHABIMBACTCSI BpauaMHU-T€MaToJIOTaMH C TIPUBJICUCHUEM
MpH  HEOOXOMWMOCTH JPYTHUX Bpadye-CHCIUAINCTOB, MPH HEOOXOAMMOCTH C TIPOBEICHHEM
KOHcuiInyma. Permenue koHcuimymMa Bpadedl  odopmiisieTcs  MPOTOKOJIOM, — IOAMHCHIBACTCS

Y4aCTHHUKaMU KOHCUJINYMa Bpaqefl U BHOCHUTCS B MCAUTHNHCKYIO JTOKYMCHTAIIUIO OOJILHOTO.

[Tokazanua K rocnuTanu3aldd B KPYDIOCYTOYHBIM WJIA JHEBHOW CTallMOHAP MEIUIMHCKOU
OpraHM3alli{, OKa3bIBAIOUIEH CHEUUAIM3UPOBAHHYK), B TOM YHCIJIE BBICOKOTEXHOJIOTHYHYIO,
MEIUIMHCKYI0 TIOMOIIb MO MNPO(PHUII0  «OHKOJOTHS»  OMNPENeNsioTCS  BpauoM-TeMaTojIoroM/

KOHCHJINYMOM Bpadeil ¢ MPUBJICYCHUEM TIPU HEOOXOAMMOCTH JPYTUX Bpaueii-CreIMaaIucTOB.
IHoxa3zanus 1 JIAHOBOM rOCHUTAJIN3ALUN:

1. [Tono3penue/ycranosnenue quarunosa OJI.

2. lnarnoctuka peruausa OJUIL.

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

5. BblnojiHEHNE TJIAHOBBIX XUPYPIUUECKUX BMEIIATEIbCTB.

6. BrImmonHeHHE MIaHOBBIX OKCTPAKOPIOPAIBbHBIX MCTOAOB OYMIICHHA KPOBH U 3aMECTUTECIILHONU

MMOYEYHOHW TEpaIuH.

7. IlpoBeneHne 3aMECTUTENIBHOM TEMOKOMIIOHEHTHOM TE€PAaIIUH.

IMoka3anus 11 IKCTPEHHOM IOCUTAIU3ANUMN:

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

— nerkonuTo3 6oiee 100 x 10°/n

— ¢ebpunpHas TUXopajka U HH(GEKIIMOHHbBIE OCIOKHEHHS Ha (poHe HeHTponenun nociue kypca XT;
— reMOpparui4ecKuii CUHAPOM;

- TpOM6OTI/I‘-IeCKI/I€ OCJIOKHCHUA,
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— HEOOXOTUMOCTh TIPOBEJICHUS DKCTPCHHON 3aMECTUTENHHON TEMOKOMIIOHEHTHOH TepaInu;

— Jpyrue CHUCTEMHbIE HapylIeHusi, OOYCJIOBJIEHHBIE TEUEHHEM OCHOBHOIO 3a00JeBaHUsl WU

PasBUBIIMCCS BCICACTBHUC IMMPOBCACHHOIO JICUCHMUA.
IToxa3aHus K BbINKCKE MAIIUEHTA U3 craguoHapa:

1. BoccraHoBIeHHe TTOKa3aTesei mepuepudeckoi KpoBu (JeikonuTs 6oxee 1 x 10%/11, rpaHyI0IHTHI
Gonee 0,5 x 10%/m, TpoMOOIUTEl Oosiee 50 X 10%/1, remomioGun Gonee 80 r/]1) TIOCJIE OYepeqHOTO
Kypca XT.

2. HopmotepMmusi B TeueHUe 3—5 CYT U OTCYTCTBHE HEKOHTPOJIUPYEMbIX HHPEKIMOHHBIX OCIOKHEHHI

B II0CJIEKYPCOBOM IIEPUOLE.
3. KynupoBaHue reMopparu4eckux OCJI0XKHEHHUIA.
4. KynupoBaHue TpPOMOOTUUECKUX OCIOKHECHHM.

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

Pa3sBUBHINXCs BCJICACTBHUC IMTPOBCACHHOI'O JICUCHUA.

3aKiIr0YeHre O IeJIeCO00Pa3HOCTH TepeBoia OOMBHOTO B MPOMHUIBHYIO MEIUIIMHCKYIO OPTaHU3AIHIO
OCYIICCTBIISICTCS TOCJIC MPEABAPUTEILHON KOHCYJIBTAIIMM TI0 TPEIOCTABICHHBIM MEIUIMHCKUM
JOKYMEHTaM W/WIW TPEIBAPUTEIBHOTO OCMOTpa OOIBHOTO BpadaMH — CIICIIHAIMCTAMH METUITUHCKOM

OpraHU3aIlid, B KOTOPYIO INIAHUPYETCS TIEPEBOI.

Hepezx Ha4vaJIOM IIPOBCACHUA TCpAIlMU PCKOMCHAYCTCA I/IH(bOpMI/IpOBaTB BCCX IMMAUCHTOB O PHUCKC
6CCHJ'IOI[I/I${ IMOCJIC MPOBCACHUA TCPAIIMHU W INOTCHOHUAJIBHBIX MCTOAAX COXPAHCHMUA (bepTI/IHBHOCTI/I, a
TaKXKC O HCO6XOI[I/IMOCTI/I HCIIOJIb30BaHUA 3(1)(1)€KTI/IBHBIX MCTOAOB KOHTpalCIIIu1 B TCUCHNC MUHUMYM

OOHOTO roga 1mocCJjc 3aBCPIICHUA TCPAIIUU.
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7. JlonmoiHUTE IbHAA HHGopManus (B TOM YHCJIe
(baKkTOpPBI, BJUSIONINE HA MCXO0/ 3200/1IeBAHUA UJIH
COCTOSITHUSA)

IMonHoneHHOE cO0MI0IeHNe POTOKOJIOB JieYeHNsl (PeKnMa Tepanmm)

Cnocobnocmuv  3a6epuiums HONHBIU KYPC UHOVKYUOHHO-KOHCONMUOAYUOHHOU mMepanuu 6 meyeHue
VKA3AHHO20 Nepuooa 6pemenu, da 3amem GblNOIHAMb NOOOEPIHCUBAIOWYIO MEPANUIO 8 NOTHOM obveme
AGNAEMCS UeMmKUM HNPOSHOCMUYECKUM (DAKmopom, HEeOOHOKPAMHO HPOOEeMOHCMPUPOBASUIUM CEOI0
3HAUUMOCcmb 8 pocculickux ucciedosanusx. C 2moul KOHyenyueu Cco2lacHvl U 3apybedicHvle
uccneoosamenu. Aoexeamnoe XT 6o30eiicmeue ocmaemcsi hyHoamenmom ycnewino2o neyerus. K
coolcanenuio, HeaoeK8amHOCMyb BbINOTHEHUs NPOMOKON08 Je4eHUus 00 CUX AGNAemcsi OOHOU U3
OCHOBHBIX NPUYUH 3HAYUMENbHO MeHbulel dpgexkmusnocmu nevenus nayuenmog ¢ OJI 6o mHo2ux

cemanmaoilocudecKux yeHmpax.
TapreTHaﬂ TEpanusa

IIpoepecc 6 uzyuenuu monexkynsipuozo namoeenesa OJIJI npusen x pazpabomke HOBbIX MAP2EMHbIX
npenapamos, m. e. MOLeKYl, MeXaHusm Oetcmeusi KOmopslxX C6:A3aH ¢ lUsHUeM Ha Oenxu, QyHKyus
KOMOPbIX UIMEHAEmCs 6 pe3yibmame Mymayuu uiu mpaucioxayuu. Hanpumep, eenemuueckue
UBMEHeHUsT NPUBOOAmM K MYyMayusim 6 2eHax, aKMusupyrouwux Kackaovl MpaHcOVKYuu CueHaia
(nanpumep, IKZF1, JAK, PDGFRB, FLT3, KIT, RAS), ciusanuio 2eno8 unu Mymayusam, npusooauyum K
NOBLIUUEHUTO UTU YeHeMmeHUI0 MpanHcKkpunyuonnoi akmusnocmu (Hanpumep, BCR-ABL, CEBPA), uiu k
HapyweHuio QYHKYuu 2eHos, B8061e4eHHblX 8 nepedady cuenana (nanpumep, NUP9S). Xoms ons
HEKOMOPbIX NPenapamos, O0etcmayoumux Ha MOLEKYIAPHOM YPOBHe, U Obllad NPOOeMOHCMPUPOBAHA
agpgpexmuenocmo npu OJIJI, yoce na cmaouu KU Ovino nowamuno, umo OOIbUWUHCMBO U3 HUX

H€06XO0MMO UCnoJjib3oednib 6 codvemaHuu co cmaH()apmeZMu yumocmamudecKumu npenapamdamu
[11, 28-33, 111].
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Kpurepun oieHKH KayecTBa MeIUIIUHCKOU MTOMOLIH

Ne Kputepumn kauecrBa YYP yaon

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 BbIMOMIHEHO UMTOXMMMYECKOe uccnegoBaHne Mukponpenapata KM (6nacTHbix B 2
knetok KM)

4 BbINONIHEHO CTaHAapTHOE LMTOreHeTM4yeckoe uccnegoBaHue (KapuoTun) acnuparta B 2
KM (B TOM 4mucne BbINOSIHEHO UCCNefOBaHue Ans AeTeKuuu TpaHcnokaumm t(9;22)
nt(4;11))

5 BbINONHEHO MMMYHO(EHOTMNNPOBAHME reMOMNO3TUYECKUX KeTOK-NpeaLleCTBEHHNL, B 2
B KM

6 BbinonHeHa KT ronosbl, OpraHoB rpyaHOM M 6pOWHOM NonocTemn C 5

7 BbinosiHEHa CNMHHOMO3roBas MyHKUMSA C LUTONOMMYECKUM UCCIef0BaHMEM KIETOK B 2

CMUHHOMO3rOoBOM XXMAKOCTHU (MVIKpOCKOI'IVI'«IECKoe vnccnepoBaHme CrMHHOMO3roBOM
XNAKOCTU, NOACHET KJIETOK B CHETHOMU KaMEDE)

8 MauMeHTy BO BpeMs MepBOi AMArHOCTUYECKOW CMUHHOMO3roBoi nyHkumm | C 5
BbIMNO/IHEHO MHTPaTeKasibHOe BBEAEHWE XMMUOMPenapaTos

9 B3pocnomy naumneHTy ¢ Ph-HeratmBHbiM OJ1J1 npoBeaeHa WUT, cornacHo ogHOMy u3 B 2
ABYX MNPUHUMMOB XMMUOTEpPANeBTUYECKOro BO3AENCTBMA: 1) MMMYAbCHOE,
BbICOKOAO3HOE C MocCieayowein MNoCTOSHHOW  MoAadepXuBaloLwen Tepanuen
(nporpamma Hyper-CVAD); 2) 6onee TpaauumoHHoe (cTaHpapTHoe) - 8-9-
HeaenbHas  HenpepbiBHas  WMHAYKUMS C  MNOCNeAyWUMU  HEOAHOKPATHbIMU
BbICOKOAO3HbIMWM ~ MWenoabnaTUBHbIMM  KypcaMM U B MOC/AeAyloleM  —
NoAAEPXMBAOLWMM fleYeHnem

10 BbinonHeH Bbi6paHHbIA AN AAHHOMO MauMeHTa MPOTOKON C HEYKOCHUTENbHbIM C 5
Ccob6/104eHNEM BPEMEHHOMO periaMeHTa

11 [MaumeHTy, He3aBMCMMO OT MNPUMEHSEMOro npoTokosa (KpoMe Tepanuu 3pesioro B 2
BapuaHTa B-OJ1J1), BbINOSIHEHO MNOAAEPXMBAlOLLEE JleYeHMe, CcocTosiee: wu3
eXeHeBHOro nprMeMa MepkantonypuHa**, metoTpekcata** (4o3MpoBKa COrlacHo
npotokony) - 1 pas B Hepento, MynbCOB TMHOKOKOPTUKOCTEPOUAHbLIX TOPMOHOB U
BUHKpPUCTUHa** — 1 pa3 B mMecsy

12 Maunenty ¢ OJIJ1/1IBJ1 U3 rpynnbl BbICOKOrO pucka nmbo nauunenty ¢ OJI1/JIBJT npu Cc 5
peunamBe 3aboneBaHusl, a TakXe MX cMbAMHraMm BbiNONHEHO onpeaeneHne HLA-
@HTUIEHOB C Liesiblo NOMCKa NoTeHuManbHoro JoHopa KM

13 MaumeHTy Ha 3Tanax WHAYKUMW U KOHCONMAaUMW Mepes HayanaoM KaXAoro C 5
nocneaywouwero stana Ambo 1 pas B 2 Mecsua BbINOSIHEHO KOHTPOJIbHOE
nccnepgosaHne KM (nonyyeHue umtonormyeckoro npenapata KM nyteMm nyHKUMM
(cTepHanbHas  MNyHKUMA) W UMTONOrMYecKoe  uccrnegoBaHve  Maska KM
(MnenorpamMma) n3 ctepHanbHOro nNyHKTaTa)

14 MaumeHTy Ha doHe noaaepxunBatowen Tepanum 1 pa3 B 3 Mecaua B Te4yeHue 2 net C 5
W B [JanbHeWleM, Mocfie CHATUS C JIeYeHUsl, Kaxable nonaroga Ao 3 net
HabnwaeHMss  BbINOJIHEHO  KOHTposibHOe — uccnegoBaHve KM (nonydeHue
umMTonormyeckoro npenapata KM nyteM nyHKuMn (CTepHanbHasi MNyHKUMS) U
umTonormyeckoe uccnegosaHme Maska KM (MmenorpamMma) u3 CTEpHasbHOro
nyHKTaTa)

15 MaumeHTy € no3aHuM peumamsom OJI1/N1BJT Ha3HaueHa cTaHAapTHas Tepanus OJ1J1 C 5
1-1 nnuHnmn
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Ipuaoxkenue Al. CocraB padouer rpynnsl mno
pa3paloTke H mepecMOTpPy KJIHMHUYECKHX
pPeKoOMeHaaAlni

