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Cnmcok coxkpaeHui

BIiTE AT — 6ucnienuduueckuii aktuBarop T-KaeTok

BFM — Berlin-Frankfurt-Munster; Hemenkas uicciemoBarenbckas rpyrma 1mo H3y4eHHIO
ocTporo JuM(poOIaCTHOTO JICHK03a

CD — xnacrep muddepeHunpoBKH

EGIL — European Group of Immunological Markers for Leukemias; Esponeiickas rpyria
10 UMMYHOJIOTMYECKON XapaKTEPUCTUKE JIEHKO30B

FISH — ®nyopecienTHast rubpuau3aarus in situ

MB — MockBa—bepaun; Poccuiickast uccienoBaTebCcKas Tpymma 1Mo JICYEHUIO OCTPOTO
auM$o0IacTHOTO JIeHK03a y JeTeit

TCR — T cell receptor; T-knerounslii perentop

AJIT — anannHamMuHOTpaHChepa3a

ACT — acniapraramMmuHOTpaHcdepasza

BO3 — Bcemupnas Opranu3zanusi 31paBoOXpaHECHUS

BIT-OJIJI — octpsiii muMdoOr1acTHBIHN JIeiiko3 u3 B-kineTok-mpe/iecTBeHHUKOB

[-KC® - pexoMOMHAHTHBIM TPaHYJIOIMUTAPHBIM KOJOHUECTUMYJIHUPYIOMUNA (HaKTOp
YyeJnoBeKa

J.M.H. — JOKTOP MEIUIIUHCKUX HAYK

NTK — uHruOUTOpHI THPO3UHKUHA3

KW — kmnHndeckue uccineaoBaHus

KM — kocTHBII MO3T

KT — xommnbroTepHas ToMmorpadus

JIAI' — makraTaeruaporexasa

MKGB 10 — mexxnynapoanas kinaccudukarus 6one3Heit 10-ro nmepecmoTtpa

MOB — muHEManpHas ocTaTouHas 00JIe3Hb

MPT — marauTHO-pe30HaHCHAsI TOMOTpadus

OAK — o0muii (KITMHHYECKUI) aHATTU3 KPOBU

OJIJI — ocTperit MM 0oOIACTHBINA JTEHKO3

OT-IILP — obpaTHO-TpaHCKpunTa3Has noauMmepasHas nenHas peakuus (I1LIP)

[TP — monHast pemuccus

[IXT — nonuxumuoTepanus

[TIIP-PB — IILIP B pexxumMe peanbHOTO BpEMEHU

COJI — cunapOM OCTPOTO JU3HUCA OMYyXOIU

TI'CK — TpancniaHTaluus TeMOMO3THYECKUX CTBOJIOBBIX KIIETOK
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T-OJUJI — T-nuHelHbIi ocTphIid TMM(OOIaCTHBIN JTEHKO3

V3U — ynbTpa3ByKOBOE UCCIIECI0BAHNE

DOADB — Opanko-Amepuko-bpurtanckas koonepaTuBHas rpymimna

XT — xumuorepanus

IHHC — uentpanbHas HEpBHasi CUCTEMA

UMH — uepenHO-MO3r0BbIE HEPBBI

OKI" — sanexTpokapauorpadus

3x0-KI" — sxokapauorpadus

** — )XM3HEHHO HEOOXOMMbIC U BaKHEUIIINE JICKAPCTBEHHBIC ITPenapaThl

# — mpemnapar, NPUMEHSIONINIICS HE B COOTBETCTBUU C MOKA3aHUSAMU K MPUMEHEHUIO U
IIPOTUBOINOKA3aHUSIMHU, CIIOCOOAMM MPUMEHEHUsSI U JI03aMH, COAEpKaIUMUCSH B

MHCTPYKIMHU IO IPUMEHEHUIO JIEKapCTBEHHOT0 mpemnapata (odd-neiton)



TepMI/IHLI H onpeacacHus

Octpslii tumdoodaacTHbIi Jeiiko3 (OJIJI) — 310 310KauecTBEHHOE 3a00JIeBaHNE CUCTEMBI
KPOBETBOPCHHUS, COCTOSIIEE B TOSIBJICHHH OITyXOJICBOTO KJIOHA W3 KJIETOK — KPOBETBOPHBIX
MPEeIIIeCTBEHHUKOB JTUHUHN uMbonanoi nuddepeHnpoBKu

Ph-nmo3urusnbrii OJ1J1 (Ph+-OJLJI) — OJIJI ¢ Hanuuuem tpancnokamuu (9;22)(934;911) —
u obpazoBanuem xumepHoro rena BCR-ABL1.

BCR-ABLl-nopoousiii OJIJI — mnoarpymma OJUJI, He wuMeromas TpaHCIOKAIIUU
(9;22)(g34;911), HO ¢ npoduem skcrpeccun renos, cxoxuM ¢ BCR-ABL1-no3utuBHbIM OJIJI
ceugerenscTByromeM o0 aktuBanmu ABL1 n JAK2 THPO3WHKHHA3HBIX CHUTHAIBHBIX ITYTEH).
Otmeuatrorest peappamkupoBku CRLF2, ABL1, JAK2, IKZF1, EPOR, PDGFRB u np.

ETP-OJIJI — OJUJI u3 pannux T-knerok-npeamecrsennukos (early T-cell precursor ALL),
uMmeronuii  xapaktepubiii ummyHodeHotun (CD3 BHyTpukierouno, Huskas (MmeHee 75%)
akcripeccuss CDS5, orcyrctBue skcnpeccun CDla m CDS, skcmpeccust XOTsi ObI OJHOTO W3
MHEJIOUHBIX aHTUI'€HOB HWJIM aHTHUIE€HOB KieTok-mpemmectBennunkoB (CD13, CD33, CD11b,
CD117, CD65, CD34, HLA-DR).

IlosHasi pemuccusi — OTCYTCTBUE KIMHUYECKUX MPOSBICHUHN 3a00J€BaHUS IPU HATUYUU
< 5% OnacTHBIX KIETOK B KOCTHOM MO3T€¢ NpPH HOPMAIBLHOM COOTHOIIEHUH IPYTHX POCTKOB
KpPOBETBOPEHUS U OTCYTCTBUU IKCTPAMETYJUISIPHBIX IPOSBICHUI.

MoJiekyJsipHasi peMHCCHSI — OTO TOJIHAs KIMHUKO-TEMATOJOTHYECKass PEMHCCHS MpHU
OTCYTCTBHUHM B KOCTHOM MO3T€ HMCXOJHO OIpPEACTSABUINXCA MOJEKYJSPHBIX MapKepOB OCTPOTO
JeNKOo3a.

Peunaus — 510 mosiBieHrne Mop(hOIOTHYECKH BBISBISEMBIX OJIACTHBIX KIETOK C JIGWKO3-
ACCOIMUPOBAHHBIM  WMMYHO(EHOTHIIOM  TOCiAe  MepuoAa, B  TEYEHHE  KOTOPOTo
UICHTH(UIIMPOBATL OITyXOJICBBIE KJICTKH IHTOJIOTHYCCKHUMH METOJIAMH HE MPEACTaBISAIOCH
BO3MOXHBIM. KocmHnomo32060i peyuous — oOHapyXeHHE B KOCTHOM Mmosre 25% wu Ooinee
omyxoJyieBblx JmMdooIacToB, 0e3 omHoBpemeHHoro mopaxenus I[IHC w/mwmm npyroro
JKCTpaMeyJIIPHOTO MOpaKeHus 1ocie koucratauu pemuccuu. ITHC-peyuoue (neiipopeyudus)
— mosiBiicHHe JUM(OOIACTOB B JIMKBOPE TPH IHUTOJIOTHUYECKOM HCCICIOBAHUHU, a TaKKe
HEBPOJIOTHYECKasi CAMIITOMATHKA, HE CBSA3aHHAS C APYTUMU 3a00JIEBaHUSAMU U MIOBPEKICHUSIMHU.
[pu BHyTpHyepenrHom oOpazoBanuu Ha KT/MPT u nipu oTcyTCTBUHM OJIACTHBIX KIIETOK B JINKBOPE,
KPOBH M KOCTHOM MO3Te, AJIsl JUarHoCTUpoBaHus n3onupoBanHoro peruausa [[HC neobxonumo
MOJTyYUTh THCTOJIOTHYECKOE TTOATBEPIKICHUE WM TIPOBECTH OAHO(DOTOHHYIO IMHUCCHOHHYIO KT
TOJIOBHOTO MO3Ta. B KOCTHOM MO3re YHCIIO OMYXOJEBBIX OJACTHBIX KJIETOK JOJKHO COCTABISATH

MeHee 5%. TecmuKynapuwiil peyuoue — N30JIMPOBAHHBIN PELUIUB IMUKA TUArHOCTUPYETCS pU



MOSIBJICHUH OJHO- WJIM JIBYCTOPOHHEro 0e300JIe3HEHHOTO SMYKa U 3HAUYUTEIHHOIO YBEIHUEHUS
€ro IUIOTHOCTH MPH NAIBITAIMY TIPU HATUYUH B KOCTHOM MO3Tre <5% omyXxoJeBbIx TuM(po0OIacToB
nu orcyrctBun  nopaxenus I[[HC wu  TpebyeT THCTOJOTHYECKOTO  TOATBEPIKIACHUSI.
Komounuposannsle peyuougsl: coueTanve AByX U 0oJee MOpaKeHUN pa3IndHON JIOKATH3AIUH.
[Tpy KOMOMHUPOBAHHBIX PEIMANBAX KOCTHBIA MO3T CUMTAETCS MOPAKEHHBIM MPU HAIUYUU 5% U
0onee omyxoneBbix TuMpoonacToB. ITo30Huil peyuoue — pelauB, BOZHUKIINHN Yepe3 Moiaroaa u
Oonee TOCIIE OKOHYAHUS TIOJJEP)KUBAIOIIEH Tepanuu. Pamuuil peuuoué — PpeuuuB,
3apEerUCTPUPOBAHHBIA paHee, YeM uepe3 MOJroJa OT MOMEHTa OKOHYAHMS MOJJIEpP>KUBAIOIEH
Teparuu, HO Mo3/Hee 18 MecsieB oT Havalia Tepanuu. Quens panHuil (ceepxpannuii) peyuoue —
peuuauB, pa3BUBLIMIICS B CPOK 10 18 MecsleB OT Hauasa Teparuu.

MoJiekyJsIpHbIH pelUAUB — 3TO MOSABJIEHUE MUCXOIHO ONPEAESBLUINXCA MOJEKYJISPHBIX
MapKepoB OCTpPHIX JIEHKO30B B JBYX IOBTOPHBIX aHanu3ax (MPOBEIACHHBIX C KOPOTKUM
MHTEPBAJIOM BpEMEHH) Ha (DOHE COXPAHSIOLIEICS KIMHUKO-TeMAaTOJI0rHY€CKON PEMUCCUU.

MunumanbHas octatounas 6osie3ub (MOB; minimal residual disease — MRD) — nanmiuue
OCTAaTOYHBIX JICHKEMUYECKUX KIIETOK y TAIMEHTa B PEMHCCHH, HE BBISIBISIEMBIX PYTHHHBIMHU
MOP(HOJIIOTUYECKUMU METOAAMH, HO OMNpPENENAeMbIX MpPH MOMOIIN BBICOKOYYBCTBUTEIBHBIX
naboparopubeix TexHosoruii (IILIP B peampHOM BpeMEHHM W/WIM MHOTOLBETHOW MPOTOYHOM
IIUTOMETPHEH ).

BeccoobiTniinas BekuBaeMocthb (event-free survival — EFS) — paccunteiBaetcst ot aathl
Hayaja JeueHus JI0 JH00ro «OTPULIATEIbHOI0» COOBITHS WIIM JAAThl MOCIEAHEN SIBKU MallMeHTa.
[Mox «oTpunaTeNnbHBIMY» COOBITHEM MOHUMAIOT PEIMIUB, CMEPTH T10 JIFOOOW MpPUYHMHE, Pa3BUTHE
BTOPOI1 OMyX0JH WK pedpakTepHOCTh (OTCYTCTBHE MOTHOM PEMUCCHH B CPOKH, ONpECIICHHbIC
MIPOTOKOJIOM TEPAIHH).

Oomas BoixkuBaemocTh (overall survival — OS) — paccunThiBaeTCst OT JaThl Hayaia
JI€YCHHS JI0 CMEPTH MalMeHTa Mo Jr000i npuunue. [lanueHToB, cyap0a KOTOPHIX HEM3BECTHA,
LEH3YPUPYIOT B TOT MOMEHT, KOT/Ia OBLJIO U3BECTHO, YTO OHU JKUBBHI.

Nuayknus — 370 nepuoj Ha4yaJlbHOTO JICYEHUS, LIETbI0 KOTOPOTO SIBJISETCS MAaKCUMAJIbHO
OBICTpOE U CYIIECTBEHHOE COKpAIIeHHE OMYXOJIEBOM Macchl M JOCTHKEHHE MOJHOM peMUCCHH,
Ha3bIBACTCSl MEPUOJOM UHTYKLIHH.

KoHcosmaauusa — BTOpOW 3Tal Tepanny, HANPABIECHHBIN Ha 3aKPEIUIEHUE JOCTUTHYTOrO
IPOTHBOOMYX0ieBoro 3ddekra. 3amaueil 3Toro mnepuoja SBISETCS MO BO3MOXKHOCTH €IIe
0o0JIblllee YMEHbBIIEHUE YNCIIa OCTAIOIINXCS ITOCIIEe MHIYKIUH JIEHKEMUYECKIX KIIETOK.

IMoanep:xuBaomas Tepanus — 5TO ATUTENIbHAS [IUTOCTATUYECKAs TEPanus B HEOOIBIINX

A03ax, HallpaBJICHHAA Ha YHUYTOXKCHHUEC BO3SMOKHOT'O OCTATOYHOT'O OITyXOJICBOT'O KJIOHA.



1. Kparkas mHpopmanusi mo 3a00/1¢BAaHNI0 HJIH COCTOSHHIO (TpyIe

3a200J1eBAHUI UJIM COCTOSTHHH)

Octpeiii mumdoobraacTabi Jetiko3 (OJIJI) — 3To 3710KavYecTBEHHOE 3a00JIEBaHUE CHCTEMBbI

KPOBETBOPEHHSI, XapaKTePU3YIOIIEeCs] HEKOHTPOIUPYeMO nposndepanueil omyxoaeBoro KJIoHa
U3 KICTOK — KPOBETBOPHBIX MPEIIICCTBCHHUKOB JHHHUN TUM(OUIHON Tr(PEepEeHIIMPOBKH,
COCTAaBJISIIOIIETO HE MeHee 25% OT Apyrux siIepHbIX KJIETOUYHBIX 3JIEMEHTOB KOCTHOTO MO3Ta, ¢
BO3MOXXHBIM BOBJICUCHHEM B IPOIIECC PA3IMYHBIX OPraHOB M CHUCTEM (JrM(OUIHAS TKaHb JTFO00M
JIOKAJIN3alliN ), ¥ B CBOEM €CTECTBEHHOM TEUCHHH HEM30ESKHO IPUBO/IAIIIEE K (DaTATBHOMY HCXOTY

[1-6].

Tounsle npuumnHbl pa3Butuss OJIJI HemsBecTHbl. PaccmarpuBaeTcsi BO3MOJKHasi poJib

pasIMYHbIX MPEIPACHOIAralouuX (PakTOpoB (FEHETUUECKUX, BUPYCHBIX, paJualiysl, XUMHUECKOe
u (uznyeckoe BO3JEHCTBME W Jp.), OJHAKO MX TO4yHOe BiMsHME Ha pazButue OJIJI Ha
CErOJIHAIIHUN IEHb HE YCTAHOBJICHO.

[To coBpeMeHHBIM IIpeACTaBICHUSAM B OCHOBE natorene3a OJIJI nexxut myTaiusi CTBOJIOBOM
KPOBETBOPHOM KJIETKH, KOTOpasi MPUBOAUT K MOTEPE CIIOCOOHOCTH K HOPMAJIBbHOM KJIETOYHOMN
middepeHIHpPOBKe U HAPYILIEHUSAM B Ipoleccax npojaudepaniy 1 anonto3a. MyTaHTHBIN KIIOH
JIOCTaTOYHO OBICTPO BBITECHSIET HOPMalbHbIE F€MOTIOTUYECKHE KIETKH, 3aMelias coOoi Bech
reMoI033. BeITeCHEHNE HOPMAIbHBIX TEMOIIO3TUYECKUX KJIETOK U 3aMEILEHUE UX OIyXOJIEBBIMU
KJIETKAMH, HECHOCOOHBIMH K CO3PEBAaHHIO, 3aKOHOMEPHO TMPUBOJUT K YMEHBIICHHUIO B
nepugeprudeckoil KpoBU 3peibIX KIETOK C pa3BUTUEM aHEMUH, TPAHYJIOLUTONECHUH, TUM(ONeHUN
U TpPOMOOLMTONEHHH, YTO TPOSIBISIETCS COOTBETCTBYIOLIEH KIMHUYECKOW KapTUHOM.
OmnyxoseBble KJIETKH MOT'YT OKUJATh KOCTHBIN MO3T U MHPUIBTPUPOBATh pa3IMYHbIC OPraHbl U

TKaHU (CEJE3€HKY, MeUeHb, TUMPOY3JIbl, TUMYC, HEHTpaJIbHYI0 HepBHYIO cuctemy (LIHC), koxy

u 1p.) [1-6].

OJUJI cocTaBinsieT 0ko10 25 % OT BCEX 3710KaU€CTBEHHBIX OIYyXOJIEH y MAallMEHTOB B BO3PacTe

a0 18 ner W ABAAETCS CaMBIM YAacCTBIM OHKOJOIMYECKHM 3a00JIeBaHUEM JCETCKOI'0 BO3pacTa.



3aboneBaeMocThs cocrasisieT okoiao 4 Ha 100 000 merckoro Hacenenus. Iluk 3aboiieBaeMoCTH
OJUUl y nereit nmpuxoauTcs Ha AOUIKOIBHBIN Bo3pacT (2 — 5 net nipu menuane 4,7 roga). Heckonbko
yaie OOJICIOT MaJbUMKH — cooTHomeHue 1,6:1 miug B-nunelinoro u 4:1 mng T-nmuaeiinoro OJIJI

[2,3,5].

C91.0 — octperiif 1MM(POOIACTHBIN JEHKO3.

1.5 Kanaccupukauus 3a00J1eBAHUS  WJIH COCTOSHUA (CPYyNibl 3200JeBAHUI MM
COCTOSIHHUIA)
Knaccupurkauus octporo aum¢o0d/aacTHoro Jieikos3a y nereii corsiacno BO3 sBisiercs
obmenpunsroii [2,7-10]:
1 OJUI u3 B-knerok npemamectseHaukoB (BIT-OJLT)
e be3 cnennguueckux xapakrepuctuk (NOS — not otherwise specified)
[luToreHeTHYECKIE MO PYIIITH:
e 1(9;22)(q34;911.2); BCR-ABL1, Ph+-ALL
t (v;11923); nepectpoiika KMT2A (panee MLL)
e 1(12;21)(p13;922.1), ETV6-RUNX1 (panee TEL-AML)

® C rUNEPAUIUIOUINEN

e C rHOONUIIONIUEN

o 1(5;14)(g31.1;932.1); IGH/IL3

e 1(1;19)(g23;p13.3), TCF3-PBX1

® «yCJIOBHBIC/TIpEBAPUTEIbHBICY TOATPYMIIBI (Provisional entity)
— BCR-ABL1-1oxo0HBII
- 1AMP21

2 OJUI u3 T-xnerok npenmectBeHHUKoB (T-OJIJ)
® «yCIIOBHas/TIpeABapuTeNbHas» moarpymma (provisional entity)

—  OJII u3 pannux T-knetok-nipenmectBenHukoB (ETP-ALL)

Tpaguuuonno Beigensitor OJUJI u3 B-knertok-mpenmectBennuko (BIT-OJUJI) u T-
muneinbiid OJIJT (T-OJLT).
Cpemn uuToreHeTMyeckux mnoAarpymnm, Bbeyaensembix npu  BII-OJUJI, B mocnennem

nepecmoTpe (2016 r.) xraccudukammun BO3 Obimi m0o0aBieHbI ABe HOBBIC moarpyrbsl: BCR-
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ABL1-tomo6usiii (ou ke Ph-momo6usiii OJIJI) u BIT-OJIJT ¢ iIAMP21 (BHYTpHXpOMOCOMHAsI
amIu UKy yacta 21 XpoMOCOMBI).

Cpenu T-OJIJI otnenbHble T€HETUYECKUE MOATPYIIIBI HE BBIACIAIOTCS, OJTHAKO, OMUCAHbI
HamOoJIee 4acTo BCTPEUAIOIIMECs MyTalllH, Takue Kak nepectpoiku reroB TALL, TLX1, TLX3,
LMO1, LMO2 u nap., a taxke mytanuu B renax NOTCH1, FBXW7, PTEN, kotopsie moryt
OKa3bIBaTh BIMSHUE Ha MPOTHO3 3aboneBanus. COrIacHO MOCIEAHEH BEPCHH KIACCU(DUKAINH
BO3 cpenu T-OJIJT otaensro Boinensiercs OJIJI u3 pannux T-kieTok-npeamecTBeHHUKOB (early

T-cell precursor ALL, ETP-OJLJT), uMeromuii xapakTepHbIii KMMYHO(EHOTHIT.

1.6 Knunnyeckasi KapTuHA 3200J1eBAHUSA WIN COCTOSIHUSA (TPYyIbl 32001€eBAHUH MM
COCTOSIHHUIA)

JlMTenpbHOCTh aHaMHe3a 3a00JIeBaHUS OT MOMEHTA IOSIBJICHHS TEPBBIX KIMHHYCCKUX
MPU3HAKOB 0 MOP(HOIOTUYECKON Bepu(UKAIINK JUATHO3A COCTABIISIET OT HECKOJIBKUX HEAEb 10
HECKOJIbKMX MecdaueB. KimHuueckas KapTHHA ONpENeNseTcs CTENEHbI0 HapylleHus (pyHKUUN
KOCTHOT'O MO3Ta (aHeMUsl, FTeMOpPparuniuecKuii CHHIPOM U pa3BUTHE HHPEKIINN pa3IMUHOM CTeTeHN
TSHKECTH) M HAJTMYHEM OIyXOJICBOW MacChl (OpraHoMeranus, 00JIbII0e KOJUIECTBO OMYXOJIEBBIX
KJIETOK B nepudeprueckoil KpoBu, TuMdoaaeHonatus u nopaxenue cpenocrenus, HHC, koxu,
SIMYEK, JISHKeMUYecKasi HH(UIBTPALKS CETYATKH ). B HEKOTOPBIX ciiydasix HaOIIt0JaeTCsl pa3BUTHE

0oseBOro CUHAPOMA, CBA3aHHOI'O C ITOPAKCHUEM KOCTEH.

2. IlmardocTrka 3a00JieBaHMsl UM COCTOSIHUS (TPyNnbI 32a00/1eBAHUIA MJIH
COCTOSIHMIA), MeTUIMHCKHE TOKA3AHNUS U TPOTUBONOKA3AHNS K NPUMEHEHHI0

METO0B JMATHOCTHKHU

Mmnoeue pexomendosannvie Memoobl OUACHOCMUKU 3A001€8aHUsL U CEA3AHHbIX C HUM
COCMOSIHULL UMEIOM OZPAHUYEHHYIO QOKA3amebHYIo 0a3y (6 coomeemcmauu co WKaIaMu OYeHKU
VPOBHS O0CMOBEPHOCMU OOKA3AMENLCME U YPOBHSL YOeOUmMenbHOCMU peKOMEHOAYyUll) no npuduHe
OMCYmMCcmeusi NOCEUEHHbIX UM KiuHudeckux ucciedosanuti (KH). Heesupas na smo, ouu
ABAAIOMCSL HEOOXOOUMBIMU dTIEMEHMAMU 0OC1e008aHUS NAYUEHMA 01 YCMAHOBIEeHUSL OUACHO3A U
8b100pa MaKmMuKu 1e4eHus, max Kax boee sggexmusnvie u 00KA3aHHbIE MEMOObl 8 HACMOAUjee

8pemsl e paspabomatul.

Kputepnu ycTaHoOBJIeHHs TMATrHO3a/COCTOSIHUS: Ouacnos OJIJI ycmanasnusaiom npu
obnapycenuu 25% u 6onee bracmuvix Kiemok 6 kocmuom mosee (KM), no mopghonocuueckum u
YUMOXUMUYECKUM NPUSHAKAM COOMBEemCcmayouux aumgpooracmam. Ha ocnosanuu onpedenenus

uMMyHO¢€H0mul’lCl OACMHbBIX KIEemOK C NOMOULbIO npomouﬂoﬁ yumomempuu ycmanaeiuearom
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JUHelHyl0  npunaonexcHocmos  aumeoonacmos  (T-OJIJI,  BII-OJIJI).  Onpeoenerue
YumoceHemu4eckux NnooSpynn npogoosAm HA  OCHOBAHUU  Pe3yIbMmamos  MOLEeKVIAPHO-
2enemuuecko2o ucciedosanus [2,5-7].

2.1 )Kal100LI ¥ aHaMHe3

° BceMm nanuenTtam moinoxe 18 sner ¢ mogo3penuem Ha OJIJI, a Takke BCceM malMeHTam C
BepudunmpoBanubiM  OJIJI mpu kaxgoMm mnpueMe (OCMOTpE, KOHCYJBTAllMK) Bpada-
remaroJiora/Bpaya-oHKOJIOTa PeKOMeHIyeTcsi cOOp aHaMHe3a M JKano0d Ui OICHKH
COCTOSIHUS MAIMEHTA, & TAKXKE JIJIS BBISBIICHUS (JaKTOPOB, KOTOPHIE MOTYT OKa3aTh BIIHSIHHEC
Ha BBIOOD j1eucOHOM TakTHKH [1-4].

YpoBenb yoenurenbHocTH pexoMenaanuii — C (YpoBeHb JOCTOBEPHOCTH I0KA3aTeJIbCTB
-5).

Kommenmapuu: rxiunuueckue cumnmomor OJIJI y Oemeu 006ycroeienvt cmenenvio
uHureMpayuy  KOCMHO20 — Mo32a  aum@ooracmamu U IKCMpameoyiisApHbIM
pacnpocmpanenuem npoyecca. Ilayuenmor ¢ OJIJI moeym npedvasniams dHcanodvl Ha
c1abocmo, IUXOPAOKy, HeOoMo2anue, 60U 8 KOCMAX U/UIU CYCMABAX, KPOBOMOUUBOCHLL CO
cauzucmuvlx 000n104eK (Hocosvle, OecHesgble, HCenyOOUHO-KUUleuHble U Op. KPOBOMeYeHUs),
2emoppazudeckuii CUHOpOM Ha Kodice, biedHocms. Pacnpocmpanenue bnacmuvix kiemox
auMpamuyeckue y3ivl U NAPEHXUMAMO3HblE OP2aHbl NPUBOOUM K JuUMpadeHonamuu,
VBENUUEeHUI0 NeYeHU U CeNe3eHKU, NPOABNAIWUXCA OONAMU 8 dHCUugome, pPACUUPEHUIO
cpedocmenuss ¢ B803MONCHBIM pA38UMUEM CUHOPOMA COABNEHUS, VBEIUUEHUIO AUYEK )
manvuukos. Ilposenenusmu Hetiponeikemuu Mmo2ym Oblmb CUMNIMOMbL  NOPANCEHUS
YepenHo-mo3208blX HePBOE, 0OUEeMO3208ble, MeHUH2edbHbLe cumnmombl [1-4].

Coop anamneza npu OJIJI noopazymesaem mujamenvbHulil paccnpoc O meKyujer umu
NPOBOOUMOLL panee IeKapCMBeHHOU mepanuu, COnYmcmeyouux CUCIEMHbIX 3a001e8aAHUAX
U XPOHUYECKOU Namoso2uu, HAIUYUU OHKOJIO2UYEeCKUX 3a0071e6aHull y pOOCMBEHHUKOS.
Obsizamenen  cOOp NUOEMUOTIOSUYECKO20 AHAMHE3A CeMbU: YCA08US NPOICUBAHUS,
CAHUMAPHO-2USUCHUYECKULL YPOBEHb OKPYIHCEHUS, HANUYUEe XPOHUYECKUX UHGDEKYUOHHBIX
3abonesanull y OaU3KUX poocmeeHHuxos. OyeHb BANCHO YMOUHUMb, OMKYOA NOCMYNUTL
nayueHm: u3 0oMa uiu u3 Opy2ux MeOuyuncKux opeanusayuii. Eciu nayuenm 6 nocneonee
8peMsl JIeYUnCcs 8 Opy2Ux MeOUYUHCKUX OP2aHU3ayUsx, 00313amenbHO HYHCHO GbIACHUMb 6Ce
oemanu mepanuu, 8 0COOEHHOCMU NPOMUBOUHPEKYUOHHOU Mepanuu, a maxdxice Haluyue
Uny omcymcmeue pasiuyHulX J1e4eOHO-0UACHOCMUYECKUX MAaHUnyIayul, makux Kax

Kamemepusayusd, HapKos, I/ley6aI4Ll}Z, UCKYCCMBEHHAA 6EHMUIAYUA JIECKUX.
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2.2 du3ukaanHoe 00cIeT0BaHue

. Bcem manmentam monoxe 18 ner ¢ momo3penuem na OJIJI, a Takxke BCeM MaldeHTaM C
BepuduimposanubiM OJIJI mpu mepBUYHOM WM TOBTOPHOM MIpHUEME, PeKOMEHIYeTcsi
BBIIIOJIHCHHUEC BU3YAJIBLHOI'0 OCMOTpa TCPAINCBTHYCCKOIr0, MaJiblalun TepaHeBTquCKOfI nu
AyCKYyJIbTAllMM TEPANEBTUYCCKON 1T YTOYHEHHS PaCIpOCTPAHEHHOCTH 3a00JIeBaHHS W
OLICHKH COCTOSTHHS NAlMEHTa, B TOM YHCJIC OTACIBHBIX OPraHOB U cucteM [1-4].