1. CaBuenko B.I., akamemuk, a.M.H., mnpodeccop, reHepanbHbiii gupexktop PI'BY «HMUIL
remarojorun» Munszapasa Poccun
2. ITapoBuuynuxkoBa E.H., n1.M.H., 3aBenyromas HayYHO-KIMHUYECKUM OTHEJIOM XHMHOTEPAIIUH
reMo0J1acT030B, JEMPECCU KPOBETBOPEHHUS U TPaHCIUIAHTAIMU KOocTHOTO Mo3ra ®I'bY « HMUI]
remaronorun» Munszapasa Poccun
3. Tpounkass B.B., k.M.H., 3aBeaymromias Hay4YHO-KJIMHUYECKUM OTAEICHUEM XHMHOTEpaUu
remo0i1acto30B U aenpeccui kpoersopenust GI'BY «HMMUIL] rematonorun» Munsapasa Poccun
4. CokonoB A.H., K.M.H., cTapmuiid Hay4YHbI COTPYJHHUK HAyYHO-KJIMHHUYECKOTO OTIEICHUSA
XUMHOTEpanuu reMobiacto3oB u jgemnpeccuii kpoerBopeHuss ®I'BY «HMUIL] remartomorum»
Munszapasa Poccun
5. Ky3bmuna JILA., K.M.H., 3aBeIylollas HAyYHO-KJIMHUYECKUM OTACJICHUEM TPAHCIUIAHTAUU
kocTHOro mosra ®I'bY «HMMUI] remaronorum» Munszapasa Poccun
6. Kasicoa T.A., a.M.H., mpodeccop, 3aBeayrllas HayYHO-KIMHUYECKOH JabopaTtopueit
Mukpoouonorun OI'bY «HMUIL] remaronorun» Munzapasa Poccun
7. lappuwiauHa QO.A., K.M.H.,, CTapIuid Hay4YHbI COTPYJHHUK OTACICHHUS XHWMHOTEpanuu
remo071acTo30B U aenpeccuit kpopeTtBopeHuss PI'bY «HMMUILL rematomorumy Mun3apasa Poccun
8. bonpapenko C.H., x.m.H., HUWM nerckoit remaronorum U TpaHCILIaHToJdOorMuu uM. P.M.
T'opb6aueBoit, Cankr-IleTepOyprekuit rocyaapCTBEHHbIA MEAUIIMHCKAN YHUBEPCUTET
9. bapanosa O.10., K.M.H., CTapuIuil Hay4YHbIN COTPYAHUK oTAeeHus remartojgoruu ®I'bY «HMUIL
nm. H.H. brioxuna»
10. KoncrantunoBa T.C., I'bY3 CO «OOGnactHoil remaronoruueckuid 1meHTp CBepaioBCKon
00JIaCTHOM KIIMHUYECKOW O0NbHULIBI Ne 1)
11. CamoiisioBa O.C., k.M.H., 3aBeayromias otaenenueMm remarosioruu ['bY3 HO «Hwmxeropoackas
oOnactHas knuHUYeckas 6onpHuna uM. H.A. Cemarniko»
12. Kanopckas T.C., x.M.H., 3aBeAytomias otaeineHueMm remaronoruu, ['bY3 «Upkyrckas opaena
«3unak [Touera» obnacTHas KIMHUYECKAsE OOTHHUIIA
13. Jlanun B.A., k.M.H., 3aBenyronmii otaeneHueM remaromorun I[BY3 SO «ObGnactHas
KJIMHUYECKast OOJILHHUIIA)
14. Kansanos K./, k.M.H., 3aBeayromuii otaeneHuem remarosniorun ['bY3  «Bosnrorpanckuii

00JIaCTHOW OHKOJIOTUYECKUI AUCTIAHCEP»
BbJ1ok mo opranu3zanumu MeUIUHCKON MOMOIIIN:

15. I'eBopksin Turpan I'arukoBu4, 3amectureinb gupexkropa HUM KOP ®I'BY «HMMUIL onkonorumn
umMm. H.H. brioxunay, riaBHBIN cieHaInCcT-0HKOJI0T MOCKOBCKOM 00J1aCTH.

16. UBanoB Cepreii AHaroiabeBu4, jA.M.H., npod. PAH, mupextop MPHI] um. A.®. Ilpiba —
¢ummana ®I'bY «HMULI pagnonorun» Munszapasa Poccun.

17. HeBoibcKkuX AJiekceil AJjiekceeBHMY, J.M.H., 3aMECTUTEIb ITUPEKTOpa MO JiedeOHOM padote
MPHI] um. A.®. [{p16a — pummana ®I'bBY «tHMUIL] pagronorun» Munszapasa Poccun.
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18. XaiinoBa 7Kanmna BuagumupoBHa, K.M.H., 3aMECTUTEIb JAUPEKTOpa MO OPraHU3alLMOHHO-
Meronuueckot pabore MPHI[ um. A.®. [piba — ¢unmana ®I'bY «HMUL] panuonorum»
Munsapasa Poccun.

KonguaukT HHTEepecoB: aBTOPHI 3asBISAIOT 00 OTCYTCTBUU KOH(MIMKTa HHTEPECOB.
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IIpunoxxenne A2. MeronoJiorusi paspadoTku
KJINHUYECKHUX PeKOMEHIAIMHT

eseBast ayiuTOpUsi KIMHUYECKUX PEKOMEHIAMM:

BpAYU-TE€MaTOJIOTH;

e Bpa4YM-OHKOJIOTH;

e BpAuM-TEPAIICBTHL;

e BpPAYM-AKYIIEPBI-TUHEKOJIOTH;

e BpAYM-AHECTE3UOJIOIU-PEAHUMATOJIOTH;

e Bpauyu-KIMHUYECKUE (DApMAKOJIOTH.

Poccuiickas wucciienoBaTenbCckasl rpynmna no HM3y4eHUIO0 OCTphIX Jielko30oB ¢ 1995 r. mposena 3
MHoroneHTpoBbix KW no neyenuto mamuentoB ¢ OJIJI B Bo3pacre or 15 no 55 ner, B KOTOpbIX
MPUHUMAJIM y4yacTue reMaToioruueckue HeHTpsl u3 6onee yeM 30 ropogos Poccuu. PesynbraThl 31X
MCCJIeIOBAaHNN HEOJHOKPATHO OMyONIMKOBAaHBI U OOCYKIIEHBI Ha €XETOJHBIX pa0OYuX COBEIIAHUSIX
UCCIIEIOBATENbCKOM Tpynmnbl. KpoMe Toro, npu co3qaHuu HallMOHAJIBHBIX PEKOMEHIALMMI HCIIOIb30BaH
ONBIT M OTAENbHBIX (peepasbHbIX TeMaTOJIOrMYECKUX IIEHTPOB, B KOTOPBIX KOHLEHTPUPYIOTCS

OOJIBHBIE PTUM 3a00JIEBAHUEM.

Poccuiickas uccnenoBarenbckas rpynmna mno jedenuto OJUJI B3pocnbix (manee — RALL) sBisieTcs
YYaCTHUKOM OOIIEEeBPOIEHCKON Koomnepaluyd B 3TOW 00JaCTH IeMaTOJIOrMU U BXOJUT B €BPOIEUCKYIO
pabouyto rpynmy mno uszydeHuto OJIJI m oObenuusieT 14 wmccraemoBaTeIbCKUX TPYII W3 Pa3IAYHBIX
eBponeiickux cTtpad. [Ipu pa3paboTke pexkoMeHAAUUH TaKKe YUYHUTHIBAJICS OIBIT aMEPUKaHCKHUX

uccaeaoBarenbekux rpynn u pekomenganuu NCCN.

[Tockonmbky OJUJI mpexacraBnser coboil peakoe 3a0o0JeBaHUWE W XapaKTEPU3YETCS CYIIECTBEHHOM
reTepOreHHOCThIO, B HacTosIIee BpeMs obmieit nporpammel jgeuenus OJIJI He cymectByror. Tepanus
OJIUI derko muddepennupoBana. B ocHoBe Poccuiickux pekoMeHIamuii Jexar pe3ysbTarhbl
COOCTBEHHBIX HCClenoBaHui, EBpomeiickue pexoMmenmanmuu 1o JsedeHuro OJIJI, AmepukaHckue
pexomenanun NCCN.

Tab6aunua 2. [lxana onenku Y1/ 1u1ist METOIOB TUArHOCTUKH (IMAarHOCTHYECKUX BMEIIATEIHCTB)

yan PacwundpoBka

1 CucteMaTuyeckme 0630pbl UCCNEAOBAHUM C  KOHTpPoSieM pedepeHTHbIM MEeTOAOM WM  CUCTEMATMYECKUit 0630p
paHAOMU3MPOBaHHbIX KU Cc NpMMeHeHMeM MeTaaHanmsa

2 OTaenbHble UCCNefoBaHWUs C KOHTponeM pedepeHHbIM METOAOM WM  OTAE/bHble paHAOMWU3MpPOBaHHble KU u
cucTemMaTmyeckme 0630pbl UCCNeaoBaHuin Noboro amsariHa, 3a UCKTIYEHWEM paHAOMU3MPOBaHHbIX KW, ¢ npuMeHeHneM
MeTaaHanusa

3 NccnepoBaHua 6e3 nocnefoBaTeNlbHOrO KOHTPONs pedepeHTHbIM METOAOM WM  UCCNeAoBaHWs C pedepeHTHbIM
METOAOM, He SBAAOWMMCS HE3aBWCUMMbIM OT WCCNeLyeMOro MeToAa WM HepaHAOMW3UPOBaHHblE CpPaBHUTENbHbIE
nccrnefoBaHUs, B TOM UMCNe KOrOPTHbIE UCCNEL0BaHMS

4 HecpaBHUTeNbHbIE NCCef0BaHUSA, ONUCaHUE KIIMHUYECKOro criydas

5 MmMeeTcsa nuwb 060CHOBaHME MexaHM3Ma AEeNCTBUA UM MHEHMe JKCNepToB
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Tabmuua 3. Illxama omenku YIJI 11 MeTOmOB NPOQPMIAKTHKH, JICYCHUS W peaOUIUTaIluu

(mpodumnakTuyeckux, J1e4eOHBIX, PeaOMIIMTAIIMOHHBIX BMEIIATEIbCTB)

yaa PacwudpoBka

1 CucremaTtmyeckuin 0630p paHAOMU3NPOBaHHbIX KU ¢ npuMmeHeHneM MeTaaHanmnsa

2 OTpenbHble paHAoOMM3poBaHHble KW 1 cuctemaTmyeckme 0630pbl MccnenoBaHuii noboro AmsariHa, 3a WUCKIKYeHUeM
paHAOMU3MPOBaHHbIX KW, ¢ npyMeHeHMeM MeTaaHanusa

3 HepaHooMu3MpoBaHHbIE CpaBHUTESbHbIE UCCNIEA0BAHUSA, B TOM YUC/1E KOMOPTHbIE UCCNeA0BaHUSA

4 HecpaBHUTeNbHbIE UCCNefOBaHUS, OMUCaHUE KIIMHWYECKOrO Crlydass WM Ccepuun CriyvyaeB, uUccnenoBaHUsd <<cnyqa17| -
KOHTPOJIb>»

5 MmeeTca nuwb 060OCHOBaHWE MexaHW3Ma [AEeNCTBUS BMellaTenbCTBa (,CLOKJ'IVIHVI‘-IeCKVIe VICCﬂe,EI,OBaHl/Iﬂ) nan MHeHune
3KCnepToB

Tabmmuna 4. Illkana ouenku YVYP nns MeronoB NpopUIAKTHUKWA, JUATHOCTUKH, JIEYEHUS U

peabunmutanmy  (MPOPUIAKTHYECKUX,  JUATHOCTHYCCKUX,  JICUCOHBIX,  peaOMIUTAIMOHHBIX

BMEIIATEIbCTB)
YyP PacwundpoBka
A CunbHasa pekoMeHzaums (Bce paccMaTpuBaeMble KpUTepUM 3PPeKTUBHOCTU (MCXOAbI) SIBASIOTCS BaXXHbIMU, BCE

nccnenoBaHnda UMMEKT BbICOKOE WM yAOBJIETBOPUTESIbHOE METOAO/IONMYECKOE KayeCTBO, WUX BbIBOAbI MO
MHTEPECYOLWNM NCX04aM ABNAKTCA COFﬂaCOBaHHbIMM)

B YcnoBHasa pekoMeHaaumsa (He Bce paccMaTpuBaeMble KpuTepun aheKTUBHOCTM (MCXOAbI) ABASIOTCS BaXHbIMU,
He BCe WCCNeAoBaHWS MMET BbICOKOE WU YyAOBNETBOPUTENIbHOE METOAO0/IOMMUYECKOE KauyecTBO M/WaM UX
BbIBOAbI MO MHTEPECYIOLLMM UCX0AaM HE ABNSOTCA COrNlacoBaHHbIMM)

C Cnabasi pekoMeHaaums (OTCYTCTBME A0OKa3aTeNbCTB HaZnexallero kayectsa (Bce paccMaTpuBaeMble KpUTEPUM
3 deKTUBHOCTM (MCXOAbl) SIBASKOTCS HEBaXKHbIMW, BCE WCCNELOBaHMS WMET HU3KOE METOAO0SI0rMYeckoe
KauyecTBO M WX BblBOAbI MO MHTEPECYIOWNM UCXOAAM He ABASOTCS COrNacoBaHHbIMM)

Iopsinok 00HOBJIEHUS KINHUYECKUX PEKOMeH AUl

Mexanusm obnoienust KW npegycMmarpuBaeT ux CUCTEMATHUECKYIO aKTyaIM3aluIo — HE pexke ueM |
pa3 B 3 roja WM MpU TMOSBICHUM HOBOW MH(OpPMAIIMU O TAKTUKE BEJEHUS MAIMEHTOB C JAHHBIM
3a0oneBanueM. Pemienne 00 oOHoOBieHMM mnpuHuUMaeT M3 P® Ha OCHOBE MPEAJIOKEHUN,
MPEICTABICHHBIX ~MEIUWLUHUHCKUMU HEKOMMEpPYECKUMH MpOo(eCCHOHATBHBIMU  OpraHU3alUsIMH.
CdopmupoBaHHbIE TPEATOKEHUS JIOJDKHBI  yUWTHIBATh  PE3YlIbTaThl  KOMILJIEKCHOM  OIICHKHU

JICKAapCTBCHHLIX IIPCIIapaToB, MCAULIMHCKHUX HBHGHHﬁ, ad TAKIKC PC3YJIbTAThI KJIMHUYECKON anp06au1/11/1.
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IIpunoxkenne A3. CnpaBo4yHbIe MaTePHAJIbI,
BKJIIOYasi COOTBETCTBHE IMOKAa3aHNUH K NPUMEHEHHIO U
NPOTHUBONOKA3AHUI, CIIOCO00B NPUMEHECHUS U /103
JIEKAPCTBEHHBIX NPENnaparoB, HHCTPYKIHUH 110
IPUMEHEHHUIO JIEKAPCTBEHHOIO Mpenapara

HNPUJTOKEHUE A3.1. IIporokous! Jeuenuss OJIJI

IIpoTokoJ poccuiickoil ucciaenoBareabcko rpynnbl 1ist Ph-neratusubix OJIJI y nauueHToB B

Bo3pacte MoJio:ke S5 set — «OJIJI-2009»
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Cxema npororoaa «OJLT-2009x

Ipedgpaza: npenumzonon®* 60 mr/m®, 1-7-11 quu

——

<25 % OGnacToB
I gpaza unoyruuu

Ipeornuzonon** 60 mMr/m?,

HMyaxona KM aa 8-ii 1emn ——-—._._\_________i

=25 % bGmacToB
I ghaza undyruus

Hexcavemazon®* 10 mr/m?,

8-28-ii nan + 7 gHEel OTMeHE! §—28-i1 mun + 7 aHell oTMeHE!