Yposenb yoenqurenbHocTH pekoMenaanuili — C (YpoBeHb JOCTOBEPHOCTH I0KA3aTeJIbCTB
-5).

Kommenmapuu: obOwuii ocmomp noopasymesaem OyeHKy o00weeo Guauueckoco
COCMOsIHUSL, POCMA U MACCHl Meld, d MAKHCe OeMAbHYI0 OYEHKY COCMOSHUSL 8CeX OP2AH08
u cucmem u Hespoaocudeckoeo cmamyca. Ocoboe 6HUMaHUe cledyem obpamumv Ha
OOKYMEHMUpoBaHue NposeleHUulti O0CHO8HO20 3a00/le6aHust (onucanue 6cex 2pynn
VBENUUCHHBIX TUMPOY3TI08 ¢ pasmepamiu, pazmepvl NeUeHu U Cele3eHKU — 8 CAHMUMempax
HUudce Kpas pebepHoll Oyeu no CpeOHeKTIOYUYHOU JUHUU, PA3Mepbl AU4eK Y MATbYUKOS,

Haﬂuque/omcymcmeue JeUKeMUuoo08 Ha KO.?fC‘e) U 6blABNIEHUE 603MOIMNCHBIX 0UAc06 qu)em;uu.

2.3 JlaGopaTopHble JMATHOCTHYECKHE MCCACTOBAHUS

2.3.1. JlaOopaTropHble HCC/IEIOBAHUA /s BepU(UKAUUM [IMATHO3a, OLEHKHU
NPOrHOCTHYECKUX (PAKTOPOB M 00111ero COCTOSIHUS MallHeHTa

Bepughuxayusa ouacnoza npogooumcsi ¢ NOMOWbIO YUMOI0SUUECKO20 U YUIMOXUMUYECKO2O0
UCCIe008AHUSL MA3KO8 KOCMHO20 M032a4 U Nepughepuyeckoll Kposi, MHOLOYBEMHOU NPOMOYHOT
yumomempuu KiemoK KOCMHO20 MO032d, YUMOLEHeMU4ecko20 U MONEKYNAPHO-2eHeMU4ecKo20
ananuza onyxonesvix aumpoodracmos [1-5,7]. Juaenocmuueckuii nepuoo ne 0ondicen 3aHuMamo
bonee 2 cymok (3a UCKIIOYEHUeM YUMO2EHeMUYeckoeo U MONEKYIAPHO-OUOIO0SUECKO20

uccne008amns).

. Bcem nammentam mmaamie 18 jet ¢ momo3penuem Ha OJIJI, a Takke BceM mamueHTam ¢
BepuduinmpoBanubiM OJIJI mpu mnepBHYHOM mpueMe W BO BpeMsi mpoBeneHus XT
PEeKOMEH/IyeTcsl BBITIOJTHEHHE OOIIero (KIMHUYECKOTo) aHallM3a KPOBH Pa3BEPHYTOTO C
o0si3aTenbHBIM  AU(PPEPEHIUPOBAHHBIM  MOACYETOM  JIGHKOIMTOB  (JIEMKOLUTapHAS
dbopmyita) s BepuUKaIMy T1arHo3a, KOHTPOJIS TePaliy U BRIPAOOTKH TAKTHUKU BEIACHHUS
naruenTa [1-4].

YpoBeHnb yoenuTedbHOCTH pekoMenaanuii — C  (YpoBeHb 10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5).
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KommenTapum: dannvie 06we2o ananusa Kposu no3eonson Cyounms 0 6blPANCEHHOCU
mMpoMOOYUMOneHuY U aHemMuu U HeoOX0OUMOCIU NPOBEOEHUs. 3AMeCTUMENbHO mepanuu
Komnonenmamu kposu. Obwee KoIuwecmao NetKoyumos u Haiudue O1ACmHbIX KIemoK 6
nepugepuyeckoli. Kposu 00 HA4AlA Mepanuu  HeooOXo00umo 0N NOCiedyioueo

CcmMaouposanus, onpeoeieHus: 2pynnvl pUCKa U Ha3HayeHus a0eK8amuol mepanuu.

Bcem manmentam mnaauie 18 ner ¢ noxospenuem Ha OJIJI pekomeHayeTcsi mojydeHue
nuTosoruyeckoro mpenapara KM myTeM MyHKIHHM € MOCIEAYIOIIUM IUTOIOTUYECKUM
uccienoBanueM Mazka KM (muenorpamma) aisi Bepudukaruu auaruosa [1-4,7].
YpoBenb yOenuTedbHOCTH pekoMeHaanuid — C  (ypoBeHb J0CTOBEPHOCTH
JA0KA3aTeJIbCTB — ).

Kommenrtapuu: ouaenos OJIJI cmasumcs nHa OCHO8AHUU OOHAPYIICEHUS 8 NYHKmame
KOCMHO020 Mo32a 6onee 25% nelikeMuueckux Kiemok, Ojisi KOmopvlx Mopgonocuyecku u
YUMoxumuyecku 00Ka3ax 0OUH U3 8APUAHMO8 TUMPOUOHOU Ouppepenyuposxu.

KM acnupupyemcs uz 3—4 anamomuueckux moyex. /[ nyHKyuil UCNOIb3YI0OMCA nepeorue
U 3a0HuUe 2pebHU KPbliibe8 N00B300UHbBIX KOCMELL.

Mopdgonocuueckas rnaccugpuxayus OJIJI coenacno epynne @DAB (@panxo-Amepuxo-
bpumanckas xoonepamusnas epynna) na ocnoganuu pazmepos, cmpoeHus A0pa, HaIudus
BKIIOYEHULL U OPY2UX NPU3HAKo8 noopazoensiem numgooracmol Ha epynnet L1, L2 u L3. B
Hacmosiee 6pemst Oocmpulil Jeluko3 co 3spervim B-gpenomunom u L3-mopgonozueii
O1aCMHBIX KNIeMOK OMHOCUMCSL K 2PYNNE HeXOONCKUHCKUX TUMPOM U e20 OUASHOCMUKA U
JleyeHue  OOJICHbI  NPOBOOUMbBCS  CO2NACHO — COOMBEMCMBYIOWUM — KIUHUYECKUM

pexomenoayusmu [1-6].

Bcem mnaumentam wmimamme 18 ner ¢ momospenuem Ha OJIJI  pexomenayercs
UTOXUMHYECKOE UccienoBanue npenapata KM s Bepudukanuu nuarHosa [1-4,7].
YpoBenb yOeauteqbHOCTH pekoMeHaammii — C  (YypoBeHb JOCTOBEPHOCTH
JA0KA3aTeJbCTB — 5).

KommenTapun: [Jumoxumuueckoe ucciedoganue Onyxoneauix KIemok sA61Aemcsi 6aNCHbIM
ona ougpepenyuanvrou ouaznocmuxu ¢ opyeumu eapuanmamu netikemuu. Ilpu OJII 6
ONACMHBIX KAEMKAX OMCYmcmeyem aKkmueHOCHb MUETONEPOKCUOA3bl U Hecneyughuueckol
acmepazvl  KaK — KIOYeblX MApPKEPO8  HENUMGPDOUOHBIX  KIEeMOK-NPeouleCmeeHHUKOS.
Ilosmomy nposedenue dmux O08YX YUMOXUMUYECKUX pearkyuil — peaxyuu Hd

MM@JZOI’lepOKCMOGB’y u peakyuu Ha H€CHEMM¢MH€CK)/}0 acmepasy Aeisemcs 0bs3ameNbHbIM

[2-4].
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o Bcem narnuentam mnagmie 18 ner ¢ momo3penuem Ha OJIJI pexomenayercsi mpoBeieHUe
UMMYHO(DEHOTHITHPOBAHUSI TEMOIOITHYECCKHX KIIETOK-TipeamecTBeHHu B KM ms
Bepu(HKAIUK JUArHO3a, ONPEACICHUS JIMHEHHON MPHHAIC)KHOCTH OJACTHBIX KIETOK,
IPYIIIBI POTHOCTUYECKOTO PHCKA M TaKTUKU Tepanuu [1-6,10-14].

YpoBenb yoOenuTedbHOCTH pekoMeHaanuid — C  (ypoBeHb J0CTOBEPHOCTH
0KA3aTeJbCTB — 5)

Kommentapuu: Myremunapamempuueckas npomouyHas yumomempus, Hpo8oouUMAas ¢
Yenvro MOYHO20 OnpedeieHUsi UMMYHOEeHOMUNa JelikeMuiecko2o KIOHd, 3aHuMaem
yenmpanvrnoe mecmo 6 ouacnocmuke OJIJI, noszeonsem nposecmu Oughgepenyuanvhyio
OUACHOCUKY C OCMPbIMU MUETOUOHBIMU JIeKO3aMU U ¢ OCMPbIMU JNeUKO3AMU CO
emewannvim henomunom [9], sa6155ce ouenv sadxcuvim u 00A3amenbHLIM MEMOOOM OJisl
ouaenocmuxu paznuynvlx eapuanmos OJIJI, ona cmpamughuxkayuu na epynnvl pucka u ois
nocneoyiowezo onpeoenenus MOF [1-6]. B nacmosiwyee épems Onst UMMYHOLO2UYECKOLL
knaccugpuxayuu  OJIJI  ucnonvsyromea — cucmema  Egponetickoii  epynnsl  no
UMMYHOLO2U4eCKolU xapakmepucmuke Jnetikozos (European Group of Immunological
Markers for Leukemias, EGIL) [12] ¢ yuemom nozonee necennvlx uzmenenutl, a maxice
knaccugurxayus BO3 [10]. Pazauunvie ummyHnogpenomunuueckue eapuanmol 0OO0LE3HU
npeocmasieHvl 8 madauye 1.

Cpeou kak B-, mak u T-nunetinvix OJIJI gvl0ensitom HeCKOIbKO 8apuanmos, Omiudarouuxcs
cmenenvio «3perocmuy onyxonegvix kiemok (BI-BIV u TI-TIV), a maxoce omoenvuyro
epynny OJLT uz pannux T-nunetinvix npeowecmesennuxos (ETP-OJIJI) [10,13,14].

Peoxue cnyuau BII-OJIJI ¢ nogepxnocmuou sxcnpeccueti maxcenvix u/unu 1é2Kux yeneti
UMMYHO2NIOOYIUHA HA NOBEPXHOCMU ONYXONe8blX KIEMOK He UMeom Opyeux npusHakos
aumehomsi/netikoza bépxumma (mopgonocua L3 no knaccugpuxayuu @A, nepecmpoiiku
2ena MYC, svicokas ckopocms nponughepayuu). Taxue cayuau popmansvio omuocsm k BIV-
UMMYHOBApUAHMY, HO éKkIIouaiom 6 obuenpunsmoe nevenue OJIJI [11,14].

Ilanenv anmueenog ona ouaenocmuxu T-OJ1JI dondxcna obazamenvro exknouams CDl1a u T-
kiemounsie peyenmopul (TCR).

Tabauya 1. Ummynopenomunuueckas knaccugpurayus OJIJI no EGIL, 1995 [12] ¢ yuemom

nosonee enecennvix usmenenui [11,14]:

B-auneiinbie OJ1J1
CD19+ n/mumu CD79a+ n/uma CD22cyt+
u HecooTBeTcTBUE Kputepusm T-OJLJI, OMJI, MPAL [10]

BI (TITpo-B-OJ1JT ) CD10-ilg-lg-
BIl («Commonx»-OJIJI ) CD10+ilg-lg-
Bl (ITpe-B-OJIJI ) ilg+lg-

14



BIV (B-OJ1J1) | 1g+
T-nmuneiinbie OJLJI
iICD3+ u HecoorBercTBHE Kputepusm MPAL [10]

T1 (ITpo-T-OJIJT ) CD2- CD5- CDla- CD3-TCR-

T (ITpe-T-OJIJT ) CDla-, CD2+ n/nnm CD5+ n/unmu CD8+
Tl (Koprukansasiid T-OJIJI ) CDla+

TIV (Bpenstit T-OJLJI ) CD3++, CD1a-TCR+-

Ipumeuanue: | — BHyTPUKIICTOYHAS SKCIIPECCUS MapKepa

Bcem narmentam mnaame 18 et ¢ mogo3penuem Ha OJIJI pexomenayercsi rpoBeaeHUE
IUTOTCHETUYECKOTO  HMCCICIOBaHUs  (KapUOTHII) W MOJEKYJSIPHO-TEHETHYECKOTO
uccnenoanust (FISH-meron) Ha omHy mapy xpomocom acnupata KM ¢ memnbio
Bepu(HKAlUK JUArHO3a, OINPEICIICHHUs] TPYHIBl MPOTHOCTHYECKOTO PHCKA W TAKTUKU
tepanuu [2-5,7,10,15-18].

YpoBenb yOenuTedbHOCTH pekoMeHaanuid — C  (ypoBeHb J0CTOBEPHOCTH
0KA3aTeJbCTB — 5).

Kommentapuu: [[umocenemuyeckoe ucciedo8anue JelKeMudeckux KiemoK OO0IHNCHO
0053amenbHO  6KIOUAMb 6  CceDs  KApUOMUNUPOBAaHue, UCCIe008aHUE  MemOoO0OM
pryopecyenmnoti in Situ eubpuouzayuu (FISH) u OT-TTI]P ons evisisienus 6ce2o cnekmpa
XapaxkmepHvlx nepecmpoex.