Jayropyommia** 45 mr/m?, 8, 15, 22-i1 aan
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
Iprapaduu™®* 75 mrim?, 45—48-i1, 59—62-i1 qun
Acnaparnraza** 10 000 EIl/m?, 50, 57, 64-i1 aan

Hyakoaa KM aa 70-i nenn

— I——

=35 % O1acTOB

'

=5 % 0IacToB

.

Koncoanoawus I Hpozpamma
o Jlegcamerason™™ 10 sr/m®, 71-84-i1 guu + 7 aHeil oTMeHb! JEYEeHUA
o JlokcopyOmumeE** 30 mr/sv?, 71-if, 85-i1 mun pesucmenmusix ghopm

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

Koncoauoanus IT
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Momdnkama  no3sr
MepKanTomypiHa** B

JABHCIIMOCTII oT
VPOBHA JeilKOINTOB 1
TpoMOOLITOB




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

MepranTomypia®** 25 yr/s®, 106—133-i1 gun
HMuxnodocdamun®™® 1000 smriv?, 106-i geHs
HMurapatma®* 75 mr/s?, 108-111-11, 122—-125-i1 aan

Acmaparnsaza** 10 000 EI/m?, 11341, 127-i1 aun

(12 mammenToB ¢ T-OJUT ocymecteaserca chop I'CK),

ayT1o-TI'CK BEMNOIHASTCA MOCTe/ BMECTO

IV n V KoHcomIIamm)

Knﬂcm}dnqm IV
MetoTtpekcar** 1.5 r/'m? (B Tewerne 24 1), 134-ii neHs
Jexcamerazon®* 30 mr/m?, 134—136-11 gun

Acnaparnraza®** 10 000 EJTI/m?, 136-ii meHs

’

Kouncorudauua V

ITnTapadne** 2 r/m?, 2 pasa B nens, 148-ii 1eHs
Jexcamertazon®* 30 mr/m?, 148-150-i1 mumn

Acnaparnuaza®* 10 000 EI/s*, 150-i1 aens

'

-

4
Yucao Yucao Hoza
JeliKomA | TpoMOON | MepKanT
TOB HTOB OnypHHA

k4

Bonee 2.0 | Bonee 100 | 100 %%
« 1080 « 1080 03K
Or 1.0 =| O 50 x| 50 %
10%1 gmo| 10%n 4o | mozmt
2.0 = | 100 X
10%/n 10%/n
Menee Menree 50| 0%
1.0 % | = 108/n
10%n

Hﬂﬂﬂfpﬂxﬂﬁﬂlﬂlﬂﬂﬂ MeEPANNR 68 INEYERHIE 2 aem om Momenma FAGEPHIEHHURA nociednezo Kypca

ROHCOTROTNNN

Mexcdy quraamu noddeprcusaroien mepanun Hem unmepsaios: I-u dens nocaedyionezo

Kypca caedyem cpasy 3a nocTeOHuM OHEM NPESUECTNEYIOLEZO

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

(cymmapuas 003a aHMPAYUKIUHOBLIX AHMUOUOMUKOS 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
Jayraopyommm** 45 mr/m®, 1-ii JeHB

Metotpekcat** 30 mr/v?, 2, 9, 16, 23-i1 gun

"‘1\'

Moandukans 10361
MepKanTomypuHa** n
MeToTpercaTa®*™ B
JABHCHMOCTIH OT
YPOBHA JIeiIKOLNTOB H
TpomOOLITOB

-

nooodepacusaroweti mepanuu cocmasnsiem 360 me/m’ 6 pacueme na daynopybuyun**)

Iloooeporcusarowana mepanus, yuxavt Ne 21(4-24):

Hexcamerazon™®* 10 mr/m?, 1-3-i 1HA

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

Bunkpuctua™* 2 mr, 1-if nenp

Mertotpekcar** 30 mr/m?, 2, 9, 16, 23-ii nau
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o Acmaparunaza** 10 000 EJI/m?, 3-i1, 10-i nam
Ilpogpunaxkmuka neitponeiikemuu

NutparekanpHo (uTapadun®* 30 mr, metoTpekcar™** 15 mr, gexkcamerazon®* 4 mr): 0, 7, 14, 21, 28,
35, 70-ii gum B Teuenue WMT, 105-it nenp koHcomupaumu II, kaxaple 3 Mecsla B TEUCHHE

MOAAECPKUBAIOLIECH TEPAITUU.
Jleuenue neitponeitkemuu

[Tocne nuarHocTuku HeWpoleHkeMuu Bce OOJIbHBIE, MOYYAIONINe MPEIHU30JI0H™*, mepeBoasITCa Ha
nekcameta3on™*. JlromOasibHble MyHKIIMH BBIMOJHAIOTCS € 4acToToil 1 pa3 B 2-3 nHA 10 nmosyudeHus 3
HOpPMAaJIbHBIX aHAJIM30B JIMKBOPA, 3aT€M IIyHKLIMH BBIIIOJIHAIOTCSA 1 pa3 B HEJENI0 B TEUYEeHHE3 Mec,

3areM | pa3 B 2 Hen B TeueHue 3 Mec, 3areM | pa3 B 2 MeC 10 OKOHYAHHMS JICUEHUS.

IIporokon Hemenkoi uccaenopareabckoi rpynmnsl 1 Ph-meraruBubix OJIJI y manuenToB B
Bo3pacte Mmoioxke 55 ser GMALL (06/99 u 07/03)

da3a Tepanuu Jo3a, nyTb BBe1eHHS Bpemsi BBeneHust

Mpendasa (1-5-it q1HM)

Jlexcamerazon™* 10 Mr/M? BHYTpb 1-5-#1 nHn
Huxnodochammm™* 200 mr/m? B/B (1 ) 3—5-i1 nHuU
Merotpekcar** 15 Mr uHTparekaibHO 1-i1 nenp

I ¢paza unpykumnu (6—20-ii neHnb)

Jlexcamerazon™* 10 mr/m? BHYTPb 6, 7, 13—16-i1 gun

Bunkpuctun** 2 mr B/B (00JIFOCHO) 6, 13, 20-i1 nau

JayHopyOunun™** 45 mr/m? /8 (15 mun) 6,7, 13, 14-ii nuu
Bospacm >55 nem 30 me/n?

o Acmaparunaza** 10 000 EJl/m?, 20-#, 17-i nau

['-KCD 5 MKI/KT ITOIKOXXHO Hauunas ¢ 6-ro gus
Y nayuenmos ¢ ucxoonvim

Konuuecmeom Heumpogunos <500/mkn Hauunas ¢ 1-ro nus

TaxTuka BeeHHs MALMEHTOB C MCXOMHBIM KoMruecTBOM HerTpodunoB <500/MKI (MK pa3BUBIIMMCS

B TeueHue 1-x 5 qHei):
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o [IP unu wacmuunas pemuccus Ha 11-ii Oenv: 68edenue OoayHopyouyuna™**, eunkpucmuna** u

OexcamemasoHa™** npu neobxooumocmu modicem Oblmb NepPeHeceHo 00 B0CCMAHOGNIEHUS YUCILA

Heumpogunos >500/mxn (makcumym Ha Hedeiro).

L Hpu pesucmenmrocmu Uil npocpeccuu. npodomfceHue mepanuu.

Ouenka pemuccuu: 11-ii u 26-i1 nau (¢ onenkoit MOB).

II ¢a3za unaykuum (26—46-i x1HM)

Huxnodochammmg™**
[utapabun**
MepxkanTomnypun™*
MeTtoTtpekcar**
I-KC®

O6nyuenune HTHC

1000 mr/m* B/B

75 mr/m® B/B

60 Mr/m> BHYTpb

15 Mr uHTpaTeKkanbHO

5 MKI/KT OAKOKHO

24 Tp

26-11, 46-i1 nHU

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

28, 35, 42-i1 qan

HaynHas ¢ 26-r0 qHA

[Tammmentam ¢ T-OJIJI ¢ mopakeHreM CpeaoCTEHUS B Hadaje BTOPOU (a3bl MHAYKIIMHA BBITIOHSICTCS

KT-xontponb. Ilpu octarounoit omyxonu >2 cM mocie BTOpou (a3bl MHAYKIIMHA B MPOTPAMMHYIO

Tepanuio BKIOYAIOT O0IyUYEeHHE.

Onenka pemuccuu: 46-it nesp (¢ onenkoir MOB).

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

Bospacm =35 aem
#3Tomo3na™*
urapabmu™*
Bazpacm =35 aem
I'-KCd
Metorpexcar**
Iurapabna**

Jekcamerazon**

10 mr/m® BHYTPE

1 mr/m? (max 2 mr) 8/ (GomrocHo)
1.5r/m2 /B (24 1)

1,0 2/ gle

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/ET OOKO&HO

15 mr
40 mr

HHTpATEKATBEHO

ER i

Ouenka pemuccuu: 71-it gens (¢ ouerkoit MOB).

1-5-i1 gan
1-ii DeHE

1-it mens

Ha4IHAA C 7-TO JHA

12-11 neHs

Hanee mpoBomautcss mobOunuzammst u c6op CKK Bcem mamueHTaM CTaHAApTHOTO pPUCKA U BCEM

MMagueHTaM BBICOKOI'O M OYCHBb BBICOKOT'O I'PYIIIT PUCKA, Y KOTOPBIX HET JOHOPA.

CxeMa JanpHENIIero JeYeHUs 3aBUCUT OT TPYMIIbI PUCKA, K KOTOPO MPUHAJICIKUT MMAILIUEHT.

PekomeHaoBaHO K n3y4yeHuto pegakropamu canta MeaYHumeep - https://meduniver.com/



Jas rpynnsi cTAHIAPTHOIO PHCKA:

Koncoanzanns IT (16-a nenens)

MetoTpercar**

Bospacm >33 nem

Acnaparunasa**

Meprantomypun**

1.5 v/ 8/B (24 q)
1.0 2w’ efs

10 000 Ed/w?,

60 mr/v? BHYTPB

Ouenxa pemmucenn: 16-1 Hegena (¢ onenroii MOB).

Peanayknna I (22-a nexeasn)

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

Mepranromypus®*

20 mr/n? 8/B 3 pBa

1 mr/st? 8/8 (GomocHo)

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

15 Mr

40 mr HHTPATEKATEHO

4 nir

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)

MetoTpekcar** 1.5 r/m? 8/ (24 1)
Bospacm =55 1em 1,0 /v a/s
Acnaparunasa®® 10 000 Ed/ae?,
Mepranromypun®* 60 mr/m? BHYTPB

Koncoanzanusa IV (36-a sexens)

LaTapaonm** 150 mr/m’ 8/'B

Tenunosua 100 mr/y? 8B (2 9)
Metorpexcar*® 15 mr

Hutapaous™** 40 mr HHTPATEKATBHO
Tekcametazon™* 4 mr

Koncoanzanna V (41-a nenens)

Huxnodochanma** 1000 mr/y? 8/8
IaTapaoun** 500 mr/se? B/ (24 |)
Metorpexcar** 15 mr

LlnTapaous** 40 mr HHTPATERATEHO
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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 aHH

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).

Konconananas VI (46-n nenens)

Merotpekcar** 1.5 rim’ 8/B (24 1)
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

W MEPANUA & PAMKAX uccledosaniil.

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

;L'II rpynnokl BEICOKOI? H O9€HE BERICOKOTD PHCKA:

IMpu Hatuyuu donopa:

*»  An10-TT'CK podcmeennan wiu HepodcTHEENHAA.

Ilpu omcymemeuu donopa:
Konconnnanua I1
OJLT 53 B-npeaimecTBeHHHKOB
#Mnapyonumn®**

Bospacm =33 1em
#@mynapaonn**
urapadouu™**

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

NercaMmeTtazon™*

10 sr/s? /e (15 Mun)

7 me/n? a/s

30 mr/s? B/B (1 9)
2r/mie/s(24)

1 2/ efe

5 MEr/ET

15 mr

40 mr HHTpaTeKaIBHO

4 mr

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

OJL1 m3 T-npenmecTBeHHHKOB
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1-ii, 3-it aan

1-5-i1 oum

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

[larueHTs! W3 Tpynn BBICOKOTO M OYEHb BBICOKOTO PHUCKOB, KOTOPHIM HE MOMKET OBITH BBHINOJIHEHA
TpaHCILIaHTaus, noiaydaroT XT mo mporpaMme rpynmbl CTaHIApTHOTO PHUCKA C COOTBETCTBYIOIIUM

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

IIporokoa 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/KUBAIOIIEH TEpPaIIHH.

®da3za Tepanuu [o3a, nyTb BBeeHHUS Bpewmsi BBeneHust
Hyper-CVAD
Huknodpochamumg* 300 mr/m” 2 pa3a B aeHb B/B (2-3 1) 1-3-if aHu

(Bcero 6 BBeneHUIA)

Bunkpuctun** 2 Mr B/B 4-ii, 11-#1 nHA
JlokcopyOourma™** 50 mr/m? B/B (24 u) 4-i1 neHpb
JlekcameTrazon™* 40 Mr B/B U BHYTPb 1-4-i, 11-14-i1 quun

HD-MTX-Ara-C
Metotpekcar** 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 nem 1 2/m° 6/6

(Bcero 4 BBeJICHUS);

Metunmnpeaauzonon** 50 mr 2 pasa B IcHb 1-3-11 qaun
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(Bcero 6 BBeieHUN)

[Ipodunaxruka nopaxenuss LITHC mpoBomutcs Ha KaxaoM Kypce, CyMMapHO 16 HMHTpaTeKaIbHBIX

BBEJICHUU:

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

e I{urapabun™* — 100 Mr uHTpaTEeKAIBHO, 7-11 ICHB.
Obs3amenvHas no00epiHcUBAIOWas mepanus 6 meyerue 2-x jiem.