B nacmoswee epems cneoyrowue mpanciokayuu O0OHOZHAYHO UMEIOM KIUHUYECKOe
snauenue  —  1(9;22)(934;911)/BCR-ABL1; t(4;11)(921;923)/KMT2A-AFF1 u
t(12;21)(p13;0922)/ETV6-RUNXI, evicokas eunepounioudus, 2unoniouoHvlil Kapuomun,
gHympuxpomocomuas amniugurayus xpomocomer 21 (IAMP21). Oonaxo 6 nocneonem
nepecmompe kaaccuguxkayuu BO3 evioensiemces 9 yumozenemuyeckux nooepynn npu BlI-
OJUI (cm. «1.5. Knaccugurayusny), umerowux onpedeyieHHoe NpocHOCMuUYecKoe 3Havenue
[10].

Yyumeisas evioenenue BCR-ABL1-nooo6nvix OJIJI 6 omoenvuyro nooepynny, mpeoyrouyio
8 HEKOMOpbIX CIYHAsAX OMOENIbHbIX Mepanesmuieckux Onyull, KpauHe HceaamenibHo
uHuyuanvHoe onpeodenenue nepecmpoex cenoé CRLF2, ABL1, ABL2, JAK2, EPOR,
PDGFRB u opyeux, a maxoice svidenenue epynnot max nazvieaemvix | KZF1-natoc neiiko3os
(Oeneyus cena IKZF1 6 couemanuu c oeneyueti CDKN2A, CDKN2B, PAX5 unu PARI 6
omcymcmsue deneyuu 2ena ERG).

Onpedenenue Opyeux HeCIyUaUHbIX NEPeCmpoer JHCelamenbHo (0COOeHHO 6 paMKax
MYTbMUYEHMPOBBIX KIUHUYECKUX UCCIe008aHUlL), 0OHAKO UX KIUHUYecKoe 3HaueHue Oisl

npuHAmMus mepanesmu4decKux pemenud 0CMaémcsi HesICHbIM.
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Bcem manmentam monoxe 18 met ¢ momospenuem Ha OJIJI, a Takke BceM MallMeHTaM C
BepuduuupoBanHsiM  OJIJI B 1nuarHOCTHYECKWII TEpHOA W B TIPOILECCE Teparuu
PEKOMEH/IyeTCsl IPOBEICHUE CTUHHOMO3TOBOW MYyHKIIMU C 00SI3aTEIbHBIM ITOCIIE Y FOIHM
WCCIIC/IOBAaHNE YPOBHSA O€lKa B CIIMHHOMO3TOBOM JKHMJIKOCTH, HCCIICIOBAaHUE YPOBHS
TJIIOKO3bI B CIIMHHOMO3TOBOM  KHJIKOCTH, MHKPOCKOIIMYECKUM  HCCIICJOBaHUEM
CIIMHHOMO3T'OBOH JKUAKOCTH, MOJICYETOM KJIETOK B CUETHOU Kamepe (onpeesieHre IUTo3a)
U IUTOJOTMYECKHM  HCCIICJOBAaHMEM KICTOK CIHUHHOMO3TOBOW  KHJIKOCTH  JUIS
MOATBEP K IeHUs/uckiroueHus mopakenus [{HC, onpenenenus rpynnsl MPOTHOCTUYECKOTO
pHCKa U BbIOOpa TakTuKu Tepanuu [1-6,16,17,19].
YpoBeHnb yoenquTeabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB
-5).
Kommenrapuu: /ccieoosarnue auxeopa 06s3amenbHo 07151 NOOMBEPIHCOCHUS/UCKIIOYEeHUS.
ouaenosza nopaxcenuss LIHC (netiponetikemuu), umo HeoOX00UMO 0711 MOUHO2O ONpeoeieHus
2PYNNbl PUCKA U HA3HAYEHUs A0eK8amHOU mepanuiu.
B pe3ynbmame ananuza 1uKeopa 603MON*CHbL Cledyouue 8apUanmyl.
o CNS1 — nymxyus ne mpasmamuunas (<I0 spumpoyumos/mxn), omcymcmaeue
JletiIKkeMU4ecKuUx Kiemox
o CNS2 — nynxyus ne mpaemamuyna, <I0 neikoyumoe/Mxi, 803MONCHO HAIUYUE
JletiIKkeMUu4ecKuUx Kiemox
o CNS3 — nynkyus ne mpasemamuuna, >10 netikoyumos/mki, Haruyue 1euKeMudecKux
KIEmMOK NOCie YUmoyeHmpugyeupoeanus
o TLP+ — mpasmamuunas nynkyusi ¢ npumecso ielUkeMudeckux Kiemox
o TLP-— mpasmamuunas nynkyus, omcymcmeue npumecu 1eUKeMuieckux Kiemox.
Juaenocmuyeckas 11omMOANbHAL NYHKYUSL O0IACHA NPOBOOUMBCI MOLLKO ONbIMHBIM 8PAYOM
noo obweli anecmesuel ¢ Yeablo CHUNCEHUS PUCKA MPABMAMUYHOCIU U MEXAHUYECKO20
3aHoca Onacmueix Kiemok nepugepuuecxou kposu 6 I[HC. Tounas ouacnocmuka
unuyuanvhoco  nopadxcenusi [[HC — 603modcHa  mMoONbKO — nymem — NpucomosieHus:
yumonpenapama nepeutHoco uKkeopa Ha yumoyenmpudgyyze. Ocedanue Kiemox 1uKeopa Ha
CMEKN0 ecmecmeeHHbiM Nymém mpebyem Oobule BPEMEHU, YMO HeU30eHCHO NPUEoOUm K
Oeghopmayuu Kiemok, nosasieHuio apmegdhaxkmos u HenpasuibHOU UHMePRPemayuu OAHHbIX.
Ilposedenue n1eueOHbIX CNUHOMO3208bIX NYHKYULL C UHMPAMEKATbHbIM — 66€0CHUEM
XUMUONPEnapamos seisemcs oodazamenvibim Komnonenmom 6 aedenuu OJIJI. Jluxeéop

00513aMenbHO  UCCIeOYemCsi KadxicObll pas npu npoedeHuu aomodanvhou nynkyuu [1-—

6,16,20].
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Bcem manmentam miaame 18 met ¢ momospenuem Ha OJIJI, a Takke BceM MalleHTaM C
BepuduuupoBanHsiM OJIJI mpm mepBHYHOM TMpHeMe W BO BpeMsi mpoBeneHHs X1,
peKoMeHyeTcsl BBHIIIOJIHEHUE aHallM3a KPOBU OMOXMMHUYECKOTO OOIIETEparneBTHUYECKOTO
(MoueBMHa, KpeaTHMHHH, oOmMi Oeok, OwimpyOuH, roko3a, JIJIT, amwiasa,
amannHamuHOTpaHcdepaza (AJIT), acmapraramurorpancdepasa (ACT), HaTpuil, Kauid,
KambIUi) I yTOYHEHHSI PACHpPOCTPAHEHHOCTH 3a00JIeBaHUS W OICHKH COCTOSTHHS
MarrenTa, B TOM YKCJIe OTACIbHBIX OpraHoB U cuctem [2-4,20].

YpoBenn yOemuteqabHocTH pekoMenaammii — C  (YpoBeHb 10CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5).

Kommenrapuu: bAuoxumuueckuii ananuz Kpoeu oaem HeoOX00uMyl uHpopmayuio o
COCMOSAHUY PA3TUYHBIX OP2AHO8 U CUCTEM, YO uspaem Kiouegyio pob 8 NpeoynpexcoeHuu
Pazeumus. MOKCUYECKUX OCNONCHEHULl U OnpeodesieHul « HOMEHYUANbHOU NePeHOCUMOCTIUY

Xxumuomepanuu.

Bceem nmanumentam miaame 18 ner ¢ nomozpenuem Ha OJIJI, a Taxke BceM HalMeHTaM C
BepudurupoBanasiM OJIJI mpu mepBUYHOM mpueMe W BO BpeMms TpoBeacHHs XT
PEeKOMeHAYeTCsl  BBIIIOJHEHUE KOaryJorpaMMbl (OpPHEHTMPOBOYHOE  HCCIIEI0BAaHUE
CUCTEMbI Te€MOCTa3a) IJsl JUArHOCTUKH/OMpENeeHUs] BEPOSATHOCTU PA3BUTUS TSKENbBIX
reMOPPAaru4eCKuX/TpOMOOTHYUECKUX ocioxHeHui [2—4,20].

YpoBenb yOenuTedbHOCTH pekoMeHaanuid — C  (ypoBeHb J0CTOBEPHOCTH
JA0KA3aTeJIbCTB — ).

Kommenrapuu: Pasiuunvie paccmpoiicmea cemocmasa (kak mpomoO03vbl, max u
KpogomeyeHuUs1) A61A10Mcs 00CMAamouHo YacmulM 0ClodcHeHueM 8 npoyecce neyerus OJ1JI.
Omo ceazano kak ¢ 0cobeHHoCmAMU Camo20 3a00nesamus, maxKk U ¢ HPUMEHAeMbIMU
xumuonpenapamamu. Ilosmomy ucciedosanue Koazyiocpammvl 00 HA4aLa u 8 npoyecce

mepanuu s6s1emcsi He0OX0OUMbIM.

Bcem nanuentam mnaame 18 ner ¢ mogo3penuem Ha OJIJI, a Takke BCceM MalueHTam ¢
BepudurupoBanasiM OJIJI pexomMeHnayercsi ompeneicHHE OCHOBHBIX TPYIT KPOBHU TIO
cucreme ABO, onpenenenue antureHa D cucremsr Pesyc (pesyc-akrop), onpenencHue
¢benoruna no auturenam C, ¢, E, e, Cw, K, K u onpesiesieHrne aHTHIPUTPOLIUTAPHBIX AHTHTEI
C IIEJIbIO IPOBEACHUS 3AMECTHTEIBHOM Teparii KOMIIOHEHTaMH KPOBU MTPH HEOOXOAUMOCTH
[20,21].

YpoBenb yOeauteabHocTH pexoMeHgammii — C  (YypoBeHb [J0CTOBEPHOCTH

JI0KA3aTeJbCTB — 5).
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Kommenrapuu: Yuumsigasn neobxooumocmos mpancg)yzuil KOMROHEHMO8 KPOSU 6 MeyeHUe
nepuooa ieyeHus 6cem NayueHmam HeobXooumMo onpeoeieHue epynnvl Kposu U pesyc-

¢axmopa.
2.3.2. JIabopaTopHbIe HccIeA0BAHUA 1JIs1 KOHTPOJIA 3¢ (PpeKTHBHOCTH Tepanuun

Bcem narmuentam miamme 18 ner ¢ OJIJI pexkomenayercs Ha dTane WHAYKIWKA (Ha 15-#
JICHb TEPAIMH U TI0 OKOHYAHWUW WHAYKIWN) IMOTYICHHE [UTOJIOTHYeCKoro mpemapata KM
MyTeM MYHKIMM C TOCIEAYIOMIMM IIUTOJOTHYECKUM HccleoBaHneM Maska KM
(Mmenmorpamma) s BepuUKAlMKA CTaTyca TMalMeHTa Mo 3a00JIeBaHUIO (PEMECCHUS,
PE3UCTEHTHOCTH) U BBIOOPA TAKTHKH JalbHEHIeH Tepanuu [1-6,16,17,22,23].

YpoBenb yOeautenbHocTH pexoMeHaammii — C  (YypoBeHb J0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5).

Kommenrapuu: Oyenka panneco omeema na mepanuio A67151€mcs KIo4egulM MOMEHMOM 8
nevenuu  OJIJI.  Ilnoxot paumnuii omeem Ha mepanuro  AGIAeMCcs  HaKmopom
HeONa2onpusmHo20 NpocHO3a U mpebyem 6 psde Cayuyaed MOOUPUKAYUU mepanuu.
Ilayuenmoi, He docmuzwiue pemuccuu N0 OKOHYAHUU UHOYKYUOHHOU ha3bl, OMHOCAMCI K
nayuenmam 6vicoko2o pucka (epynnvt E wiu T-HR npu ecmpamugpuxayuu no npomorxony
ALL-MB 2015 uau epynna evicokozco pucka no npomoxony ALL IC-BFM 2002 — cm.

npunodicerue A3).

Bcem nanuentam miamgme 18 sner ¢ OJIJI pexkomenayercsi Ha 8-l IeHb MHIYKIIMOHHOMN
Tepanuy BBIIOJHEHHE OOIIero (KIMHUYECKOTO) aHalu3a KpPOBH pa3BEPHYTOrO C
o0s3aTenbHBIM ~ TU(MPEPEHITUPOBAHHBIM ~ TTOACUYETOM  JICUKOIUTOB  (JIEHKOIIUTapHAas
dopmyna) Uil OLIGHKM paHHEro0 OTBETa Ha TEpamuio (peayKUUs/TIepCUCTUPOBAHUE
OJIACTHBIX KJICTOK B mepudepruveckoil KpOBH) U BEIOOPA TAKTUKY JaibHel el Tepanun [1—
6,17,22-24].

YpoBenb yOeauteqbHOCTH pekoMeHaammii — C  (YypoBeHb JOCTOBEPHOCTH
0KA3aTeJbCTB — 5).

Kommenrapuu: Oyenka panne2o omeema na mepanuio A6715emcst KIo4egblM MOMEHMOM 8
newenuu OJIJI. Ilnoxoiti omeem Ha cmepouonyio «gop-ghazyy aensiemcs Gaxmopom
HeOna2onpusamno2o npocHo3a u mpebyem 6 psoe ciyuaes (8 3a8UcUMOCmu Om npPomoKod

mepanuu u 6apuanma JeuKemMun) Mooupurayuy mepanuu.

Bceem maruentam miaamnie 18 met ¢ Ph-nosutuBueiv OJIJT pekoMenayercsi onpeeneHne

skcnpeccun MPHK BCR-ABLp210 (konnuectBeHHoe) U omnpenenenue sxcnpeccun MPHK
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BCR-ABLp190 (konmnuecTBeHHOE) B AMHAMUKE (TIEpeT Ha4aJIoM Ka)KJI0T0 Tara Tepanuu 1
1 pa3 B 3 Mecdala Ha 3Tane MOAJAEPKUBAIOIICH TEpanuu U TMOCIE €€ OKOHYAHUsA) JUIs
KOHTPOJIs 9 (PEeKTUBHOCTH M BBIOOPA TAKTHKH JajabHEHIeH Tepanuu [25-27].

YpoBenb yOenuTeabHocTH pekoMenaanmmii — C  (YpoBeHb /10CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5).

Kommentapuu: Monumopune mumpa mpanckpunma BCR-ABL y nayuenmos ¢ Ph-
nozumusnvim OJLI sa6nsemcs KiouedblM ycio8uem ieyeHus maKux nayueHmos, NoCKOIbKY
8 cayuae HeOOCMUNCEHUA/NOMepU MONEKYIAPHOU PeMUCCuu mpeoyemcs yeeiudeHue

003bi/cmena uneubumopa mupozunxkunas (UTK).