IIporokou ¢ppanuysckoi rpynnbl GRAALL-2003

®da3a Tepanum [o3a, nyTh BBeACHUS Bpems BBeaeHust
IIpeadgasa
[Ipenuuzonon™* 60 Mmr/m> oHaa —7 po —1
MeTtoTtpekcar** 15 Mr uHTpaTeKaIbHO Mexay —7 u —4
Nupyknus 1
[Tpeqauzonon™* 60 Mr/m> 1-14-i1 naun
JayHnopyoununa™* 50 mr/m? 1-3-11 gHu
30 mMr/m> 15-1, 16-i1 quu
Bunkpuctun™* 2 Mr 1, 8, 15, 22-i numn
Acmaparunaza™** 6000 EZ[/M2 8, 10, 12, 20, 22, 24, 26, 28-i1 1un
Huxnodochammmg™** 750 mr/m> 1-11 neHn
750 mr/m? 15-ii neHp (pu XOpoIIEM PaHHEM OTBETE)
500 mr/m> (12 u) 15-#, 16-i1 nenp (Mpu HEAOCTATOYHOM pPAHHEM
OTBETE)
Ounrpactum™** 5 MKr/Kr ¢ 17-ro aHst 10 BOCCTAHOBJICHUS TPAHYJIOLIUTOB

NHTeHCUBHBIN HHAYKUUOHHBIN KypC IPH OTCYTCTBMM pemuccuu nocJe I ¢pasbi
#U napyOunua™* 12 mr/m2 1-3-11 guu

[urapabun** 2 t/m? (12 1) 1—4-i naN

skk -
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Konconupanus — 6;10k0Basi Tepanus

baoku 1, 4,7

[utapabun** 2 t/m? (12 ) 1-i1, 2-it nHA
Hexcamerazon™* 10 mr (12 u) 1-i1, 2-i1 THU
Acnaparunaza** 10 000 ex/m? 3-ii n1eHb
Ounrpactum** 5 MKT/KT 7—13-i1 nHH
baoku 2,5, 8

MeTtoTtpekcar** 3 /m” B/B (24 u) 15-it nenp
Bunkpuctun** 2 Mr B/B 15-ii nenp
Acmaparunaza™®* 10,000 ex/m> 16-i1 neHb
MepxkanTomnypun™* 60 mr/m> 15-21-ii nHK
dunrpactum** 5 MKT/KT 22-27- nHA
baoku 3, 6,

Hukropochamun** 500 mr/m> 29-i1, 30-# nHU

#ITomo3m* * 75 mr/m? 29-i1, 30-i1 qHU
Merotpekcar** 25 Mr/m2 29-11 1eHb
dunrpactum** 5 Mkr/kr  C 31-ro gHs 10 BOCCTaHOBJICHUS TPAHYJIOIMTOB

Ho3nussa naTeHcupukanus (Mexay 010KkaMu KOHCOTUAAUM 6 1 7)

/na nayuenmoe 6 IIP nocne I ¢hazvt undykuyuu

[Ipenuuzonon™* 60 Mmr/m> 1-14-i1 N

Bunkpuctun** 2 Mr 1, 8, 15-i nau
HNayHnopyourua™* 30 mMr/m? 1-3-1 gan

Acnaparunaza™** 6 000 EI[/M2 8,10, 12, 18, 20, 22-i n1an
Huxnodochammmg** 500 mr/m? (12 ) 15-1 nenp

OunrpactTum** 5 MKr/kr  eciu HeiTpoduisl <0,5/1, 10 BOCCTAaHOBIEHUS
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/na nayuenmoe 6 I1P nocne Il unmencusnoit gpazot

#U napyOunua™* 9 Mr/m2 1-3-11 nuu
[utapabun** 2 t/m? (12 ) 1-4-i1 naN
Ounrpactum** 5 MKT/KT ¢ 9-r0 JHA 10 BOCCTAHOBJICHUS TPAHYJIOLIMTOB

[MonnepxkuBarmomas Tepanus

[Ipeaauzomon™* 40 Mr/m> 1-7-11 gHU Ka)XABIM MecsIl B TeueHne 12 mec
Bunkpuctun™* 2 MT 1-11 neHp KaXKIbIi Mecsll B TeueHue 12 mec
Merotpekcar** 25 Mr/M?/He T BHYTPb B TeueHue 24 mec
MepxkanTonypun™* 60 mr/m/11eHb B TeueHue 24 mec
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IMHC: npoduaakraka 1eqenne

Hpoguraxmura

MeTtoTpekcar** 15 mr 1-if 1 8-if DHH HHIYKIAH:
Lntapaoua™* 30 mr HHTPATEKATBHO 20-i1 meHB Ka®I0TO DJI0KA
Metnanpeaansoaon™? 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,

| sBeacHue Ha 29-f qens 3 u 6

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)

Hpedghaza: npeammsonon 60 mr/s®, 1-7-i 1R

*___________._._-—-—- Iyaxknua KM sa 8- jenn ‘—-—-_._.___________‘

<25 % OIacToB =15 % baacToB
I ghaza undyraun IT ghaza umdyruun_
Ipednuzonon** 60 mr/ne, dexcavemaszon ** 6 mr/w?,
8—14-i1 aum + 7 anedi oTMEHE 8—14-i aun + 7 aHeH OTMEHE
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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

s [uxrodocdarma*® 1000 sr/s, 43-f geHs
¢ Ilurapaoua** 50 sor/ne, 45-48-ii, 59-62-i aun
* Acnaparunasza** 6000 EJl/n?, 50, 57, 64-i1 aun

Hyexoaa KM ma 70-i ness

-

=5 % OmacToB

'

Koncoaudauus 1

[ —,

=5 % DmacToB

Hpozpamma

o JlexcaMerason™** 6 mr/n?, 71-84-ii auu + 7 gmeil oTMeHBI

o Jloxkcopyoruma™™ 30 mr/s®, T1-f 1 85-ii aun

s Bumkpuerua** 2 mr, 71-f u 85-if aun

'

Koncoauodawun IT
o  Mepramromypeaa** 50 ur/is®, 92-105-i 16am
s Acnaparmmasa®® 6000 EJT/w®, 92-ft 11 99-ii ;

'

Koncoauoawun [T
s Mepranromypua®* 25 mrin®, 106—133-if aun
o luxmodocharma** 1000 sr/n, 106-ii gens
o Iurapaons** 50 mr/m®, 108-111-fi, 122-125-1i
JHH
o Acnaparsnasa** 6000 EJl/s?, 113-i u 127-if aan

Heddeprcusarouian mepaniun § mesenue 2 1em

PeEsUCMERMHBLY hopm

AETEH IR

om moMenma sasepuenun nocrednezo 1 wypea konconudane.

Mexcdy wnurrasmu noddeprcusaronieil mMmepaniil  Hem URMEPSAI06:

nociedyiowezo Kypea ciedyem cpasy 3a nociedHum dnem npediiecmeyouezo,

ITeddepucusarowian mepanun, yuwtor No 8§(1-8):
o Jlexcamerason® ™ 6 smr/n®, 1-3-it aun
s  Mepramromypun** 50 mr/m®, 4-28-ii 1am
e Bunxpuctus** 2 mr, 1-ii gens
s  Metotperear®™ 30 mr/na®, 2, 9, 16, 23-it 1HH

e Acnaparunasza** 6000 EJl/n?, 3-i1 nenn

} P T

~ PekomMeHO0BaHO K M3YYEHWIo peaakTopamm

-

MoandHkawna 10381
| MmepranTomypraHa*® B
3aBHCHMOCTH 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%xa
I-ii dens
_‘\\
Moanduramna 1036t

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

TAeiKOUMTOB H TPOMOOLIHTOB

cavta MenYrRwBep - nttps/
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JIUW-ICFMHDHMH‘I“ f'lr}}ufll‘.‘, 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

NutparekanpHo (1uTapabun™* 30 mr, metorpekcar™** 15 mr, nekcamerazon** 4 mr): 0, 7, 14, 21, 28,
35, 70-i mam B Teuenne HWT, 105-i1 ngenp koHcomumpmamuu II, kaxkaple 3 Mec B TeUEHHE

MO/IIEP/KUBAIOIIEN TEPAIIHH.
Jleuenue neiponeiikemuu

[Tocne AuarHOCTUKKM HEUpPOJIEHKEMHUH BCE MAIlMEHTHI, MOJyYaroNIue IPeIHU30JI0H™*, TepeBoAsSTCs Ha
nexkcameTazon™*, JIromOanpHbIE MyHKIIMU BBITIOJHSIOTCS C 9acToTOM 1 pa3 B 2—3 mHS A0 MOTyYCHHS
TpeX HOPMaJIbHBIX aHAJIU30B JIMKBOPA, 3aT€M MYHKIIMU BBITIOIHSAIOTCS | pa3 B HEAEII0 B TEUEHHE 3

Mmec, 3ateM | pa3 B 2 Hexl B TeueHue 3 Mec, 3areM | pa3 B 2 Mec 0 OKOHYAHUS JICUEHUS.
IIpoTokoJ1 eBpomeiicKoil rpynnbl 10 Je4eHHI0 NanueHToB crapuue 55 jget ¢ OJIJI

Mpendasa: nexcamerason** (mepopanbHo, 10 Mr/M?, B 1-5-it aHHM), MeTOTpeKcaT** (MHTpATEKAIBHO

12 mr, B 1-ii neHb).

Unaykuus, gasa I: nexcamerason** (mepopaisho, 10 Mr/m? B 6-7-it*, 13—16-if 1u1); BUHKPHCTHH**
(BHYTpUBEHHO, 1 Mr B 6-H, 13-if nun); #unapyouuun™* (BHyTpuBeHHo, 10 mr, B 6—7-i, 13—14-ii 1Hn);
MeToTpekcar** (BHyTpuoOomouedHo, 12 mr) + paekcamerazoH™* (BHyTpuoOosouedHo, 4 wmr) +
uTapabun™* (BHyTpHobomoueuno, 40 mr) B 12, 20, 27, 34-it qgau; ['-KCD (moakoxHO, 5 MKI/KT, B 6-i

JI€Hb, 10 BOCCTAHOBJIEHHUS KOJIMYEeCTBa HeUTpoduiioB >1,0 x 109/J1).

Unaykuus, paza Il: iuxnodochamua** (BayTpuserto, 300 mr/m? B 20-22-ii aun)[1]; murapabun**
(BHYTpUBEHHO, 60 Mr/mM> B 21-24-i1, 28-31-ii nuu).

Konconunamus (kaxapie 4—6 uen): mukisl 1, 3, 5 — metorpekcar®* (1000 MF/Mz; y nanueHToB >70
et — 500 mMr/m%, BHYTpUBEHHO, B 1-if 1eHb); acmaparunasa** (1000 EJI/m?; y manuentos >70 et —
5000 Eﬂ/M2, BHYTPHUMBIIIIEYHO, BO 2-W J€HB), IUKIBI 2, 4, 6 — murapabun™* (1000 Mr/M; y

namueHToB >70 et — 500 MF/M2, BHYTPUBEHHO, B 1, 3, 5-if q1um).

IMoanep:xuBaias Tepanus (JUIMTSILHOCTHIO 70 2 JIeT): 1ekcaMmeTa3zoH** (mepopanbHo, 40 Mr B 1—
2-it AHU); BUHKpUCTUH** (BHYTPHUBEHHO, 1 Mr B 1-if 1eHB); MepkanTomypu** (mepopaabHo, 60 Mr/m>

B 1-90-if 1HH); MeTOTpeKcaT** (BHYTPUBEHHO, 25 Mr/M%, | pa3 B HeZeIIo).
IIporpammel jieuenust 1uMmpombl bepkurra

JIb-M-04

Cxema neuenusi: npengaza— A —-C—-A—-C.
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IIpeaga3sa:

o [uxnodochamua™** 200 MI/M° B/B, 1-5-if qHu

o Jlexcameraszor** 10 mr/m? /B, 1—5-if nHH
baok A:

o Udochamum** 800 mr/m? B/B, 1-5-it nuu

« Merorpekcar** 1,5 r/m? B/B (B Teuenue 12 4), 1-if 1eHb

e Bunkpuctun™* 2 mr B/B, 1-ii 1eHb

o Jloxcopyoumuu** 50 mr/m> B/B, 3-ii 1eHb

o [lutapabun™* 150 Mr/M% B/B Kaxkabie 12 4, 4-5-i1 1Hu (Bcero 4 BBEJICHUS)
e Drtono3un** 100 MI/M> B/B, 4—5-11 THU

o Jlekcameraszor** 10 mr/m? /B, 1—5-if 1HH

Baoxk C:

Merotpekcar** 1,5 r/m? B/B (B Teuenue 12 4), 1-if 1eHb

Bunbmactua** 5 mr/m? B/B, 1-if 1eHb

[HurapaOun™* 2 r/M° B/B kaxpie 12 4, 2-3-if quu (Bcero 4 BBEICHNUS)

Sronosun** 150 mr/m? B/B, 3—5-if nHU

Texcamerason** 10 mr/m” B/B, 1—5-i 1Hu

[IpodunaxkTuky HeiponeikemMuu MpoBoAsT B 1-i1 geHs npendassl 1 B 1-i1 JeHb Kakaoro 010Ka B BUE

MHTpareKkanbHOro BBeneHus X T: nurtapadbun™* 30 mr, metorpekcar** 15 mr, mpennuzonaon™* 30 mr.
Purykcuma6** 375 MI/M2 BBOJAT B (-1 eHb Ka)K10r0 OJIoKa (Bcero 4 BBEICHUS )
R-Hyper-CVAD/R-HMA

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

Huknodochamua®* 300 Mr/M?2 B/B Kakabie 12 4, 1-3-#1 nHM (Bcero 6 BBEICHU)

Jlexcamerazon** 40 mr B/B wim BHYTpb, 1—4-i, 11-14-if mau

JlokcopyOuIuE** 50 Mr/M> B/B HEIpepbIBHON 24-4acoBoii HH(Y3UeH B IEHTPANbHBI KaTeTep, 4-if

JICHb

Bunkpuctua** 2 mr B/B, 4-i1, 11-i1 nau
Hukast 2, 4, 6, 8 (HMA):

e MetoTpekcar** 1000 Mr B/B HENpepbIBHOM 24-4yacoBoit nHy3ueH, 1-it 1eHb
e [lurapabun™* 3 r/m° (y 6onbHBIX cTapiie 60 get — 1 r/M?) B/B Kaxapie 12 4, 2-3-if xHU (Bcero 4
BBEJICHUS)
o Metunnpeaanzonor™** 50 mr B/B kaxasie 12 4, nuu 1-3-i1 1HU (Bcero 6 BBEACHMI)
e Purykcuma6** 375 mr/m? B/B, 1-if, 11-it nuu (muknel 1, 3) u 2-#, 8- (mukisl 2, 4) — Bcero 8
BBEICHUU
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o [Ipodunakruxa nopaxenus [ITHC mpoBoguTcs Ha KaXIoM Kypce, CyMMapHO 16 WHTpaTeKaJIbHBIX
BBEJICHUI: MeTOTpekcaT** 12 Mr mHTpaTekanbHO, 2-i AeHb, uTapadbur™* 100 Mr MHTpaTeKalbHO,

7-1 1eHb
R-DA-EPOCH

o Purykcuma6** 375 mr/m? /B, 0-if 1eHb

o Drono3un** 50 mr/m? B/B 3a 24 u, 1-4-it muu’

o Jlokcopyourmma** 10 mr/m2 B/B 3a 24 y, 1-4-i1 nHu
o Bunkpuctua** 0,5 mr B/B 3a 24 4, 1-4-liquu

o Tpegunsonon** 60 mr/m> BHYTpS 1-5-if mHE

o [luxmodpochamun** 750 Mr/m? B/B, 5-it neHb[2]

NHL-BFM 90 (B-HXJ12004 ma0.)

Cxema sieueHus:

e I'pynma Huzkoro pucka: V—A —B

o ['pymnma npomexyTOYHOTO pUCKa WM BbICOKOTO pucka: V — AA — BB, nanee — pecraaupoBanue

e cciu [IP, To AA — BB (— AA — BB — y manneHToB BHICOKOTO PHUCKA);

e eciM HenoiHbll 0TBeT, To CC, nanee — pecTaaiupOBaHUE;

e eciu nocturnyta Bropas [P mim oTcyTcTBHE OMyX0JeBOil TKaHU, 10 JaHHBIM IIOBTOPHOM OHUOIICHH,
0o AA-BB—-CC

e CCJIM OITyXO0JIeBas TKaHb, [0 JAHHBIM MOBTOPHOM Onorcuu, To ayto-TT'CK

IMpoda3za (V):

Ipeauusonon** 30 mr/m> BHYTpb HIIH B/B, 1—5-if qHH

Huxnodochamua™* 200 MI/M” B/B, 1-5-if quu

Mertotpekcar** 12 Mr uHTpaTreKaibHO, 1-if 1CHB

[{utapabun™** 30 Mr uHTpaTeKaIbHoO, 1-i 1eHb

[Ipeanuzonon™* 10 Mr uHTpaTekaabHo, 1-i 1eHb
bJaok A:

o Jlexcamerason** 10 mr/m? B/B Wi BHYTpb, 1—5-# Hu

o Udochamum** 800 mr/m? B/B, 1-5-it nuu

« Merorpekcar** 500 Mr/m” B/B, 1-ii neHb (24-uacoBas HHbY3Hs)

o urapabum** 150 Mr/m” B/B kaxpie 12 4, 4—5-if quu (Bcero 4 BBEICHNUS)
e Dromosun** 100 mr/m? B/B, 4—5-if 1HHA

o Merotpekcar** 12 Mr uHTpaTeKainbHO, 1-i 1CHD

e Ilurapabun™* 30 Mr unTparekaabHo, 1-if 1eHb

o Ilpegnuzonon™* 10 Mr uHTpaTeKaabHoO, 1-i 1eHb
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bJok B:

o Jlexcamerason®* 10 mr/m? B/B Wi BHYTpb, 1—5-# 1HE

o Iuxmodochamun** 200 mr/m> B/B, 1—5-it quE

« Merorpexcar** 500 Mr/m” B/B, 1-ii neHb (24-uacoBast HHY3Hs)
o Jlokcopyouruu®* 25 MI/M? B/B, 4—5-if nHU

e Merotpekcar** 12 Mr uHTpaTreKkaibHO, |- 1CHB

o I{urapabun™* 30 Mr uHTpaTeKaabHO, 1-i TICHD

o Ilpegnuzonon™* 10 Mr uHTpaTekaabHo, 1-i 1eHb
Baok AA:

o Jlexcamerason** 10 mr/m? B/B Wix BHYTpb, 1—5-# 1Hu

o Udochamug** 800 mr/m” B/B, 1-5-i1 aHu

« Merorpekcar** 5 r/m” B/B, 1-it nenb (24-uacosas uHby3us) (IpH JiedeHHH 10 npoTokony B-HXJI
2004 ma6. — 1 r/m?)

o Bunkpuctun** 1,4 mr/m? (ne Goxee 2 Mr) B/B, 1-if 1eHb

o Iurapabun** 150 Mr/m? B/B kaxpie 12 4, 4—5-if quu (Bcero 4 BBeICHMS)

e Dromosun** 100 mr/m? B/B, 4—5-if nHA

e MertoTpekcar™** 6 Mr unTparekaabHo, 1,5-i AHU

e [lutapabun™* 15 mr untparexkanbHo, 1,5-i1 nHu

o Ilpegnauzonon™®* 5 Mr uHTparekanbHO, 1,5-1 THH
baox BB:

o Jlexcamerason** 10 mr/m? B/B WM BHYTpb, 1—5-i qHu

o Iuxnodocdamum** 200 mr/m> B/B, 1-5-it un

« Merorpekcar** 5 r/m” B/B, 1-it nenb (24-uacosas uHby3Hs) (IPH JiedeHUH 10 npoTokony B-HXJI
2004 ma6. — 1 r/m?)

o Bunkpuctun** 1,4 mr/m? (ue Goxee 2 mr) B/B, 1-if qeHb

o Jlokcopybumua** 25 Mr/m” B/B, 4—5-it qHU

e MetoTpekcar™** 6 Mr uaTparekanbHo, 1,5-i AHU

o [lutapabun™* 15 mr untparexkanbHo, 1,5-i1 1Hu

o Ilpegnuzonon™* 5 mr unTparekaibHo, 1,5-i1 1HU
baoxk CC:

o Jlexcamerason** 20 mr/m> B/B WIH BHYTpb, 1—5-# 1Hu

o Bunkpuctun** 1 mr/m? (He Gonee 2 Mr) B/B, 1-ii 1eHb

o Ilurapabun** 2 r/m> B/B Kaxapie 12 4, 1-2-it aHu (Bcero 4 BBenCHNS)
e Drtono3un** 150 MI/M> B/B, 3—5-11 THU

e MetoTpekcar™** 12 mr uHTparekaibHO, S-i 1€Hb

e [lutapabun™* 30 Mr uHTpareKkanbHO, 5-U JEHb

o IIpennuzonon™* 10 Mr uHTpaTeKaibHO, S5-I ACHD

PekomeHaoBaHO K n3y4yeHuto pegakropamu canta MeaYHumeep - https://meduniver.com/



e Purykcuma6** 375 mr/m? B/B 6-8 yacoB, 0-if 1eHb kaxaoro Oinoka (B pamkax mpoToxona B-HXJI
2004 mab. B 0-i1 n1eHp 1-X 4 GIOKOB)

IIporpammbl jeyenusi penuauBoB u pedpakrepunix popm OJIJI

Flag-Ida:

#Onymapabua** 25 mr/m” B/B 3a 30 MuH, 1—5-if 1HEI

L{urapaGuu** 2 r/m> B/B 3a 4 4 yepes 4 1 mocne #bnynapaduna**, 1-5-if quu

#Unapyourmua™* 10 mr/m? B/B 33 15 MUH, 1-#1 1 3-i1 1HHN

['-KC® 5 MKI/KI HOAKOXKHO C 7-r0 JHS OO BBIXOAA U3 IIUTONEHUH

Bopre3zomud + nekcamMeTazoH** + MUTOKCAHTPOH + BUHKPUCTHH** + acmaparunasa*®

boprezomu6 1,3 Mr/M° B/B KanensHo, 1, 4, 8, 11-if quu

JlekcameTa3or** 10 Mr/m?, paszienuB Ha 2 BBEACHUS BHYTpb, 1—14-ii gHU

Murokcantpon™* 10 Mr/M? B/B KarenbHo 3a 15-30 MUH, 1-#, 2-1 1eHb

e Bunkpuctun™* 2 mr B/B cTpyiino, 1, 8, 15-it 1au

Acnaparunaza** 5 TeIC. En/m? B/B KarenbHo, 15-21-i nun

Bcem nmanpienTam npoBOIWTCA MHTparekanbHas Tepanusi: B 1-il nenp nurapabun™* 30 mr. Ecnu ecthb
BoBjieueHue [[HC: naTparekanpbHOo MeToTpekcar®** 15 mr, nurapadbun™** 30 mr, nekcamera3zoH™** 4 wmr,
8, 15, 22-ii qau. Y MaIMeHTOB C pa3BUBIIEHCS MOJIMHEUPOTIATHEH 1032 BUHKPUCTHHA** penyupyeTcs

1o 1 mr v BBoguTCs B IHU 1-11 1 8-11 THH.
Heanapa6un + nuukiaodochamun** + #3ronmozma**

Cxema: Onmok N u Onox CE mnpoBomar ¢ wuHTepBaioM 2 1HA MexAy coOoit B Jo0Ooi

MOCJICZIOBATEIIEHOCTH.
baok N:

o Henapa6buu** 650 mr/m> B/B KanenbHo 3a 1 4, 1—5-# quu (i 8—12-if)
buaok CE:

o Huknopochamun** 440 mr/m? B/B KarensHo, 8—12-i xuu (wmm 1-5-if)

e #Otomozug** 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 (mo3aHuit N30IUPOBAHHBIN BHEKOCTHO-MO3TOBOU PEIIUINB).

I'pynna S2 (o4yeHb paHHMM M pPAHHUN H30JIMPOBAHHBIN BHEKOCTHOMO3TOBOW pPEUUANB, MO3IHUM

koctHOMO3r0BOM HEe T-OJIJI 1 ¢ KoMOMHUPOBAaHHBIM paHHUM wiH 1To3aHUM He T-OJ1JI).
I'pynna S3 (¢ paHHUM H30JIMPOBAHHBIM KOCTHOMO3TOBBIM peruanBoM He T-OJLI).

I'pynma S4 (c oueHb paHHUM KOMOWHUPOBAHHBIM M HM30JMPOBAHHBIM KOCTHOMO3TOBBIM PEIUIUBOM,

peuuuB koctTHoMO3roBo# T-OJIJI).

Baok Fl(maaykuus):

Jlexcamerasor** 20 mMr/m> BHYTpb, 1-5-if 1HH
o Bunkpuctua** 1,5 mr/m? (MakcHMasbHas 103a — 2 MT) B/B CTPyiiHO, 1-if, 6-if 1Hu

Merotpekcar** 1 r/m? B/B uudy3us B TeueHue 36 4, 1-if 1eHb

Acnaparunaza** 10 Tsic. Ex/m? B/B KaIlebHO 3a 6 4, 4-1i 1eHb

HHuTtparekanpHOE BBeIeHHE MeTOoTpekcara®™ 15 mr, nurapadbuna** 30 mr, nekcamerazona** 4 mr B 1-i
JICHb.

Baoxk F2:

JlexkcameTa3on** 20 Mr/M? BHYTPb, 1—5-if qHH

o Bunkpuctun** 1,5 mr/m? (MakcHMasbHas 103a — 2 MT) B/B CTPyiiHO, 1-if, 6-if 1Hn

[urapabun™* 3 /M2 B/B3a3u? pasa B AeHb, 1-2-if 7HU

Acmaparunaza** 10 teic. Ex/m B/B KamensHo 3a 6 4, 4-if 1eHb

NutparekanpHOE BBeAeHNE MeTOTpeKkcaTa™™* 15 mr, nurapadbuna** 30 mr, nekcamerazona** 4 mr, 5-i

JCHB.

baok R2:
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o JlexcameTa3on** 20 Mr/M? BHYTPb, 1—5-if aHH

« 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 undysus B TeueHue 36 u, 1-if 1eHb
o #Upochamum** 400 mr/m> B/B nrdy3ust 3a 1 u, 1-5-it un

o Jlaynopyounuua™* 35 MI/M° B/B uHpy3us 3a 24 4, 5-i1 1eHb

o Acmaparunaza** 10 teic. Ex/m? B/B KarensHo 3a 6 4, 6-i 1eHb

NuTparekanpHOE BBeACHHE MeTOTpekcara** 15 mr, nurtapadbuna** 30 mr, nekcamerasona™* 4 mr B 1-i

JICHD.
Baok R1:

o JlexcameTa3on** 20 Mr/M> BHYTpb, 1—5-if qHH

« Mepkantonypun** 100 mr/m? BHYTpb, 1-5-if 1HE

o Bunkpuctun** 1,5 Mr/m? (MakCHMasIbHast 1033 — 2 MT) B/B CTPYiiHO, 1-i, 6-if gHE
« Merorpekcar** 1 r/m? B/B uHby3us B TeueHue 36 4, 1-if 1eHb

o Ilurapabun™* 2 /M2 B/B3a3u? pasa B JIeHb, 5-i1 ICHb

o Acmaparunasa** 10 teic. Ex/m? B/B KarenasHo 3a 6 4, 6-i 1eHb

WNutparekanbHoe BBeneHue MeTorpekcar®™* 15 mr, nurapadbun®* 30 mr, gekcamera3on™* 4 mMr B J1€Hb

(v

1-i1.
baoxk II-Ida:

o JlexkcameTa30H** 6 Mr/M> BHYTpb, 1—14-if qHu

e Bunkpuctun** 1,5 Mr/M2 (MakcumanbHas 1032 — 2 Mr) B/B CTpyHHO, 1, 8, 15, 22-i n1au
o #UnapyOutnua™* 6 Mr/M% B/B KanenbHo 3a 15 mum, 1, 8, 15, 22-if nau

o Acmaparunaza** 10TsIc. Ex/m” B/B Kanenbho 32 6 4, 1, 6, 11, 16-i 1uu

o Huknopochamun** 1 r/m” /B 3a 1 u 1 pas B neHsb, 29-if 1eHb

o [{urapabun™* 75 mr/m” B/B 1 pa3 B 1eHb, 31-34 u 38—41-i1 quu

o #6-Tuoryanuu** 60 Mr/m*> BHYTpb, 29—43-ii 1HH

NutparekanbHOE BBeAEeHUE MeTOTpekcaTa™™* 15 mr, nurapabuna** 30 mr, nekcamerazona** 4 mr B 1,
15, 31, 38-i1 gHU.

Cxema nporokogaa «Ph+ OJIJI-2012»
Ilpeoghaza:

o Jlexkcamerazon** 10 mr/m?, 1-7-i nHA

e Nmaruaun6** 600 mr (mocne noareep:xaenus Ph+t)
Hynkous KM na 8-ii 1eHb

I paza unoyxkyuu (8—43-it onu):
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o JlexcameTazon** 6 mMr/m?, 8—22-i THU + 5 qHEH OTMEHBI
e Bunkpuctun** 2 mr, 8, 15, 22, 29, 36, 43-ii nau
o Nmaruuu6** 600 mMr BHyTpb, 8—43-i1 1HU

Jlrombanvhas nynxkyus ¢ 6gedenuem 3 npenapamos 6 0, 7, 14, 21, 28, 35-ii ouu.
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II paza undyryuu (44-70-it dnu)
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.