2.3.3. MonuTopunr MOb

B nacmosawee spemsa cmanoapmom monumopunea s¢ppexmuenocmu nevenus OJIJI cman
MOHUMOPUHZ O0CMAMOYHOU onyxoaesou nonyaayuu xiemox (MOB) ¢ nomowwpto npomourou
yumomempuu Uu/unyu MOJNEKVIAPHO-OUOIOSULECKUX MemOo008. YKazauHvle Memoobl 001adaiom
8bICOKOU YyscmeumenvHocmvlo (ooHapyscusaemcs 1 netikemuueckas xiemka Ha 1046
HOPMAIbHBIX 2eMONOIMUYECKUX KIEMOK) U C UX HOMOWBIO MONMCHO OMCIEHCUBAMb 8 OUHAMUKE
cyovoy netikemuueckozo kiaoua. Coxpanenue MODB nocne yumocmamuyeckoeo 6030eucmeust
ABNAEMCS  CAMBIM ~ MOWHBIM — NpOcHOCMuUuYeckum  gaxkmopom vy  nayuenmos ¢  OJIJI,
CBUOEMENIbCMBYIOWUM 0 He0OX00UMOCmu usmenenuss mepanesmuyeckou maxmuku [23,28-30].
Touxu uccneoosanuss MOD, onpedensowue npocHo3, OMAUYAOMCA KAK 6 PA3IUYHLLX
mepanesmu4ecKux npomoKoIax, max u OJisk pasHvlx Memooos. bonee mozo, 6 Hacmosuee epems
6 Poccuu 60 mHozux ciyuasx ucnonv3yiomcs npomoKoJivl, He npedycmampusaroujue npumeHeHue
pesynomamos onpeodeneruss MOB ons cmpamugukayuu na epynnel pucka y ecex nayueHmos
[4,15,31,32]. Iloomomy 6 macmoswuit momenm pexomendosamv monumopune MOB ecem
nayuenmam ¢ OJIJI npeocmaensemcs npescoespemennvim. (QOHaKo npu 686edeHuu 8
mepanegmuieckue Nnpomokoavl MmoHumopune MOB mooicem ucnonv3osamvcs Kak O00UH U3
OCHOBHBIX cmpamuguyupyrowux napamempos. Kpome moeo, u 6 nacmosiwee epems nayuenmam
8bicokoeo pucka (epynnvl E uiu T-HR npu cmpamugpuxayuu no npomoxony ALL-MB 2015 unu
epynna evicokoco pucka no npomoxony ALL IC-BFM 2002 - cm. npunosicenue A3) monumopune
MOF abconromno HeoOX00UM 01 peueHus BONPOCa 0 YerecoodPa3HOCmMu U CPOKAX NPOBedeHUs.
mpancniaumayuu  2emonosmuueckux cmeonoswvix kiemox (TI'CK), mak kax Heo6X0O0umbim
yenosuem  yenewnot  TI'CK  saensemcs nanuuue MOB-necamuenou  pemuccuu  nepeo
mpancnaianmayuer  [33-35].  ObszamenvHbiM — yCl08UeM — UCHONBL30BAHUSL  Pe3VIbMAmMos
onpeodenenuss MOB 0ns 6bibopa maxmuku ieyeHust s615emcsl 8bINOJHEHUE UCCTe008AHUS 8 OOHOU

u3 1abopamopuil, A6AWeEUC pedhepeHCHOIL OJisl KOHKPEMHO20 Mepanesmuiecko2o npomoKoId.
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Bcem mamuentam miamme 18 mer ¢ mepBuuHO-pedpakTepHbiM OJIJI BBICOKOTO pHCKa
(rpynnbel E umn T-HR npu crpatudukanuu no npotokony ALL-MB 2015 unu rpynna
BbICOKOrO pucka 1o mnpotokony ALL IC-BFM 2002 — cm. mnpunoxenue A3)
pexomenayercss MoHuTtopunr MOB (ummyHOdeHOTHUIIMpOBaHHME  OHOJIOTHYECKOTO
MaTepuana s BbisiBIeHHS MapkepoB MODB mpu remoOmacro3ax) mocie KakIoro srama
TEpaIuu JJIs PeLICHHs BOIIPOCa U 11eiecooopa3Hoctu u cpokax mposeaenus TI'CK [33-35].
YpoBeHb yO0eaMTeJIbLHOCTH pekoMeHaaumid — B (ypoBeHb [10CTOBEpPHOCTH
JI0KA3aTeJbCTB — 2).

KomMmenTapuu: nayuenmam epynnel vicokozco pucka mouumopuuwe MOB abconromno
HeobXo0um 0115 peuleHus 60npoca o yeiecoobpasnocmu u cpokax nposedenus TI' CK, max
Kkak Heobxooumvim ycnosuem ycnewrou TICK sensemcs nanuuue MOB-necamugHoll
pemuccuu neped mpaHcnaaHmayuetl.

Jna npunamus mepaneemuueckux peuleHuli HeoO6xX00UMO NONb308AMbC OOHUM U MeM e
memooom ons monumopunea MOB na npomssicenuu mepanuu u 8bINOIHAMb UCCIEO08AHUS

8 00HOU U moti dHce n1abopamopuu. Ananuz MOB evinonnsemcs 6 oopazyax KM.

Mounutopuar MObB  (uMMyHO(EHOTUITUPOBaHHE OHOJOTHYECKOr0 Marepuana  Juisd
BbIsIBIIEHUsT MapkepoB MOB mpu remo01acTo3ax) peKoMeHayeTcsl marentam miaamie 18
ager ¢ OJUJI, mnomyyaromum Ji€4€HHWE MO NPOTOKOJIAM, IPELyCMATPUBAIOLIUM
CTpaTU(UKALMIO MAIlMEHTOB B 3aBUCUMOCTH OT BenuyuHbl MODB, mms  xoHTpoms
3¢ GeKTUBHOCTH U BbIOOpa TakThku Tepanuu [29,30].

YpoBenb yOenuTebHOCTH pekoMeHaanuid — C  (ypoBeHb J0CTOBEPHOCTH
0KA3aTeJbCTB — 5).

Kommenrtapuu: O6napyscenue MOB nocie yumocmamuuecko2o 8030eticmeausi A6IsAemcs
MOWHBIM NpocHOCmMuUYeckum gakmopom y nayuenmos ¢ OJIJI, nosmomy on ucnonwvsyemcs
8 HEeKOMmOpbIX CYWeCmeYIouux Ha ce200HAWHUl OeHb npomokonax mepanuu OJIJ] 6
kawecmee cmpamuguyupyioweco gaxmopa [23,28-30]. B 3asucumocmu om eenuuuivi
MOE 6 onpedenennvie KOHKpEMHbIM NPOMOKOIOM KOHMPOAbHbIE MOYKU MEHAEemcs
mepaneemuyveckas makmuka. Touku uccredosanus MOB, onpedensiowue npoeHos,
OMIUUAIOMCS 8 PA3TUYHBIX Mepanesmuyeckux npomoxoaax. He pexomendyemces usmepenue
MOBK nayuenmam He KOHMPOILHLIX MOYEK UCNOIL3YEMO20 NPOMOKOIA.

Jna npunamus mepaneemuyecKux peuleHull HeoOXo0UMO NOIb308AMBCA OOHUM U MeM Jice
memooom onsa monumopunea MOB na npomsdicenuu mepanuu U 8bINOIHAMb UCCIE008AHUS

8 00HoU u motl duce r1abopamopuu. Ananuz MOB evinoansiemcs 6 oopazyax KM.
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2.4 UHcTpyMeHTANbHBIE TUATHOCTHYECKH e UCCIeI0BAHUS

Bcem nmanuentam moinoxe 18 ner ¢ mogo3penuem Ha OJIJI, a Takke BceM maieHTam ¢
BepudunupoanubiM OJIJI 1o Havana nedeHus: peKOMeHAyeTcsl IPOBEACHHUE MPULIETbHON
peHTreHorpaduu OpraHOB TPYTHOW KJICTKH B MIPSIMOW M TPaBOH OOKOBOW MPOCKIIMH IS
MIOJITBEPIKACHHS/UCKITIOYCHUS TOPAKEHUS CPEIOCTCHHS U BbIOOpa TaKTUKHU Tepanuu [1-4].
YpoBenb ybOenuteqbHOCTH pekoMeHgammii — C  (YypoBeHb 0CTOBEPHOCTH
J0KA3aTeJbCTB — 5).

Kommenrapuu: /[uacno3 onyxoneeou maccol 6 nepeonem cpeoocmeHuu Cmasumcs no
NPAMOMY U NPasomy OOKOBOMY DPEHM2EHOBCKUM CHUMKAM 2pYOHOU KiemKu. B cnyuae ee
8bIABNICHUS NOKA3AHO MAKMCe NpogedeHue KOMNbIOMEPHOU MoMocpaguu opeanos epyoHol
NOJIOCMU C OYEHKOU MOYHBIX pa3mepos onyxonegoll maccol. IIpsamoi u npasviii 60K08ou
PEHM2EeHOBCKUEe CHUMKU 2PYOHOU KAeMKU OOJIMHCHbL Oblmb COeNanbl 0OHOBPEMEHHO U 00

Hauyaja j1edeHu:l.

[Naniuentam monoxe 18 et ¢ OJIJI B ciayuae BBISIBJICHHUS OMyXOJEBOM MacChl B MEpeIHEM
CPEAOCTEHUH 10 JAHHBIM PEHTIeHOrpa(uu peKoMeHAayeTcsl IPOBEACHNE KOMIIBIOTEPHOM
tomorpaduu (KT) opranoB rpyaHo# MosocTu Aj1si OLEHKU TOYHBIX pa3MEpOB OITyXO0JIEBOTO
MOpPa)XKEHUs U MOCIIEAYyIOllee KOHTPOJIbHOE UCCIEI0BAaHUE 110 OKOHYAHMHM MHIYKLIHOHHOM
TEeparuu JUIsi OLEHKH OCTaTOYHOIO 00beMa OIYXOJIM M BHIPAOOTKU TaKTHKH Tepanuu [36].
YpoBenb yOenuTedbHOCTH pekoMeHaanuid — C  (ypoBeHb J0CTOBEPHOCTH
0KA3aTeJbCTB — 5).

Kommenrapuu: B cayuae e6wiaenenHus nopascenusi cpedocmenus NO  OAHHbIM
penmezenozpagpuu HeobXo0UMO UCNONb306aHUe OOlee MOUHBIX MeMO008 BU3VATUZAYUU C
OYEHKOU MOYHLIX PA3MEPO8 ONYXONe8OU Maccvl. Dmo HeobXoo0umo 6 OanvHetiuem O
oyenku  oghgpexmusHocmu  mepanuu, KOHCMAMAYUU  CMAMyca  pPeMUcCuu  Ulu

NOOMBEPIHCOCHUSL HeOOXOOUMOCU USMEHEHUsL MePanuu.

Bcem nmanuentam moinoxe 18 ner ¢ mogospenuem Ha OJIJI, a Takke BceM maieHTam ¢
BepudurmupoBanaeiM  OJIJI 10 Havama JiledeHUsT PeKOMEHYeTCsl  IPOBEACHHE
yIbTpa3BykoBoe uccienoanue (Y3U) opranoB OprourHoit mojoctu (komruiekcHoe), Y31
3a0promMHHOTO TTpocTpaHcTBa M Y 3U opranoB Maioro taza (KOMIUIEKCHOE) JUTsl yTOUHEHUS
pacrpoCTpaHEHHOCTH 3a00JIeBaHUSI W OIGHKH COCTOSIHMS IallMeHTa, B TOM YHCIIE
OT/IENIbHBIX OPraHoB U cuctem [2—4,20].

YpoBenb yOeauteabHocTH pexoMeHgammii — C  (YypoBeHb [J0CTOBEPHOCTH
JI0KA3aTeJbCTB — 5).
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Kommenrtapuu: [lposedenue Y3U neoOX00umo 011 OyeHKU HATUYUS NOPAN’CEHUS U
Pazmepos UH@OUIbMPUPOBAHHBIX NAPEHXUMAMO3IHBIX OP2AHO8 U JIUMPAMUYECKUX V3108
OPIOWHOL NOAOCMU, AUYEK, OP2AHO8 MAL020 MA3d, d MAKN’CE BbIAGIEHUSL CONYMCMEYIouell

namoJiocuu.

buoncus simuka He pekoMeHayeTcs namueHTaMm MoJioxe 18 met ¢ mogo3penuem Ha OJIJ1, a
Taroke nanueHTam ¢ Bepuduimposanabiv OJIJT [1-4].

Yposenb yOeauteabHocTH pexoMeHgammii — C  (YypoBeHb [J0CTOBEPHOCTH
JI0KA3aTeJbCTB — 5).

KommenTapuu: Jluacrno3 uHuyuanbHo2o nopaxjicenuss suyex YCMAaHaeuiueaemcs Ha
OCHOBAHUU KIUHUYECKUX OAHHBIX U YIbMPA3EYKOBO2O UCCIe008AHUSL OP2AHO8 MOULOHKU.
buoncus auuka npu nooospenuu Ha uUHUYUATILHOE NOpadiCeHUue He nokasauna. Unuyuanvnoe
nopasicenue auyeK He 8nusenm Ha Cmpamu@urkayuro u 8b100p mepanuu; 00OHOCMOPOHHSIL UIU

08YXCMOPOHHSASA OPXUIKIMOMUSL He NPedyCMOMPEHA.

Bcem nmanuentam monoxe 18 ner ¢ mogo3penueM Ha OJIJI, a Takke BceM MalueHTaM C
BepuduiupoBanasiM OJIJI 1o Havana nedeHus pekomenayercs nposeacHue KT ronosHoro
Mo3ra wiu MPT TOnOBHOTO MO3ra JUIsi HMCKIIFOUEHUS/TIOATBEPIKICHUS WHUIIUAIBHOTO
nopaxkenus [THC [1-4].

YpoBenb yOeautenbHocTH pekoMeHgammii — C  (YypoBeHb [J0CTOBEPHOCTH

JA0Ka3aTeJbCTB — 5).

Bcem nmanuentam moinoxe 18 ner ¢ mogo3penuem Ha OJIJI, a Takke BCceM maieHTam ¢
BepudunupoanubiM OJIJI no Hauana jnedeHus U B Mpollecce Tepanuu peKoOMeHIyeTcsl
perucTpanusi 3JIEKTPOKAPANOTPaMMBI W pacmu(poBKa, OMHCAHWE W HWHTEPIPETAIUs
AJIeKTpoKapauorpaduueckux MaHHBIX W dxokapauorpaduu (Oxo-KI') nmns BeIssBICHHS
COIYTCTBYIOIIEH MMaTOJOTHH U BO3MOXHBIX KapIHOJIOrHUECKIX ocnoxuenuit [1-6,20].
YpoBenb yOenuTedbHOCTH pekoMeHaanuid — C  (ypoBeHb J0CTOBEPHOCTH
JA0KA3aTeJIbCTB — ).