IIyaxoaa KM ga 70-# geas

— I
<5 % OmactoB =5 % OmaacToB
v v
pueaxa MOE s KM Ipozpamma
AEMEHIA

pesucmenmnsx hopy

Koncoandauua I (T1-105-i onu)

o  HMuaruaudo** 600 ur pHyTpe, 71-105-i1 aun (ecan et MonllP. nepexoa Ha Ja3aTHHHO

140 mr) Moaudukamns 10381
o Mepkamromypun®* 25 M/, 71-105-if zmm :“;‘:j“f{fﬂﬁfgfjr"
s MetoTpekcar** 500 ur/m? p/B kan 3a 2 4, 77-i, 91-if 1Hm YpOBHA TefikOUHTOB
e Acnaparumasa®* 10000 EJI/s?, 78-it, 92-it aum H TPOMOOIIHTOR
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  Huatuano** 600 mr sayTpe, 106-133-f aun (nan gasataano 140 vr)
s Jlexcamerazon** 6 mr/m®, 106-120-i aun + 4 1HA oTMEHE
o  EHaapyonuma** 6 mriv?, 106-i, 120-i 1am
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)
Koncoaudanyus I*I (133-161-it onu) ‘)d Yncao Upcao Tlosa
o  Muaruans** 600 sr, 133—161-if auu (win gasaTunnt 140 | Tefdkonn | Tpomdoun | Mepkan
) TOB TOB ::T:pu
o  Mepkanromypur®* 25 sr/a?, 133-161-if asm > Eﬁﬂ;* 2.0 Fmg;’-‘; 100 | 100 %
o Ilutapabun** 50 Mr/se, 135—138-i, 149—152-i 1nm or L'.';'.T, Ehl 50T 50%
e Acnaparsmasa** 10 000 EJUs?, 1413, 155+ aun ;“;: a0 }g;" a0 | Aolm
Tombatsras nyHKyua ¢ esedenuem npenapamos & 134-ii denw,/ 105/ = 10%71
Myaxmas KM sa 161-i gens| oneska MOB 8 KM (aens +161) I:"I;':“ I:ifg:im 0%
10%a

Hodt)epofcueammaﬂ mepanus 6 meudueHnue 3 n1em om momenma 3aeepuieHusn nocneonezo Kypca

konconuoayuu (nocne TI'CK noododepocusaiouwyan mepanusa npoeodumcsa moavko UTK ¢ meuenue 2
Jiem).
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Mesicoy yuxknamu noooepircugarouieli mepanuu Hem unmepeanog: I1-it oenv nocnedyrwuiezo Kypca

ciedyem cpasy 3a NOCAEOHUM OHEM NPeOUleCmEyoule2o.

IToddeprcusarouian mepanun, wura Ne 3(1-3)(naqanro 28-i nedeau + 191-ii dens)

o  HMaaraamo* 600 ur. 1-42-5 gus (e gasataano 130 ur
aue (s 2 )| Moanpuxamns 10381
9 LL ]
o Jlexcamerazon™* 10 aor/s’, 28-32-i1 1am MEPEATITOMYPHHA™™ H
MmeToTpekcaTa** B
e Bumkpuctan®* 2 mr, 28-ii acub 3ABHCHMOCTH OT YPOBHA
o Mepramronypun®* 25 ur/ad, 33—42-it 1HH AeHKOLHTOB H TPOMOOLIHTOB

s  Metotpexcar®* 30 ar/n’, 35-i1, 42-i1 1un

Ilpogpunaxkmuka neitponeiikemuu

o UuTparekanbHo (urapabun®* 30 Mr, MetoTpekcar™* 15 mr, nekcametazoH** 4 mr):

e Bo Bpemsa unaykuuu: 0, 7, 14, 21, 28, 35, 57-i nuu;

e BO BpeMs KypcoB koHcommmanuu: 71-ii nenb (I xoncommparus), 106-it gens (Il xkoHcommmanms),
134-i1 nens (111 xoHCONMUmAIHS);

e KaXJIple 3 MEC B XOJ€ 3 JIET MOAACPKUBAIOLICH Tepanuu B 1-i J€Hb Kypca J0 3aBEpPUICHUS BCEU

MPOrpaMMBbl JICUECHHUS 110 MPOTOKOIY (9 MyHKIUM).
Jleuenue neitponeitkemuu

[Tociie qMarHOCTUKH HEHPOIIEHKEMUHU BCE MAIIUCHTHI, MOMYJYaIoNIie MPEeIHU30I0H™ ¥, IepeBomsiTCs Ha
nexcamerazon™*. JIromOanbHbIe MyHKIIMN BBIOJHSIOTCS ¢ 4acTOToM 1 pa3 B 2—3 AHS 10 MOdydeHus 3
HOPMaJIbHBIX aHAJIHM30B JIMKBOPA, 3aTeM ITYHKIIMH BBIMOJIHSIOTCS | pa3 B HENENIO B TEUEHHUE 3 Mec,

3areM | pa3 B 2 Hen B TeueHue 3 Mec, 3areM | pa3 B 2 MeC 10 OKOHYAHMS JICUEHUS.

Cxema Tepanum 6JmHATYMOMAaGOM ™ *

Ipenda3za: 6Gnunarymomad™* 9 mxr/cyt, 1-4-it 1HU, KPYTIIOCYTOUHAs] HETIPEphIBHAS UHY3USI.
Kypc: omurarymomad™** 28 mkr/cyT, 1-28-i1 1HH, KpyTIIOCyTOYHAsI HETIPEPBIBHAS HHQY3HSI.
NHutepBan mexay Kkypcamu — 14 nHen.

PexomennoBano 2—4 kypca.

Cxema Tepanuu HHOTY3yMa00M 030raMHMIIUH**

1 nuki (21-28 gHei): nHOTY3yMaOboM o3oramMutiuu™* nenp 1-it — 0,8 MF/MZ, neHb 8-u u 15-i - 0,5 mr/

M2,

PexomennoBano 2—4 kypca.
Cxema Tepanuu #BeHETOKJIAKC + #1elUTA0UH
1-i1 uka (28 guen): #neuuradbun 20 MF/M2, 1-5-11 nau + #Benerokiakc 400 mr, 2 p/cyT, 28 nHEw.
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Cnenyer oOpaTuTh BHHUMaHHE HAa HEOOXOAMMOCTH KOPPEKIIMH J03bl #BEHETOKJIAKca B Clydae ero

ucnonp3oBanus Bmecte ¢ uHruouropamu CYP3A. Jlo3za #Benerokinakca cHukaercss Ha 50 % mnpu

COBMECTHOM HCIOJB30BaHUU C yMmepeHHbIMU uHruoutopamu CYP3A (mampumep, QuykoHazom*™*,

BOpHKOHA301**) wu cHmwxkaercas Ha 75 %

uarunouropamu CYP3A (manpumep, kapbamazenuu™*, heHuTonH™**).

npu COBMCCTHOM HMCIOJB30BAHWMKM C MOIIIHBIMH

Hpunoxenue A3.2. loarocpounsbie pe3yiabrarbl Tepanuu Ph-HeraruBHbIxX
OJIJI B3pociabIX B 3aBUCHUMOCTH OT NPUHIMIIA XUMHUOTEPANEBTUYECKOI0
BO3/1eHCTBUA

Tabamua 5. Jlonrocpounslie pesynbrarsl Tepanun Ph-neratuBubix OJIJI B3pocibIX B 3aBUCUMOCTH OT

NpUHIUIIA XUMHUOTCPAIICBTHUICCKOIO BOSﬂCﬁCTBHﬂ

MpuHUuMn NUccnepoBartenbckas NMauuneHTbl AnnoreHHas 5-netHaa OB
XUMUoTEepaneBTUYECKOro rpynna TrCKse 1 NP
BO3AeNACTBUA
MmnynbcHoe (Hyper-CVAD) OHKONOTNYECKNIA  HAYYUHbIN n=178 HeTt 38 %
LEeHTp NMEHMU M.O.
AHpepcoHa [56]
TpaanumoHHoe MRC UKALL XII/ECOG n = 1031, 15-55 PeannsoBaHa vy EcTb noHOp =
E2993 [62] net 76 % 53 %
HeT goHopa =
45 % (p =
GMALL [55] n = 504, 15-55 PeanusosaHa vy 54 %
ner 70 % u3 rpynneol
BbICOKOIO pucka
MeanaTpuyeckmnin noaxon PETHEMA [64] n = 81, 15-30 ner, Het 0o 21 ropa =
rpynna 77 %
CTaHAapTHOro B Bo3pacTte oT
pucka 21 po 30 =
63 %
HenHTeHCMBHOE, HO HenpepbiBHOE OJ1/1-2009 [65] n = 298,15-55 net PeanusoBaHa y 7 60 %

%

Hpunoxenue A3.3. TakTKa NpoBeaeHUs AJJIOTeHHOW TPpaHcmIanTauuu KM/
reMOoIno3THYEeCKMX CTBOJIOBBIX KiIeTOK npu OJIJI

Tabauua 6. TakTuka mpoBeAeHUS aJTOTeHHON TpaHcimaHTauu KM/reMomosITHYeCKuX CTBOJOBBIX

kietok rpu OJUJI

anarHoctmku OJ11

HEepOACTBEHHbIN*

Puck B Ae6rote MokasaHusa k anno-TrCK AoHop 'CK TrCK ot anbTtepHaTuBHOro
3a6bonesaHus AOHOpa
Bbicokuin puck OJ1J1 Bce nauveHtsl B 1 TP, B HLA-MAEHTUYHbIN DJKCnepuMeHTanbHoe

rnepsble 3-4 mec nocne POACTBEHHbIN, neyeHune

CraHgapTHbIn puck OJ1J1

Mpwn nepcucreHumn MOB

HLA-naeHTUYHbIN
POACTBEHHbIN,
HEepOACTBEHHbIN*

He pexkomeHayeTca

Peunane 3aboneBaHusi, B
TOM 4YKNCIe MOJIEKYNSAPHbIN

OOCTUMXEHUA

Pekon

1eHAYIEARY'k n3yyYeHuio pead

nauneHTam nocne
peMunccnmn

HLA-MAEHTUYHbIN
POACTBEHHDIN,

KISPANEF ¢&fra MegYHuB

neyeHune

JKCnepuMeHTanbHoe
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[Tpumedanne. *CoBmectumocth 1o anturenam HLA 10/10 wmm 9/10.

Hpunoxenue A3.4. PekoMeHaauum mo npopuiakTu4ecKom NnpoTUBOPBOTHOM

Tepanumn

Ta6auna 7. Pexomenganuu no npopuaakTHIeCKON MPpOTUBOPBOTHOM Teparuu

Puck

SMEeTOreHHOCTH

Bbicokui KoMbuHaumsa aHTaronmcta 5-HT3-peuentopoB, AekcameTa3oHa** n anpenutaHTa
AHTaroHucT 5-HT3-peuentopoB (BbibnpaeTcs 1 U3 NpUBEAEHHOr0 NepeYHs):
e OHAAHCETPOH** (nepopanbHo, 16-24 Mr unu B/B, 8-12 Mr)
e [paHuCeTpOH (MepopanbHO, 2 Mr, unu nepopanbHo, 1 Mmr, 2 pasa B cyTku, wam B/B, 0,01 Mmr/«r,
Makcumym - 1 mr)
e TponuceTpoH (B/B, 2 Mr);
e ManoHoceTpoH (nepopansHo, 0,5 mr, unn B/B, 0,25 ™Mr)
e fnekcameTasoH** (nepopasnbHo, 12 Mr, unu B/B, B 1- AeHb + nepopanbHO unu B/B, 8 Mr, BO 2-3-1
AHW);
e anpenuTaHT (nepopanbHo, 125 mr, B 1-11 AeHb, nnu nepopanbHo, 80 Mr, BO 2-3-1 AHK)

YMepeHHbIN KombuHaums aHTaroHucta 5-HT3-peuentopoB un AekcaMeTa3oHa** (anpenuTaHT MOXET UCMOb30BaTbCs Y
OTAENbHbIX NALWMEHTOB, B 3aBUCMMOCTM OT MOJSIyHaEMOro UMU pexunmMa XmMMmoTepanum).
1-1 peHb 2-3- AHU
AHTaroHmncTt 5-HT3-peuentopoB (Bblbupaetcs 1 AHTaroHuct 5-HT3-peuentopoB (Bbibupaetca 1 wu3
W3 NpUBEAEHHOrO NepeyHs): NpUBEAEHHOIO NepeyHs):
e OHAAQHCETPOH** (nepopanbHo, 16-24 Mr, nam o OHAAHCeTPOH** (nepopanbHo, 16-24 wmr,
B/B, 8-12 ™mr) wnn B/B, 8-12 Mr)
o rpaHuceTpoH (nepopanbHO, 2 Mr, Wan o rpaHnceTpoH (nepopanbHO, 2 MI, WU
nepopanbHo, 1 Mr, 2 pa3a B CyTKW, uiu B/B, nepopanbHo, 1 Mr, 2 pasa B cyTku, wnaum B/B, 0,01
0,01 mr/kr, MakcMmym — 1 Mr) Mr/Kr, MakKCMMyMm — 1 mr)
e TponuceTpoH (B/B, 2 Mr); e TponuceTpoH (B/B, 2 Mr);
e ManoHoceTpoH (nepopanbHo, 0,5 Mr, nnun B/B, e nanoHoceTpoH (nepopanbHo, 0,5 mMr, unu B/B,
0,25 mr); 0,25 mr);
° AekcameTasoH**  (nepopanbHO WU e JekcameTas3oH** (nepopanbHo wnu B/B, 8 nnun 4
BHYTPUBEHHO, 12 Mr); Mr, 2 pa3a B CYyTKW);
e anpenuTaHT (NnepopanbHo, 125 mr) . anpenutaHT (nepopanbHo, 80 Mr, ecnu

ncnosb3oBasnca 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, kaxkable 4-6 4)

MUHUManbHbIN PyTuHHaa npodunaktnyeckas Tepanus He TpebyeTtcs (cneayeT paccMOTpeTb BOMPOC 06 MCMOsb30BaHUMU
@HTUIMETUKOB, MEPEYUCNIEHHbIX ANS NEPBUYHON NMPOMUNAKTUKN TOWHOTbI/PBOTblI Y MaUWMEHTOB HWU3KOro
pucka)

[1]/IH1 yxa3aHbl OTHOCUTENBHO Hauasia mpedasbl TEPANUU.

[2] B 3aBUCUMOCTH OT MEPEHOCUMOCTH TMPEABIAYIIETO Kypca A03bl MpenaparoB yBEIWUUBAIOTCS WIN

yMmeHbIaroTcs Ha 20 %.
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IIpuioxenue b. AJropurmsl aeiicTBUI Bpadya

OeTpsai maspobnacTHER NedKns
La T-KnaTouHLA
Har
QIR 13 BreneToesme
NDEQUSBCTBEHHAKDE
Hat
fa
ne2VBCRABL B-3pa e
¥ Hat da l
TEpANHA 0 CHEUAM MEMEHRA
BOIPACT «< 55 neT BaspacT « 55 ner PrnapOMBl e AK A
GaputTa
il Har D& Har
Qrn-2008
ME2008 (mo 30)
GMALL [2003)
GRAAL (20085)
Hyper-CVAD

Puc. 2. Anecopumm npunamus pewenus na momernm ouacnocmuxu OJL/1
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IHpuwioxenue B. UnHpopmanus 1Jis manmueHTa

OJIJI nnm ocTphiit TUMDOIEHKO3 — 3TO 3JI0Ka4eCTBEHHOE 3a00JIeBaHUE KPOBEHOCHOMU cucTeMbl. KM, B
KOTOPOM BBbIpa0AThIBAIOTCA KJIETKU KPOBHU, MPOU3BOAMUT CIMILKOM OOJIbLIOE KOJIWYECTBO HE3PEIIbIX
OenbIX KPOBSIHBIX Telell. B HopMe y yenoBeka Bce KIETKH KPOBU PACTyT U OOHOBIISIIOTCS IOCTATOYHO
PABHOMEPHO, MTPOUCXOJIUT CIOXKHBIN Ipolecc ux co3peBanust. Oanako npu BozHukHoBeHnU OJIJI sToT
IPOLIECC BBIXOJIUT U3-TI0J KOHTPOJIsl. belble KpoBsSHbIE TEIblAa HE PAaCTyT U BBI3PEBAIOT, IPEBPALLASCH
B TIOJHOILICHHbIC (YHKIMOHAIbHbIE KJIETKH, a HAYMHAIOT OBICTPO U OECKOHTPOJIBHO JEITUTHCA.
[TocToIHHO yBENUMYMBAsICh, OHU BBITECHSIIOT 3/I0POBBIE O€iible KJIETKH KPOBU (JIECHKOIMTHI), KPACHBIE
KJIETKH KPOBU (IPUTPOLUTHI) M KPOBSHBIE IUIACTUHKH (TpomMOouuThl). B pesynbrare pasBuBaercs
HEXBAaTKa HEOOXOJUMOTO 4HCJia 3J0pPOBBIX KIETOK. ManokpoBue (aHemusi), UHGDEKIUU U
KPOBOTOYMBOCTh SABJISIIOTCS HE TONbKO ciieactBueM OJIJI, HO W €ro nepBbIMH CUMIITOMaMHU.
N3HauanbHO J€MKO3bI HE OTrPAHMYMBAIOTCS KAKOM-TO ONPEIACIICHHOW 4YacThI0 OrpaHHU3Ma.
Pacnpoctpansisice u3 KM B KpoBb, OHM NOpa)kaloT U JUM(PATHUUECKYIO TKaHb (JIuMdaruyeckas
CUCTEMA), U JApyTrHe OpraHbl, U, KaK CIEACTBUE, BCIO cUCTeMy opraHoB. [1o3ToMy, Kak M OCTalabHBIE
nerko3bl, OJIJI OTHOCHTCS K CHCTEMHBIM 3JI0KaueCTBeHHBIM 3a0oneBanusM. Teuenme OJIJI octpoe.
be3 neuyenus nelikeMuyeckre KJIETKU YBEIMUYMBAIOTCS U MOPAXKAIOT OpraHbl 4yelloBeKa. 3a0ojeBaHue

OPUHUMAET TsKeNble (POPMbI, CMEPTh HACTYIAET YEPE3 HECKOJIBKO MECSLIEB.

OJIJI — camas pacmpocTpaHeHHas ¢opMa Jelko3a y JAeTeli M TOAPOCTKOB, OH COCTaBIISET
NPUOIM3UTEIBHO OJIHY TPETh OT YHUCJa 3JI0KAYECTBEHHBIX 3a00JIEBaHUN B JIETCKOM U MOAPOCTKOBOM
Bo3pacte. OJIJI MoryT pa3BuBaThCsi B JJI0OOM BO3pacTe, B TOM 4uciie ¥ BO B3pocioM. OmHaKO daiie

BCETO OHM MOPAXKAIOT JIeTei oT 1 10 5 JeT, a MaJTbuUKOB — HAMHOTO YaIlle, YeM JICBOYCK.

I[Ipu OJUJI nOpoucxoauT  3710KAYECTBEHHOE  M3MEHEHuEe  (MyTauusi) HE3pesbIX  KIIETOK-
MPEAIIECTBEHHUKOB JTUM(POLUUTOB. MyTaluss MOXET MPOUCXOAUTh Ha PA3NMYHBIX CTAAUSIX Pa3BUTUS
KJIETKH. A 2TO 3HAUUT, YTO MOPAXKAIOTCS HE TOJBKO Pa3TUYHBbIC MOATPYMIbI JUMQPOIMTOB, HO U HX
pononadanpHUKU. [losTomy B OJIJI cymecTtByeT MHOXecTBO ¢dopMm 3aboneBanusa. Hampumep, B-
kierouHast ¢popma OJIJI Ha3piBaeTcs Tak MO MMEHHU KIIETOK-MPEIIIECTBEHHUKOB B-nmumdouuros, T-
KJIETOYHBIC JIEWKO3bI YKa3bIBAIOT HA MPOUCXOXKICHUE OT KJIETOK-TPEANICCTBEHHUKOB T-TUM(pOIUTOB.
Baxxno 3HaTh, 4TO CymiecTBYIOT pasHbie (popmbl unu monsapuanTel OJIJI. OHM MOTYT IOCTAaTOYHO
CWJIBHO OTJIMYAThCS IPYT OT Jpyra U MO TEYEHHUIO OOJIE3HU, U 110 BO3MOKHOCTHU U3JIEUUTHCS (IIPOTHO3).

DT pa3ianyuus yYUTHIBAIOTCS B BEIOOPE TepaNeBTUUECKON CTPATETUH.

CumnToMbl, ¢ kortopbix HaumHaercs OJIJI, kak mpaBWiIo, Pa3BUBAIOTCSA 3a HECKOJIBKO HENEb.
3nmoKauyeCTBeHHBIC KIETKH pacnpoctpanstoress mo KM u apyrum opraHaM. becnpensTcTBEHHO
pasMHOXKasich B KM, Jeliko3HbIe KJICTKH HE JAI0T PacTH HOPMaJIbHBIM KJIeTKaM KpoBH. [losTomy y
3a0omeBmux OJIJI cHayana MOSBISIOTCS OOIME CHUMIITOMBI OOJIC3HECHHOIO COCTOSHHS: BSIJIOCTb,
cmabocTh, 61eMHOCT (aHEMUS). DTH CUMIITOMBI OOBSCHSIOTCS HEXBATKOM KPacHBIX KPOBSIHBIX TEJIEll,
KOTOpBIE JIOJDKHBI JOCTABJISATh KHCIOPOA JUIS JPYTUX KIETOK opraHm3ma. JIeuIUT MMOTHOIEHHBIX
OelbIX KPOBSHBIX Tejer (Hampumep, JUMGOIMTOB W TI'PAHYJIOIUTOB) IPHBOAUT K OCIIA0JICHUIO
UMMYHHUTETA, Pa3BUBAIOTCA YacThle HWHQEKIHMH C BBICOKOM Temmeparypoil. M3-3a OTCyTCTBUS
TPOMOOIIMTOB, OTBETCTBEHHBIX 3a OBICTPOE CBEPTHIBAHWEC KPOBH, MOTYT BO3HHKAaTh TOYCUHBIC

KPOBOM3IIMAHUS HA KOXKE€ M KPOBOTECUEHMS CIM3HMCTBIX 00010YeK. PacrpocTpaHssck IO OpraHusMmy,
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JEUKEeMUYECKHE KJIETKH MPUBOJAT HE TOJBKO K UBMEHEHUSIM B COCTAaBE KPOBHU. Y JETEH MOSBISIOTCS
0onM B pa3NMYHBIX OpraHax. Tak Kak JIeHWKO3HbIE KJIETKH 3arOJHSIOT KOCTHbIE monoctd U KM, To
KOCTH HAYMHAIOT OO0JETb, MPEXJIE BCEr0 KOCTU PYK M HOT. 3JI0KAYECTBEHHBIE KJIETKU 3alOJHSIOT
MIEYEHb, CEJIE3EHKY U JuMbaTHdecKue y37bl. FIX 0TeK MpuBOIUT K OOJIsIM B )KMBOTE. B mpuHIumne Hu y
OJTHOTO M3 OPraHOB HET 3AIUTHI OT JIEUKeMUYeCKuX KieTok. Y mnanueHtoB ¢ OJIJI 3nokauecTBEeHHbIE
KJIETKA MOTYT IPOHUKHYTh U B MATKYIO MO3TOBYIO OOOJIOUKY, IO3TOMY MOSBISIOTCS TOJIOBHbBIE 0OOIH,
napajuy JIMIEBOrO HepBa, HapylieHue 3peHus u/wnu pBotra. Cumnromsel OJIJI Moryt cuiibHO
OTJIIMYATHCA Y pa3HbIX Joae. ONuH WK Jake HECKOJIBKO CUMIITOMOB HE 00S3aT€NIbHO YKa3bIBAIOT Ha
TO, YTO 4€JIOBEK 3a0osen jneiikemuell. MHOrne U3 HUX MOSBISIOTCS MPU CPABHUTEIBHO 0€300MIHBIX
3a00JIeBaHMSIX, HE UMEIOLIMX OTHOIICHUS] K Jeiko3y. OJHako €ciM TMOSBISAIOTCAS OO0JM, MBI
PEKOMEHJIlyeM HEMEIJICHHO oOpamarbcsi K Bpady, 4YTOOBI BBISICHUTH UX mpupomy. U ecnm

necTBUTENbHO nocTaBiieH auario3 OJI, ero Hy>)KHO CPOYHO JI€UUTb.

Ecnu B uictopun Oosie3Hu (aHamMHE3) WIM JAHHBIX OCMOTpa Bpad HaxoautT npusHaku OJI, manueHt
MOJIy4aeT HalpaBjI€HUE Ha pPa3BEepHYTHIM aHalu3 KpoBU. Eciu omnpeneneHHble H3MEHEHHS B
reMorpamMme (3ammcu cocTaBa KpoBH) MOATBEPKIAAIOT MOI03PEHUS HA JIEWKO3, TO JJI1 OKOHYATEIbHOTO
IuarHoza HeoOxonuMo mnonyduTh kietku KM (koctHo-mo3roBas myskiusi). [losTomy Bpau maer
MalMEeHTy HampaBJICHHE Ha JajbHeiIIee 0OCIeOBaHHE B CTAI[MOHAP, CICHMAIU3UPYIOUIUNCS Ha
00JIe3HSAX KPOBU M 3JI0KauyeCTBEHHBIX 3aboneBanusx. [lo ananmuzy kpoBu u KM MOXHO TOUHO
ONpENEIUTh HAJIMYME U BUJ JEHKo3a y nanuenta. Kpome Toro, COBpeMEHHbI UMMYHOJIOTUYECKUN U
TCHETUYECKUN J1a0OpaTOPHBIM aHaIM3 TO3BOJsIET HE TONbKO BbyAeauTh OJIJI w3 apyrux BumgoB
Jeiko3a, HO U onpeaenuTh KoHKpeTHbId Tun OJIJI. D10 BaxkHOE yclioBHE ISl TIJIAHUPOBAHUS TOUYHOM
Tepanuu, noromy 4to paznuusble Tunbsl OJIJI ommmyatoTrcs Apyr OT Jpyra Ha KIETOYHOM U
MOJIEKYJIIPHOM ypPOBHE, MO-Pa3HOMY MPOTEKAeT X0 OOJEe3HU, MO-Pa3HOMY OLIEHHWBAIOTCS IAHCHI Ha
BBI3JIOPOBJICHHE (ITPOTHO3) M YYBCTBUTEIBHOCTH K Tepanmuu. Kak Tonmpko mocrtasneH auarno3 OJIJI,
JUISL TUIaHA JICUYEHMS! BBISICHSIOT, MOPAXKEHBI JIM JICHKEeMHUYECKUMHU KJIETKaMU JIPYrue OpraHbl, KpoMme
KM, nHanpumep TroJOBHOM MO3I, ME€YEHb, CEJE3E€HKA, JIMM(PATUUECKUE y3ibl WM KOCTU. JlMarnos
ompefeNseTcss MO M300paXEHUI0 M3 Pa3IUYHbIX HUCCIIEIOBAaHUM, TaKUX KaK YIbTPa3BYKOBOE,
PEHTI€HOBCKOE, MAarHUTHO-PE30HAHCHAs M KOMIIbIOTEepHas Tomorpadus, cuuHTHrpadus KOCTeH
ckenera. YrtoOwl ompenenuts, nopaxena au [IHC, Oepyr mnpoOy CHHMHHOMO3TOBOW KHIKOCTH
(romOanbHas TYHKIMS) W HCCIEAYIOT €€ Ha Haluyue JIEMKEMUYeCKuX KIeTOoK. JlanbHeias
MOJITOTOBKA K JICUCHHUIO 3aKJTIOUAETCA B MIPOBEPKE CEPACUHON NESITeNbHOCTH (dNeKTpoKapauorpadus,
OKT u sxokapauorpadusi, 9xoKI') u GyHKIIMOHATEHOTO COCTOSTHUS MO3Ta (dMeKkTpodHIedasorpadus,
O0I'). N3meHeHus, KOTOpbIE MOTYT MPOU30MTH BO BpEMsl TepamnuH, JOHKHBI OLIEHMBATbCS Ha
OCHOBAHHMH 3TUX MCXOJHBIX JaHHbIX. KoMIuiekcHbIe T1abopaTopHble UCCIEI0BAHUS TOMOTAIOT OLIEHUTD
oOIiee COCTOSIHUE MAlMeHTa W YCTaHOBUTH, UMEIOTCA JIM Y HETO HapyIIeHUs oOMEeHa BEIIECTB WU
(GyHKIMNA KaKuX-IHOO OpraHoB (HampuUMep, MOYeK WM TEYeHM), BO3HHUKIIMX H3-3a JIeiKo3a, 4To
MOKET ObITh 0COOEHHO BaXKHO JI0 WJIM BO BpeMs JieueHHUs. [[1s1 BO3MOKHO HEOOXOIMMBIX MepeTuBaHuN

KPOBHU CJIEAYET YCTAHOBUTH IPYNIy KPOBH MALUEHTA.