Kommenrapuu: Yuumvieas kapouomoxcuunocms npenapamog cpynnvl aHmMpayuKiuHos,
ucnoavsyemvix 6 mepanuu OJIJI, kadxcoviil paz nepeo ux 6sedeHuem 6cem NAYUEHMAM

pexomenoyemcs nposedenue IKI, Oxo-KT'.

2.5 UHble fHATHOCTHYECKHE HCCIeNOBAHNA
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Bcem manmentam monoxe 18 met ¢ momospenuem Ha OJIJI, a Takke BceM MallMeHTaM C
BepudunupoBanubiM  OJIJI 1o Hauama JiedeHHS PeKOMeHAyeTcsi mpueM (OCMOTD,
KOHCYJIbTAIlMs) Bpada-HEBPOJIOTA MEPBUYHBIA U MpUeM (OCMOTp, KOHCYJIbTAllMs) Bpayda-
odrampMoIOTa TIEPBUYHBIA JUISI BBIABICHUS PACIPOCTPAHCHHOCTH IpoIlecca U BhIOOpa
TakTUKHU Tepanuu [1-6,20].

YpoBenb ybOenuteqbHOCTH pekoMeHgammii — C  (YypoBeHb 0CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5).

Kommentapuu: Ocmomp epaua-negponoea HeoOX00UM 018  BbIAGNEHUA/UCKTIOYEHUs
npuzHakos Hetiponetikemuu (nopascenue YMH, ouacosas cumnmomamuxa). Ocmomp
8paua-ohmanoMonoza npoeoOUmMcs ¢ 00A3AMENbHbBIM OCMOMPOM  2NA3H020 OHA OJA

8bIABNEHUS/UCKTTIOYEHUS TIeKeMUYeCKOU UHDUIbMPaYyUU, KpO8OU3TUSHULL.

Bcem manmentam monoxke 18 ner ¢ OJIJI Beicokoro pucka (rpynmsel E wim T-HR  npu
cTparudukanuu mo nporokoxy ALL-MB 2015 wnm rpynma BEICOKOTO pHCKa MO MTPOTOKOTY
ALL IC-BFM 2002 — cm. mpunoxkeHue A3), a Takke MX CHOJMHTaM U POIMTEISAM
pexomMeHnayetcsi onpeaeneHne HLA-aHTHTEHOB ¢ TENTBIO MTOMCKA MOTEHITUAILHOTO JIOHOpa
ns nposenenust TT'CK [4-6,16,31,32].

YpoBenb yOenuTedbHOCTH pekoMeHaanuid — C  (ypoBeHb J0CTOBEPHOCTH
J0KA3aTeJIbCTB — ).

Kommenrtapuu: Ilposeoenue TI'CK nokazamo écem nayuenmam 6biCOK020 pucka 8 I-ii
pemuccuu npu yciosuu 0OHAPYHCeHUs: pOOCMBEHHO20 NOJHOCIbIO COBMECMUMO20 OOHOPA.
THayuenmam, He Oocmucwium pemuccuu nocie npogedeHus UHOYKYUOHHOU mepanuu,
obauecamuo noxazana annoeennasn TI'CK noboeo muna (8 3aeucumocmu om 00CMynHOCHMU
00HOPO8 U om mexnudeckux sozmodcnocmett) [16,31,37-40]. ITosmomy écem nayuenmam
HLA-munuposanue u unuyuayus noucka OOHOPA OOIHCHbL NPOBOOUMbCA CPA3) NOCIe

cmpamugukayuy nayueHmos 8 2pynny 8bLCOK020 PUCKa.

3. JleueHue, BKJIIOYAsE METMKAMEHTO3HYI0 U HeMeIUKAMEHTO3HYI0 TepaInum,
AMeTOTepanuio, 00e300J1uBaHue, MeIUIIMHCKUE TOKA3AHUA U

NMPOTUBOIIOKA3AHUA K NPUMCHCHUIO ME€TO/10B JICHCHUSA

3.1 KoHcepBaTHBHOE JIeYeHHE

3.1.1 JleueHue ocHOBHOTO 3a00eBanus (OJLJI)
Ienu neuenus [1-6]:

L4 Spadukauuﬂ AeUKeMUUeCcK020 KJNOHA,
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e Boccmanognenue HOpMATbHO2O KPOBEMBOPEHUSL,
o Jlocmuoicenue OnumenvpHol 6eccoOblMUHOU BbLICUBAEMOCTI.

Jlewenue OJIJI ocywecmensemcs npu noMOWU KOMOUHAYUL  YUMOCIMAMUYECKUX
npenapamos, 8800UMbIX p/0, 6/8, 6/M U UHMPAMEKANbHO NPU CMPOSOM COONOOEHUU O003bl,
OUMENbHOCMU U 8DEMEHU 88E0EHUsL CO2ILACHO 8blOPAHHOMY MePanesmuyeckomy npomoxony [1—
6,15,16]. Kpome moeco, Ons psioa nayueHmos 6 npedyCMOMPEHHbIX NPOMOKOLOM CIVHASIX
nposooumcst oonyuenue yenmpaivHou Hepenou cucmemnsl [11,41,42]. Tepanus oonsicna bvime
Hauama Kak MOJCHO paHvuie, 0OOHAKO O/l HAYand mepanuu HeobXoo0umo Oblmb NOIHOCMBIO
VBEPEHHbIM 6 QUA2HO3€e U YCManosums 0ovem nopascenust [1-4]. s nposedenus s¢pgpexmusnoeo

Jledenust He0OX00UMa a0eK8amuasi COnpo8ooumenbhas u 3amecmumensras mepanus [43].

o Jleuenue narueHToB MoJioke 18 et ¢ OJIJI cTporo pekoMeH Iy eTcsi IPOBOAUTH C TOMOIIBIO
KOMOMHHUPOBAHHON  IIMTOCTATHYECKOW  Tepamuu 10  OJHOMY U3  CJICIYHOIIUX
TEPaneBTHYECKUX MPOTOKOJIOB, UMEIOIIUX CPABHUMYIO 3PPEKTHUBHOCTD (CXEMBI TEPAITHH
cm. [Ipunoxenne A3):

o Iporokon rpymmsl Mockea—bepaun (ALL-MB-2015) [44]
YpoBenb  y0enuTejlbHOCTH  pexkomengamuii — C  (ypoBeHb
J0CTOBEPHOCTH J10KA3aTeJILCTB — 5).
o IIporokon rpymnmet BFM (ALL 1C-BFM-2002) [45]
YpoBenb  yOeautesbHOCTH  pekoMeHmamuii — C  (ypoBeHb
J0CTOBEPHOCTH JI0KA3aTeIbCTB — 4).
Kommentapumu: Jleuenue 001#CHO 0CYUuecmaismscs moabKo 8 COOMEEMCMEUL ¢ OOHUM U3
cneyuanbHo pazpabomaHHvlx mepanesmu4ecKux npoOmMoK0I08, nooOpooOHO
peanameHmupyrowemy 003bl U KOMOUHAYUU NPUMEHAEMBIX TeKAPCHEEHHbIX NPEenapamos,
CPOKU 66e0eHUs, 0emanu 00C1e008aHUs U MAKMUKY NPOBEOEHUs YUMOCMAMUYecKou U
conpogooumenvrol mepanuu. J{03vl, CPOKU U OIUMETbHOCHb 66€0CHUS JIeKAPCMBEHHbIX
npenapamos 00HCHbl OblMb 8 CMPOSOM COOMBEEMCMEUU C 8bLOPAHHBIM MEPANesMUeCcKUM
NPOMOKOIOM. 3aMeHa 1eKapCmEeHHbIX NPEenapamos, NPONYCKuU 66e0eHUsl, U3MEHeHUe 003bl,
ONUMENbHOCMU UMY 0YePEeOHOCMU 86€0€eHUsI NPEeNnapamos He OONYCKAOMcs.
o nauana mepanuu nayuenmsi paz0ensomcs Ha 2pYnnvl pucka — no02pynnvl NAYUeHmo8 ¢
bonee HUZKUM U OONee BbICOKUM PUCKOM PA36UMUSL PEYUoUB808 3a001e8aHUsl, KOMopoe
npPOBOOUMCSL HA OCHOBAHUU NPOCHOCMUYECKUX (PAKMOpOos, OnpedeieHHbIX NP OUACHOCIUKE
[1-6,16-18,31]. Pazauunvie mepanesmuyeckue HPOMOKOIbL  UMEIOM  HECKOJbKO
omauyarowuecs opye om oOpyeda Kpumepuu, Oonpeoeisirowue cpynnvl PUcKd, CO2IACHO

KOmMopbiM nayuennivl nojayvyarom pas3luvnble 6apudrnmbl J1€4YCeHUA, 00HAKO 8 OCHOBHOM
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NAYUueHmo8 paszoeisiton HA Mpu epynnvl pucKka: CMAHOAPMHLIL, NPOMENCYMOUHbIL U
evicokuti (cm. Ipunooicenue A3).

Cospemennoe neuenue OJIJI cocmoum u3 HeCKOIbKUX OCHOBHBIX (ha3: UHOYKYUSL PEMUCCUU
¢ nomowpvio 4 u Oonee azenmos, 6600UMbIX 6 meyeHue 4—06 Heoelb, MYIbMUALEHMHA
KOHCcOMuoayusi («3aKpeniienueyn) pemuccuu u noooeprcusarwas mepanus, Kax npasuio,
anmumemabonumamu 6 mevenue 2-3 nem [1,4,6,46-48]. Ocnosnvie onemenmol u
B03MOJICHbLE UCNOTIb3YEeMble XUMUONPenapamsl npeocmasiensl 6 madauye 2:

Tabnuya 2. @aser mepanuu OJL/I u ucnonvzyemvie rekapcmeeHHvle NPenapamoi.

da3a Tepanum Ha0op 1ekapcTBEHHBIX NIPENapaToB

[Ipequu3onoH™** wiIMm  JeKkcaMeTa3’oH**, BHHKPUCTHUH™™,
9

WNHykunoHHas ok o ok

repans JayHOpyOUnMH**,  acmaparunaza**, uukiodochamu**,
uTapabuH™**, MepKanTomypuH™*.

Konconumupyromas

JHpYIOI Mepxkanronypuu**, #MeTorpekcar™**, acnaparutasa**
y

Teparus

Pennaykuuonnas JlekcameTrazon™™*, acmaparuHaza**, JIOKCOPYOUTTUH™**,

Tepanus BHHKPUCTUH™**, 1iuTapabua™*, mukimodochamua**

ITonnep:xuBaromas

FVIeP = MepxkanTonypun™*, Mmetorpekcar™*
Tepanus

Hmeromes ybeoumenvHvle 00Kazamenbcmea yeenuueHus dQ@ekmusHocmu mepanuu npu
UCNONIL306AHUU ~ KAK — MUHUMYM  4-KOMNOHEHMHOU  UHOVKYUOHHOU mepanuu
(enroxokopmuKouosl, SUHKPUCMUH™™,  aHMPAYUKIUHBL U  POOCMEEHHble COCOUHEHUs,
acnapacunaza™* [1,15,16,18,31,49,50].

Hnoykyus pemuccuu y nayuenmos c¢ OJIJI Oondcna npoeooumvcs 6 cmayuoHapHuIX
yvenosusx. Ipu nevenuu nayuenma ¢ OJIJI neobxooumo Ovimv 20moguIMu K pazeumuio
MANCENBIX OCTOHNCHEHULL, MPeOVIOWUX De30miazamenbHol UHMEHCUBHOU Mepanuu.

Oyenka s¢ppexmusnocmu mepanuu npogsooumcs nwa 8-u, 15-ti Onu u no oxonuwamuu
unoykyuu. Ha 8-ui 0env oyenusaemcs xoauuecmeo O1ACMHbIX KIEMOK 6 nepugepuieckoi
Kpo8U nocie yumopedykmugHot npogazvi. Ha 15-1i 0enb — konuuecmeo 01acmubix Kiemox
6 KM. Ilo oxonuanuu uHOYKYUOHHOU Mepanuu OYyeHUu8aemcs OOCMUNICEHUE PeMUCCUU —
Konuwecmeo onacmuvlx kiemok 6 KM, nanuyue/coxpanenue 3KCmpameoyiisipHbix 04azos.
Oyenxa nukeopa (uccredosanue ypoeHs Oelka 6 CHUHHOMO32080U  HCUOKOCHU,
uccneoosanue YpoeHs 2NIOKO3bl 8 CHUHHOMO32080U JHCUOKOCMU, MUKPOCKONUYecKoe
uccieoosanue CNUHHOMO32080U  HCUOKOCMU, NOOCHem KIemoK 6 CUemHol Kamepe
(onpedenenue Yumosa) U YUMoONO2UYECKOe UCCIe008aHUe KIeMOK CHUHHOMO32080U
AHCUOKOCU) NPOBOOUMCSL KANHCOBLU pA3 NPU BbINOJIHEHUU CHUHHOMO32080U NYHKYUU (CM.

pazoen 2.3 Oammvix pexomendayutl). Ilayuenmol, ne Oocmuewiue pemuccuu nocie
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UHOVKYUOHHOU mepanuu, nepesoosmcs 6 2pynny 6vicoko2o pucka (epynnet E uau T-HR npu
cmpamugurxayuu no npomokony ALL-MB 2015 unu epynna evicokozo pucka no npomoxoiy
ALL IC-BFM 2002 — cm. npunosicenue A3) [1-6,17,23,51].

Iayuenmoi, docmuewue pemuccuu nocie UHOYKYUOHHOU mepanuu, odaiee HOLYYam
KOHCOMUOUPYIOWYIO Mepanuro 6 3a8UCUMOCIU OM  BblOPAHHO20 MepPanesmuiecKo2o
npomokoaa. Tepanus KoHconuOayuyu nPU OMCYMCMEUU OCIOHCHEHUU MOHCEM NPOBOOUMbCSL
8 ycioeusix —cmayuonapa 00Ho20 OHA.  Eciu  mepanesmuueckuii  npomoxoi
npeodycmampusaem ucnoib306anue 8blCOKUX 003 memompexcama™* (npomoxoast BFM),
OHU OOJINHCHBL NPOBOOUMBCA 8 YCIOBUAX KPY2IOCYMOUHO20 CIMAYUOHAPA U MOHUMOPUH2A
KOHYenmpayuu memompexcama™*. Konconuoupyrowas mepanus, Kaxk npasuio, cocmoum
u3 Hecxkoavkux ¢paz (npomokonvt MB: ¢azer S1, S2, S3; npomokonvt BFM — ¢asza Il
npomoxkoaa |, npomoxon M, || npomoxon). Ileped nauanom kasxiroozo smana 06a3amenbHo
uccnedosanue 00uec0 aHAIU3A KPOBU, OUOXUMUYECKO20 aHaauza Kposu. Iliowaos
nosepxHocmu mena Ol paciema 003 JNeKAPCMEEHHbIX NPenapamos Nnepecuumvléaenics
3aHOB0 Neped HAYAIOM KAdXCOOU (azvl KOHCOMUOUpyiowel mepanuu. Ycnosus Havana
OMOENbHBIX IMAN0E KOHCONUOAYUU NPONUCHIBAIOMC 6 KANCOOM MEPANneemuyeckom
npomoKoie u MO2Yym HecKOIbKo omauyamuvcs. OO0A3amenbHbIM A6IAEMC COXPAHEHUe
KAUHUKO-2EMAMONIOSULECKOU PEMUCCUL, OMCYMCMEUEe NPUSHAKO8 UHMEKYUU U OMCYmMcmeue

yumonenuu 6 nepughepuyecxou kposu [1-4,6,20,46-48].

Bcem namuentam monoxe 18 ner ¢ OJIJI pekomenayerest o0s3aTeIbHOE UCIOIB30BAHNE
METOJIOB,  HAMPaBJICHHBIX HA MNPOPWIAKTHKY WU  JICYCHHE  HEUpOJIeHKeMUn
(MHTpaTeKalbHOE BBEACHHUE JIEKAPCTBEHHBIX MPEMaparoB, B OTACIBHBIX CIy4asx -—
KpaHuajibHOE 00ayuenue) [41,42,52-54]

YpoBeHb y0eAMTEIbHOCTH peKkoMeHaamuidi — A  (YpoBeHb 10CTOBEPHOCTH
0KAa3aTeJbCTB — 1)

KommenTapuu: O6szamenvrvim komnonenmonm 6 neuernuu OJL/ aensemces npogurakmuxa
u neuenue nevponevuxkemuu [55]. Ocnosnvimu memodamu npogpuraxmuku u aeyeHus
HetliponelKemuu ABNAIOMCSL uHmMpamexaivbHoe 86eodeHuUe Xumuonpenapamos
(memompexcam™™*, yumapabun™*, enokoKOpmuKoudsvl) 6 B03PACMHBIX O03UPOBKAX U
KpauuaibHoe obiyyeHue 8 panHue cpoku om Haudana jnedenus. Kpanuanvnoe obnyuenue
uUMeem HenocpeocmeenHble U OmoaieHHvle NobouHbLe P PeKmbl, NOIMOMY 8 COBPEMEHHBIX
NPOMOKONAX OHO UCNONB3Yemcs MONIbKO Ol HeDONbULOl YemKO BblOeNeHHOU NOO2PYNNbl

nayuenmog — Cm. pazoen 3.3. Unoe neuenue [1,17,41,42,52-54,56].
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V mnanmentoB miaame 18 mer ¢ Ph+-OJIJI (OJIJI ¢ wanuumem unagenbuiickoit
xpomocombl  —  1(9;22)(q34;q11.2)/BCR-ABL1)  pekomeHayeTcsl  HCIOJIb30BaHUE
HHTHOMTOPOB MPOTEHHKUHA3 OJHOBPEMEHHO U ITOCIIE CTaHAapTHOM Tepanuu [15,57-61].
YpoBenb y0eauTesqbHOCTH PpekoMenaaumii — C  (YpoBeHb /I0CTOBEPHOCTH
A0KA3aTeJbCTB — 4).

KommenTtapun: Ocobyro mepanesmuueckylo epynny cocmagnaom nayuenmsl ¢ Ph-
nosumuenvim OJIJI (¢ nanuuuem 1(9;22) uau BCRIABL), mpaouyuonno omauuarowuecs
NIIOXUM NPOSHO30M, CE8A3AHHBIM C NJIOXUM OMEEMOM HA UHOYKYUOHHYIO MEPANUIO U 8blCOKOU
yacmomou peyuougos. J[o HedasHezo BpeMeHu CMAHOAPMOM mepanuu Ons MAaKux
nayueHmog Ovlia UHMEHCUBHAS BbICOKOOO3HAS XUMUOMEPANUs ¢ HOCIe0YIOuWUM
nposedenuem TI'CK npu ycnoeuu oocmudicenuss pemuccuu. Yuumuoleéas umerowuecs Ha
Ce200HAUHUL OeHb OAHHbIEe NPOBEOEHHBIX MENCOYHAPOOHBIX UCCAeO08AHUL, 2080PAUUE O
BbICOKOU  IPPEKMUBHOCMU — UCNONBL30BAHU YV MAKUX — NAYUEHMO8  UHSUOUMOPO8
NPOMEUHKUHA3 HA (OHe XUMUOMEPANUU CHUNCEHHOU UHMEHCUBHOCMU, 8 IMOll 2pynne
nayuenmog ¢ 15-20 OHA UHOYKYUOHHOU Mepanuu pPeKOMeHOVemcs eNCeOHeHbIll npuem
umamunuba** 6 0oze 300 me/m2 [62]. TI'CK 601bute He pexomendyemcs 6cem nayueHmam
8 NePBOll peMuccuU, a OCMmaemcs mepanesmuieckoll onyuell y peppakmepHovix nayueHmos
u npu pazeumuu peyuousa zadonesanus [58,61].

B cnyuae pepppaxmepnocmu 603M02CHO yeeauueHue 003bl umamunuba** e o0ea pasa
(600 me/m2/cym). B cnyuae omcymemeusi omeema HA yeenudeHue 003bl, peKOMeHOYemcs.
nepexo0 Ha mepanuio UHSUOUMOPAMU NPOMEUHKUHA3 2-20 noxkoaenus (#oazamunudo™* 80
me/m2/cym [63], #uuromunu6™* 230 me/m2 2 pasza 6 denw [64]). Kpome moeo, nioxas
NEePeHOCUMOCMb UMAMUHUOA™™, dadce HeCMOMPA HA OOCMUMNCEHUe PeMUCCUU, U HATUYUe
mymayuii 8 2eene ABLL, makowce aensemca ocnosanuem O 3aMeHbl €20 HA UHSUOUMOD
npomeunkunas 2-20 nokonenus (#oazamunu6™*) [57,58,61].

Hcnonvzosanue #oazamunuba™* 6 nepeoil auHuu mepanuu pekoMeHOyemcs 6 ciayude
Hanuuusa uHuyuanbHo2o nopaxcenus LIHC, m.x. oH a6niemcs eOUHCmMEeHHbIM UHSUOUMOPOM
npomeunkunas, xopouio nponuxarowum ¢ [{HC [61,65].

Ha cecoonsuunuii oenv He cywecmeyem cCmMaHOAPMHLIX PEKOMEHOAYULU OMHOCUMENbHO
OnumenvbHOCMuU mepanuu uHeubumopamu npomeunkunasz. OOHaxko umerowuecs: OaHHble
N0360JIA10M PEKOMEHO08AMb NPOOOIIHCEHUE MOHOMEPANUY UHSUOUMOPAMU NPOMEUHKUHAZ
vy nayuenmog ¢ Ph-nozumuenvim OJIJI ewe 6 meuenue kaxk munumym 3 1em nociie OKOH4AHUsL

xumuomepanuu [58].

27



VY mnamuentoB mnaame 18 ner ¢ BCR-ABL1-nogo6ubmM OJIJI B ciiydae miuoxoro paHHero
OTBeTa Ha Tepanmuio W Hamuumst Mytanmid B reHax ABL1, ABL2, PDGFRB, CSFIR,
pexoMenayercs ucnoib3oBanre UTK B momonHeHne Kk cranaaptHoi Tepamnuu [66—70].
YpoBeHnb yoenuTedbHOCTH pekoMenaanmmii — C  (YpoBeHb 10CTOBEPHOCTH
J0KA3aTeJbCTB — 5).

Kommenrapuu: Ocobyro mepanesmuueckyro epynny cocmasnsiom nayuenmsi ¢ BCR-
ABL1-nnono6usM OJIJI — 8apuanmom nelikemuu ¢ npoghuiem 3KCnpeccuul 2eH08, CXOOHbIM C
Ph+-OJIJI, oounaxo 6e3 obuapyscenuss xumepnoeo cena BCR-ABLI. Dma nooepynna
xapakmepuszyemcsi NJIOXUM NPOSHO30M, BbICOKUM PUCKOM PA36UMUs peyuougos u
pegpaxkmeprnocmu, pazHoobpazuem KIUHUYeCKUx nposasieHull, MHo2000pasuem 8apuaHmos
Mymayuil, akmusupyOWUX paziuyHvle CUeHAIbHble nymu. Bce ecenemuueckue uzmernenus,
onucauHnvle npu smom eapuanme OJIJI, oensim Ha HeCKOIbKO NOOSPYNN: NepecmpouKu
CRLF2, nepecmpotixu cenoé ABL xnacca, nepecmpouxu JAK2 u EPOR, mymayuu,
axmusupyiouue cuenanvuvle nymu JAK-STAT wiu MAPK, opyeue peoxue napywenus
KUHA3.

Hecmomps na cnodcnyio cememuueckyro KapmuHy, umerowjuecs Ha ce2oOHAWMUL OeHb
OaHHble KIUHUYECKUX UCCIe008aHUll 2080psim 0 Hanuduu 6 oonvuuncmee ciyuyaee BCR-
ABL1-niogo6noro OJIJI, muwenu 0ns mapeemuou mepanuu. B HeckonbKux ucciedo8anusx
oviia nokazana dpgexmusnocms  y maxkux nayuenmos HTK 6 kombunayuu c
xumuomepanueu. Ilpu ecex oegexmax ABLLl, ABL2, PDGFRB u CSF1R nokasana
YY8CMBUMENbHOCHb K UHSUOUMOPAM MUPOZUHKUHA3 (UMAMUHUO™ ™ unu #oazamunu6™*).
Iepecmporixu JAK2/EPOR u opyeue, axmusupyiowue nymos JAK-STAT, mocym 6Ovimo
yyecmeumenvhvl K uneudoumopam JAK2 (ATX — LOLXE, uneubumopwr npomeunkuuas)

(#pyrconumunu6™* 40 me/m2 2 pasa 6 oens [71]).

Bcem manmentam mmamme 18 ser ¢ OJIJI HacTOSTENbHO peKOMEHIYeTCsl TPOBEACHHE
HNOAJCPKHUBAIOIICH  Tepamuk  MepKanTomypuHoM**  um  Mmerorpekcatom**  [1—
6,15,16,32,72,73].

YpoBenb yOeauteabHocTH pexoMeHgammii — C  (YypoBeHb [0CTOBEPHOCTH
JI0KA3aTeJbCTB — 4).

KommenTapuu: [loooepocusarowas mepanusi nposooumcsi 00 O0CMUMICEHUsE 00well
onumenvrocmu mepanuu 2 2oda. Iloodepoicusarowas mepanusi COCMoum u3 elceoHesHo2o
NepopanrbHo20  npuema  MepKanmonypuHa** ¢ = edceHeOelbHbIM — 668e0eHUeM
Memompekcama™* (6/m unu p/o 6 3a8uUcCUMOCIU OM MeEPANnesmuyecKko20 NpomoKoid,).

Obsi3amenvhbiM — yciosuem adek8amHo20 NpPoBeOeHUss Nnoodepicusaowell mepanuu
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SABNISLEMCSL CBOEBPEMEHHASL KOPPEKYUSL OO3UPOBKU MEPKANMONYPUHA™™ u memompekcama™*
8 3ABUCUMOCIU OM KOJIUYeCmed JeuKoyumos. 3aoavell sA611emcs maKas oCmuposka 003,
npesicoe 8ce2o MepKanmonypura™™*, umoowl 1eiUkoyumsl CMadOUIbHO OePACANUCH 8 NPedenax
om 2000 0o 3000/mKn, He donyckas Kaxk pazeumus ania3uu, max u yeeaudenus 1eUkoyumos
gviuie 3000-3500/mxn.

IIpomoxonwt cepuu Mockea—bepnun npedycmampugarom maxdce nposeoeHue peuHoyKyul
(Oexcamemaszon™™ + euukpucmun™*), xaxcovie 6 Hedelb nodOepicusarowel mepanuu
[74,75]. Ha nepsvix mpex peunOykyusix npo60Osmcsi UHMpAmeKaibHbvle 66eoeHus 3
xumuonpenapamos. Ilayuenmam, KOmMopviM NpPoOBOOUNOCL KPAHUAIbHOE O0OIyYeHuUe,

UHmMpameKalbHo 66005IMCsL MONLKO 2 npenapama — Memompekcam** He 6600UMCsL

[20,32,46,47].

[Manmentam mnamme 18 ner ¢ OJIJI, He AOCTUTIIMM PEMHUCCUU TOCIE WHIYKIMOHHOMN
tepanuu (rpynmsl E unn T-HR  npu crpatudukammu mo nporokony ALL-MB 2015 wmm
rpynmna BeIcOKoro pucka mo mnporokoiny ALL IC-BFM 2002 — cm. mpunoxenue A3)
PeKOMeHIyeTCcsl TPOBEICHNUEe HHTEHCUBHOM Bhicokomo3Hoi ITXT [1-4,6,16,32,47,48].
YpoBenb yOeautenbHocTH pekoMeHgammii — C  (YypoBeHb [J0CTOBEPHOCTH
JI0KA3aTeJbCTB —4).

Kommenrapuu: [layuenmol, onpedenennvie 6 2pynny 8blCOKO20 PUCKA, NO 3d8epuieHul
UHOVKYUOHHOU — mepanuu,  NOAYYAIOM  UHMEHCUBHYIO  GblcoK00o3Hylo  TIXT,
npeocmasiawyo coooll Kopomkue nociedosamenvuvie Kypcvl urmencusnou I[IXT —
«bnokuy. B 3asucumocmu om nanuuus nokazanuil, COBMecmumo2o 00HOPa U 00CMUINCEHUSL
KIUHUKO-2emamono2uieckou pemuccuu, nayuenmam nposooumcsa TI'CK 6 maxcumanvHo
PpanHue CpoKu.