He Bce uccnemoBanusi oOs3aTesibHBI ISl KaXA0ro mnanueHta. OT MEAUIMHCKUX PAOOTHUKOB BbI
nmofyuyuTe WHOOpPMAIMI0 O TOM, KaKW€ WMEHHO JIUArHOCTUYECKHE MPOLEIypbhl HEOOXOAUMBI IS

TUTAHUPOBAHUS TEPAUH.
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B ciywyae nonreepxkaenust nuarnoza OJIJI manmueHTa CpoOYHO HAIpaBISAIOT B OHKOJAUCIIAHCEDP WIIU
LEHTp, Ille UMEIOTCSI U BO3MOXKHOCTh HauOoJiee COBPEMEHHOTO U 3(PPEKTUBHOTO JICUCHUS, U Y3KHE
CHEIUAINCTBl IO PaKOBbIM 3a00JieBaHUAM (Bpaud, MeacecTpbl). Bpaunm crenuamu3npoBaHHBIX
OTJICJICHUM MMOCTOSTHHO HAXOMATCSI B TECHOM pabodeM KOHTaKTe, JICUCHHE MalMEeHTa MPOBOIUTCS UMU

ITIO COBMECTHO paBpa6OTaHHLIM N CUCTEMATUYHO YCOBCPIICHCTBYCMbBIM IIJIaHAM TCpPaIlnH.

HentpanbHoe mecto B jedueHun OJIJI 3anmmaer XT. XT — 3T0 nedyeHre MenHMKaMEHTamMu, KOTOpPbIE
MEIIAT POCTY KJIETOK (IIUTOCTATHKH). Y HEKOTOPHIX IMAIIMEHTOB JOMOJHUTENBbHO oOmydaercs [[HC
(oOmydenue rojoBbl). B HEKOTOpBIX citydasx mpuMeHseTcs X1 BBICOKUMH JI03aMH TPEnaparoB C
nocaenyromerdn TI'CK. Llenp nedeHuss — Mo BO3MOXKHOCTH MHOJHOCTBIO YHHUUTOXKHUTH JIEHKEMUYECKUE
KJIETKH BO BceM opranu3me, utoObi KM BHOBH cmor paboTarh Kak KpOBETBOPHBIA Opra.
NHTeHCHBHOCTD U MPORODKUTENbHOCTh X 1, HeoOxoaumocTh obmyuenus [THC mmu TI'CK, a taxxe
MPOTHO3 OOJIE3HW 3aBUCAT MPEXKIE BCEro OT Toro, kakum uMeHHo TurnoM OJIJI GoneH mamueHt,
HACKOJIBKO JIEMKEMHUYECKHE KJIETKH PACHPOCTPAHWIIMCH IO OPraHW3My M KaK JIEHKO3 pearupyer Ha
tepanuto. Jleuenne 3penoxietounoil B-dopmer OJIJI oTnuyaercs OT JI€UeHHS BCEX OCTaIbHBIX
nontunoB OJIJI. TlamueHThl ¢ TakUM AMArHO30M IMOJYYalOT Ty K€ TEPaNHio, YTO W TMAlHUEHTHI C
HEXOJDKKMHCKOM uMdomont u3 3penbix B-kietok. [losTomy crnemyronias nHdopMaius 0 Xoie JeUeHUs

K HUM HC OTHOCHTCA.

Jleuenue nauuentoB ¢ auarnozom OJIJI (kpome 3penokiierounoit B-popmsr OJIJI) noapasnensiercss Ha
4 Gonpmnx 3Tamna. Yersipe ¢asbl Tepanuu OTIWYAIOTCSA APYT OT JIpyra Mo MPOJOIKUTEIbHOCTH, IO
WCIIOJb30BAHUIO HEKOTOPBIX MEIMKAMEHTOB, a TaKXe MO0 HMHTEHCUBHOCTH M IEJNsIM JedeHus. 1.
WNupykuus: 3tan uaTeHcuBHOM XT, €ro 1esb — yHHYTOXKUTh 32 KOPOTKOE BPEMSI MAKCUMAJIBHOE YUCIIO
JIEUKO3HBIX KJIETOK U JIOCTUYb peMuccuu. Jledenue anurcsa nmpuOIM3UTENBHO OT MSATH 10 BOCBMHU
Henenb. 2. KoHconmupanusi ¥ WMHTEHCHBHAs TEpamnus: JIEYEHUE MPOBOAUTCS HECKOJIBKO MECSIEB
(mpumepHO OT 2 10 5), €ro 1edab — € MOMOUIBI0O HOBBIX KOMOMHAIMM MpenapaTroB MPOAOIKUTH
YHUUTOXKEHUE JIEMKEMMUECKUX KJIETOK U 3aKpElUTh PEMUCCHUI0. Ba)KHBIM 3JIEMEHTOM SBIISETCS
npodunaktuka nopaxkenus [IHC (mpeBenTuBHOE nedeHue). s 3TOro B CIMHHOMO3TOBOM KaHaJ
BBOJISITCSI MEAMKAMEHTHI ¥ TIPH HEOOXOTUMOCTHU JOTOTHUTEBHO Ha3HAYaeTCsl 00MydeHre TOJIOBHOTO
Mo3ra (Harpumep, eciii uMmerorcs naHHble o0 nopaxenuu [[HC). DtoT 3tanm nomkeH HE JOMYyCTUTh
HonajiaHus JIEHKEeMUYECKUX KIIETOK B TOJIOBHOM M CHMHHOM MO3r WM, 4YTO ObIBaeT wyamie, HUxX
pa3sMHOXKeHUs. 3. PemHOyKuMs: J€4eHUEe MPOBOAMTCS KakK B IEPHOA HWHIAYKLIHH, €ro Lelb —
OKOHYATEJIbHO Pa3pyLIUTh BCE JIEMKEMUYECKUE KIIETKH U TEM CaMbIM MUHUMHU3UPOBATh PUCK BO3BpaTa
0one3nu. OOmas NpoaoIKUTENBHOCTh PEUHIYKLIIUA MOXKET COCTABJISITh OT HECKOJBKMX HENENb 0
MecsIeB, Ha OSTOM JTame ¢a3bl MHTEHCHUBHOTO JIeUeHMsI uepenyroTcs ¢ mnayzamu B XT. 4.
[TopnepxkuBaroniee JIeYeHUE WIH JUIMUTENIbHAS Tepanus: Ha ’TOM ATale Ha3HAYal0TCsl HEBBICOKUE J103bI
XT. OcoOeHHOCTh JIeUEeHHUsl 3aKIIOYaeTcs B TOM, YTO OHO IPOBOJIUTCS UIUTEIBHOE BpeMmsl, Kak
MIPaBUJIIO, TIOKA €ro 00N CPOK HE COCTaBUT 2 roja. JIeueHue nporucxoauT B OCHOBHOM aMOyJIaTOPHO,
€ro Lejlb — YHUYTOXKUTh BCE T€ JICUKEMUYECKUE KIIETKH, KOTOPBIE CMOIVIM BBDKUTH JIa)K€ IOCIIE

WHTEHCUBHOMW TE€paIuH.

bonpbiioun nporpecc B TCpallMM 3a IIOCICAHUC TPpHU ACCATUIICTUS 3HAYUTCIBbHO YBCIMYHII HIAHCBI

m3neunthes: ot OJIJI. brmaromaps BHeApEHHIO COBPEMEHHBIX METOJOB UCCIENOBaHUS U Oolee

S PeKTHBHBIX CTAHIREHERABBBHGHENS YRITNE OB AN B R IME RN BB LORABERIERIL AKRI M/



% 3aboneBmux OJUJI. Ecnu mamueHT mpoXXui mocie JiedeHust S5 neT 0e3 peruanuBOB, OH CUUTACTCS
3I0POBBIM (5-JI€THSS BBDKMBAEMOCTH). Y 4acTH MAIMEHTOB MOXKET HAaONIIOAATHCSl BO3BpAT 3a00J1eBaHUS
(peunnuB). Kak npaBuiio, penuanB HACTYNAET B MEpBbIe 2-3 roja rnocie yCTaHOBJICHHS JUarHos3a u B
KpailHe pPelKuX Ciaydasx — Mociie S JieT. B 1memomM maHChl BbI3IOPOBETH MPU PELHIUBE 3HAYUTEIBHO
HIDKE, YeM IpH MEPBUYHOM 3a00JE€BaHHM, XOTS Yy HEKOTOPBHIX 3a00JEBIIMX IOBTOPHOE JICUCHUE
JIOCTUraeT Xopollero pesynaprara. HeoOxoqumoe 3ameuanue: Ha3BaHHBIE MPOLEHTHI BbI3AOPOBEBIINX
SBIIAIOTCS CTaTUCTUYECKUMM TokazaTeqsiMiu. OHHU  TOYHO W JIOCTOBEPHO OMNUCHIBAIOT JIUIIb
coBokymHOCTh 3a00meBimux OJI. CratucTuka HE MOXKET MpecKa3aTh, BEI3AOPOBEET MAIMEHT, WU HET.
Jleiiko3bl nake NMpU camblX OJATONPUSATHBIX WJIM HEOJAaronmpHUsTHBIX YCJIOBHUSIX MOTYT IMPOTEKATh

abCOIIIOTHO HETPEeICKa3yeMo.
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Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U
JApyrue OueHOYHbIC HHCTPYMEHTHI COCTOSIHUS
MANUCHTA, IPUBEJACHHbIC B KIMHUYCCKUX
pPeKoOMeHIalusAX

Ipuioxkenue I'1. Illkana omeHKH 001Iero COCTOSTHUS MAIMEHTA 0 BEPCHH
ECOG

IIkana oeHKH 0611ero cocTosHus nauuenta no sepcuu ECOG
OpununanbHoe HazBanue: The ECOG Scale of Performance Status.

Ucrounnk: 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].

TuI: mKana OUEHKHU.
Ha3nauenue: kmuHUYECKas OIleHKa OOIIEro COCTOSHUS MallieHTa.
CopnepxaHue U UHTEPIpPETALHS:

Ta6auna 8. [llkana oienku o61ero coctosiHus nanuenta no sepcuun ECOG

Crartyc (6annbi) OnucaHue o6Lero cCOCTossHMA NaLueHTa
0 MaumeHT NOJIHOCTbIO aKTUBEH, CMNOCO6€eH BbINOJIHATL BCE, KaK U A0 3abosieBaHusA
1 naLIVIeHT Hecrnoco6eH BbIMOJMHATb TAXKEeNyr, HO MOXXET BbIMNOJIHATb JiIerKkyro uJin cnaadyro

pa6oTty (HanpuMmep, NIerkyro A0OMallHIOK WU KaHUeNnsspcKkylo paboTty)

2 MaumeHT neuntca ambynaTtopHo, cnocob6eH kK caMoo6CNy)KMBaHUIO, HO HE MOXXET BbIMOJIHATb
pa6oTty. bonee 50 % BpeMeHU NPOBOAUT aKTUBHO — B BEPTUKAJIbHOM MOJIOXKEHUMN

3 MaumeHT cnocob6eH NuWb K OrpaHNYEHHOMY CaMOO6Cny>KMBaHUIO, NPOBOAUT B Kpecse unm
noctenu 6onee 50 % BpemeHu 6oapcTBOBaHUS

4 MHBanua, coBeplieHHO He cnoco6eH K caMoo6Cny)XMBaHWUIO, MPUKOBaH K Kpecay waun
nocrenu

Hpunoxenue I'2. UmmyHosiornvyeckas kiaccupuranusa OJLJI

Tabamnua 9. UmMmmyHonornueckas kinaccugukanus OJUJI

KntoueBble Mapkepbl ans amarHoctnkn OJ1J1 n3 npepwectseHHMKoB B-numdountos: CD19+ n CD79a+ u/mnun cyCD22+

CD 10- OJ11 u3 npo-B-numdobnacros (B-I)

CD10+ cylg- Common- OJ11 (B-II)

cylg+ slg- PekoMeHO0BaHO K 13yyeHuto peaaktopaith GAipfaPMeseaisers (Hitths://meduniver.com

~



slg+

OJ11 n3 3pensbix B-numdboumntos (B-1V)

Kntouesble Mapkepbl ans OJ1J1 u3 npealwecTtBeHHUKOB T-N1MM@OLNTOB:

cyCD3+ n CD7+

cyCD3+ CD7 TOnbKO

OJ11 n3 npo-T-numcobnacros (T-I)

CD2+ w/vinn CD5+

ONN n3 npe-T-numdobnactos (T-1I)

CD1la+

OJ11 n3 kopTukanbHbix T-numdobnacros (T-III)

sCD3+ CD1la-

OJ11 u3 3pensbix T-numdoumtos (T-1V)

sCD3+ aHTu-TCR a/B+

a/B+ T-knetouHbit OJ1 (rpynna a)

sCD3+anti-TCR y/d+

y/0+ T-knetouHbin OJUT (rpynna b)

Ipunoxenue I'3. OcHoBHBIE reHeTHYecKkue aHomMauu npu OJIJ1

Ta6auna 10. OcHoBHble reHeTHYecKue anomanuu mpu OJIJT

t(7;10)(q34,;924)

HOX11 TCRP

Oetn: 7 %

onn AHOManus BoBJ/ie4eHHbIe reHbl YacroTa Metoa perekuum
B-KkneTo4uHbIN t(9;22)(q34;q11) BCR ABL B3pocnblie: 30 % oT-nup
Oetn: 3 %
t(12;21)(p33;922) TEL AML1 B3pocnble: <1 % oT-nup
Oetn: 20 %
t(4;11)(g921;923) MLL AF4 B3pocnbie: 5 % oT-nup
Oetun Mnaawero
Bo3pacTta: 60 %
t(1;19)(g23;p33) E2A PBX1 5% oT-nup
t(8;14)(g24;q932) 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
MyTtauun JAK1/2/3 10 % CekBeHMpoBaHue
T-KNEeTOuYHbIN t(10;14)(g24;911) HOX11 TCRa/B B3pocnble: 31 % oT-nup

t(5;14)(g35;932)

HOX11L2 TCRa/B

B3pocnble: 13 %

OT-MLP, 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) FeHbl 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
MyTaunm NOTCH 1 NOTCH1 50 % CekBeHMpoBaHue
MyTauunn JAK1 JAK1 18 % CekBeHnpoBaHue
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