Tepanuss nayuenmos evicoxoeo pucka (epynnot E uwmu T-HR  npu cmpamuguxayuu no
npomoxony ALL-MB 2015 unu epynna evicokozo pucka no npomoxony ALL IC-BFM 2002 —
cM. npunodxcenue A3) nposooumcs moavbKo 6 YCI08UAX KPY2IOCYMOUYHO20 CMAYUOHAPA.
Ilepeo nauanom xaxcoozo 6aoxa vicokodosznou XT obsizamenvHo ucciedosanue oouje2o
KIUHUYECKO20 AHANU3A KPOBU, OUOXUMUYECKO20 aHAIU3A KPO8U 00ujemepanesmuyecKo2o,
uccnedosanue QyHKyuU He@ppoHos no KiupeHcy KpeamuHnuna (npoba Pebepea),
pecucmpayus IKIT'. Ilnowaov nosepxnocmu mena O0ias pacuema 003 AeKAPCMBEHHbIX
npenapamos nepecuumsléaenmcs 3aH080 nepeod HauaioM Kaxcooeo onoka. Oyenka cmamyca
pemuccuu npo8oOUMCcsL neped Hauaiom Kkaxiooco onoxa XT.

Tepanus 00HCHA HAYUHAMBCA KAK MOJICHO Obicmpee, Ymo 0COOEHHO 8ANHCHO O/l NePEblX

mpex mepanesmudecKux IJ1eMennoes. BpeMeHHble npoOMesNCYymKku MeDfCOy aemernmamu
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onpeoensitomcs. 8bIX000M U3 aNIA3Ul, OOWUM COCMOAHUEM NAYUEHMA U O0OBLEeKMUBHO
pecucmpupyemol.  OpeaHHOU MOKCUYHOCMbIO.  MUHUMANbHBIL  NPOMENCYMOK  MeHCOY
Hawaniom 08yX NOCIe008ameNbHblX mepanesmudeckux 1emenmos cocmaeisem 21 Oenw.
Peoykyus 003 ne npedycmompena. B ciyuae neobxooumocmu cpoxku 66e0eHUsi KOHKPEMHO20
npenapama cosucaomcs Uil OH ommeHsemcsa. TepanesmuyecKkuti d1emMeHm He OO0JIHCEH

npepvl8ambvCsl.

IManmentam mmamgme 18 mer ¢ OJIJI Beicokoro pucka (rpymmel E wnmu T-HR  npu
crparudukanuu mo nporokoixy ALL-MB 2015 wmm rpymma BEICOKOTO pHcKa MO IPOTOKOITY
ALL IC-BFM 2002 — cm. mpunoxenue A3), pedpakTepHbIM K CTaHAAPTHBIM Kypcam
BBICKO/103HOM XT, peKkoMeHIyeTcsl HCIIOIh30BAHKE B COCTaBE OJIOKOB BhICOKO103HOH XT B
KayecTBe Tepanuyd 2-d JMHUM HOBBIX MIPENapaToB TPYIIbl aHAJIOIOB IMypHUHA —
kinodapabuna/Henapadbuna** [76-84].

YpoBenb yOenuTeabHOCTH pekoMeHgaumiik — C  (YypoBeHb /10CTOBEPHOCTH
J0KA3aTeJIbCTB — 4)

Kommenrapuu: Oma epynna nayuenmog nyscoaemcs  OanbHeliulel UHmMeHCUpuKayuu
mepanuu nymem nposedenus ariozennou TI' CK. Heobxooumwvim ycnosuem ycnewnou TI'CK
saensemcs Haauyue MOB-necamuenou pemuccuu neped mpancnianmayue, Ymo 3a4acmyio
ABIAEMCST CIOJICHOU 3a0adell U3-3a 3HAYUMENbHOU NpedsieeHHOCMU, pephpaKmepHocmu
3abonesanus Kk «cmanoapmuony XT u 02paHuyeHHo20 KOIuUuecmed HOBbIX AKMUBHBIX
XUMUONpenapamos.

Jlannvie nocneonux MmexdcOyHapoOHbIX UCCAe008aAHUll 2080pam 00 d¢pdexmusnocmu
UCNONIL308AHUSA Y IMUX NAYUEHM OB C YelbI0 NPe0OO0IeHUS Pe3UCTEHMHOCMU U O0CIUNCEHUS
MOB-necamusnoii pemuccuu ¢ nocredyiowum npogsederuem TI'CK noswix npenapamos u3z
2pynnvl aHano2o08 nypuna — kiogapaobuna (0aa BII-OJIJI u nexomopwvix nooepynn T-OJ1J1)
u nHenapabuna™* (ona T-OJ1JI).

Knogapabun — nypunosulil Hykieo3uoHwvlll ananoe 2-20 NOKOJEHUs, CO30AHHbIU ¢ udeell
UCNONIL306AHUSL  BCEX NPEeUMYWecms e20 npeouecmeeHHukos, #Hopayoapabuna™* u
#rxnaopubuna. Mexanuzm e2o Oelicmeus KOMOUHUPOBAHHDIN, OCHOBAH HA UHSUOUPOBAHUU
pepmenmos cunmesa JJHK, a makoice Henocpeocmeennozo 6030eicmaus Ha MUmoxoHOpuu
¢ gvlOeienuem npoanonmomuyeckux oeixos u yumoxpoma C.

Henapabun™* — nponexkapcmeo ananoea 0e30KCcuUcyanHo3und, KOmopoe Oememuiupyemcs
aoenozunoezamunazou 6 ara-G u gocgopunupyemcs 0e30KCUSYAHOZUHKUHA3OU U

0e30KCUYUMUOUHKUHA30U 8 5 '-Monopoccham, xomopwlil 3amem KOHeepmupyemcs 6 5 -
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mpugocgham, ara-GTP. Axxymynayusa ara-GTP 6 netikemuueckux OAACMHBIX KIemMKAX
npueooum K uneubuposanuto cunmesa JJHK u cmepmu knemxu.

Hayuenmam ¢ OJLJI epynnvl 8blcoKk020 pucka, He 00CMUSUUM PEMUCCUL NOCTE NPOBEOECHUs.
«cmanoapmmuony 6vlcoko0o3nol X1, pexomendyemcsi UCnoib3osauue Kiopapabuna e
MAKCUMANILHBIX  003aX UMW Henapabuuma™* (8 3agucumocmu om UMMYHOLO2UYECKO20
sapuanma OJIJI) 6 kombumayuu c Opyeumu Xumuonpenapamamu 6 cocmage 0OJ10K08

8bicoko003nol XT 6 kauecmee mepanuu 2-i TUHUU.

[Manuentam mnamme 18 ner ¢ BIT-OJIJI Beicokoro pucka (rpynmel E wim T-HR  mpu
ctparudukanun mo nporokoxy ALL-MB 2015 wim rpynma BEICOKOTO PHCKa IO MPOTOKOITY
ALL IC-BFM 2002 — cm. npunoxenue A3) ¢ BeicokuM ypoBHeM MOB nocnie nmpoBeneHust
BbICOKO103HON X T pekoMeHayeTcst IpUMEHEHHE OJMHATyMOMa0a™** ¢ ebI0 JOCTHKEHHUSI
MOB-HeraTuBHOI pemuccun ¢ ocienytonmm nposeaeHuneM TI'CK [85-88].

YpoBeHb y0eauTeJbLHOCTH pekoMeHaaumid — B (ypoBeHb [J0CTOBEpHOCTH
0KA3aTEJbCTB — 2)

Kommenrtapuu: Heooxooumvim ycnosuem ycnewnou TI'CK saensemcs nanuuue MOB-
HezamueHot pemuccuu nepeod ee nposedenuem [33-35). [nsa peppaxmepnvix nayuenmos u3z
2PYNNbL 8bICOKO2O PUCKA, OOCHMUICEHUe MAKOU PeMUCCUU 3AUACMYIO ABNAENC CIOHCHOU
3a0aueli u3-3a 3HAYUMENbHOU NPEONeUEeHHOCMU U OCPAHUYEHHO20 KOIUYECmEd HOBbIX
AKMUBHBIX XUMUONPENAPAMOs.

B nocneonee spems npucmanvhoe SHUMAHUE OKA3BIGACMCS UMMYHOMEPANEEMUUECKUM
nooxooam 6 mepanuu OJIJI. Oonum u3 6apuanmos A61AemMcs UCNOIb30BAHUE
MOHOKIIOHANbHBIX anmumen - oucneyuguueckux akmusamopos T-kremox (BITE AT),
Komopule Hanpsamylo moouuzyiom sggexmopuvie T-knemku 015 NPOMUBOONYXOLE8020
oevicmeusi. Oonum uz maxux BITE AT sensemca 6aunamymoma6™*, komopwiil
npeocmasnsiem cooou aHMmumeno-KOHCMpYyKm, CeleKMUBHO CA3bl8aAloujeecs ¢ AaHMu2eHoM
CD19, oxcnpeccupyemvim na  noeepxwocmu  B-xnemox, u  awmucenom  CD3,
9KcnpeccupyemviM Ha nogepxnocmu T-kniemok. Taxum obpazom, Oaunamymomao™™
HnOMeHYupyem HeCmuMyauposantvle T-Kiemxu u uHOyyupyem npsamyr yumomokCUUHOCHb
npomue CD 19+ B-mumepodonracmos. Camvim uacmoim eapuanmom OJLJ1 y demetl siensemcs
onyxonv uz B-knemok-npeowecmeennurxos. Apecm oughpepenyuposxu modxcem npousonumu
Ha n0dom dmane passumus B-kiemku, 00HaKko u Ha panHux, u Ha 6onee NPoOBUHYMbIX
cmaousx co3pesanus oHu, Kax npasuno, sxcnpeccupyrom CDI9, maxum obpazom,

CMAHOBACL MUULEHbIO 0151 OIuHamymomaoa™*.
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Hayuenmam ¢ BIT-OJIJT svicokozo pucka (epynnet E unu T-HR  npu ecmpamugpuxayuu no
npomoxony ALL-MB 2015 unu epynna svicokozo pucka no npomoxony ALL IC-BFM 2002 —
cm. npunodicerue A3), ¢ evicokum yposwem MOB nocne nposedenus evicokodosnou XT,
PEeKOMeHOyemcst  UCNONb308aHue oOnunamymomadba™>* ¢ yenvio Odocmudicenus MOB-
HeeamusHot pemuccuu ¢ nociedyrouum nposederuem TI'CK.

Bnunamymomad™* naznauaemcs KpyeiocymoyuHol HenpepuleHoU ungysuet 0emsm, 8ecom
00 45 ke 6 003e 5 mre/m2/cym 00 8-20 Ous, 3amem 15 mkxe/m2/cym 0o 28-20 Owns. [Jemsam ¢

gecom bonvute 45ke — 9 mxe/cym u 28 mke/cym coomeemcmeeHHo.

3.1.2 ConpoBoauTebHas Tepanus

Hna adexeamnozo BbINOIHEHUs MePaAnesmuieckoe0 NpomoKoid HeobX00UMO cmpozoe
cob00ene NPUHYUNOE CONPOBOOUMENbHOU MePanuu, KOmopbvle NHOOPOOHO ONUCAHbL 8 KAHCOOM
mepanesmu4eckom npomoxoine u 3asucsim om npumernsemoil XT. Oonaxo cywecmsyiom «odujue»

pekomenoayuu, Komopule ekaouaiom 6 ceos ciedyrowee [20]:

o Bcem mnamumentam wmmamme 18 ger ¢ OJIJI Ha mnepuoa HWHTEHCUBHOM —Tepanuu
PeKOMEeH/IyeTCsl yCTaHOBKA IIEHTPaIbHOTO BeHO3HOro karetepa [20].
YpoBenb yoOenuTebHOCTH pekoMeHaanuid — C  (ypoBeHb J0CTOBEPHOCTH
JI0KA3aTeJbCTB — 5).
KommenTapuu: Hanuuue yeHmpanibHoc0 B6eHO3HO20 Kamemepd, 00ecnedusarouieco
B03MONCHOCH MOHUMOPUH2A YEHMPATILHO20 8EHO3HO20 0ABIeHUs, YacmblX 3a00p08 Kposu
U BbICOKYIO CKOPOCMb 66€0€HUSL HCUOKOCMel ABNAemcs abOCONOMHO HeoOXO00UMbIM Ha
HAYANbHbIX YMAnax mepanuu u y nayueHmos evicoxoeo pucka (epynnot E unu T-HR  npu
cmpamuguxayuu no npomoxony ALL-MB 2015 unu epynna evicoxoco pucka no npomoxony

ALL IC-BFM 2002 — cm. npunosicenue A3), nonyuarouux unmeHCcU8Hyr 8b1coko00o3uyio XT.

° Bcem mamuentam mmanme 18 jer ¢ OJIJI B mepBble 7 nHEW Tepanmuu HACTOATEIBHO
PEKOMEHIyeTCsl TPOBEACHUE TEPANeBTUYCCKUX MEPOMPHITHI, HaMpaBJICHHBIX Ha
npodunakTuky cuHapoma ausuca omnyxoiau (COJI), B cOOTBECTBUU C PYKOBOJCTBOM IIO
COMPOBOJTUTENLHON Tepamud U KOHTPONMIO WH(MEKIHMA TpU TEeMaTOJOTUYECKUX H
OHKoOJIornueckux 3abonesanusx [20,89,90].

YpoBenb yOeauteabHocTH pekoMeHaammii — C  (YypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — D).

Kommentapuu: COJI — smo xomniekc memaboaudeckux paccmpoucme 6 pe3yivmame
MACCUBHO20 pACNadd ONyXoie6blxX KIemoK U 8blC80D0NCOeHUs 8 NAAMY U nepughepuyeckue

MKAHU 6HYMPUKIIEMOYHO2O0 Canp.?fCMMOZO u memaboaumos. B ocnoee namoqbusuozzoeuu u

32



kaunuueckou kapmunvt COJI nexcam uapywieHus memadoauzMa u 3KCKpeyuu Kauus,
Kanovyus, ocpamos u mouesoii kuciomeol. Haubonee uacmo COJI pazsusaemcs ¢ meyenue
nepeulx 4 oueti nocie navana IXT, oOnaxo onucamusl ciyuau u 6onee no3oHe2o, 00 1-2o OHs,
oeoroma cunopoma. Cmenenv pucxa pazeumuss COJI 3asucum om uHUYUATLHOU MACCH
ONYXONU, COCMOSAHUS NayueHma Ha momenm Hayana X1 u uHousudyaibHsix 0cobeHHoCmell
Memabonuzma.

K eaorcnetivuum mepam npogurakmuxu COJI omnocamces adekeamuas euopamayus,
3aujenavusanue Modu, npedynpexcoeHue 1 Koppekyus sunepypukemMul, a makice 6opvoa ¢
INEKMPONUMHBIMU ~ Hapyuwerusmu. Cmanoapmuou Haepyskou saensemcs 3000 ma/m2
acuokocmu, a 'y oemeti gecom meree 10 ke — 200 mn/xe scuoxocmu 6 cymku. basucuwiii
pacmeop O ungyzuu cocmoum uz 5% oexcmpozvt™* u 0,9% umampus xaopuoa** e
coomnowenuu 1:1. Unuyuanvnas ungysus — oe3z kanusa. O0Hako 6 oanvheliuiem OO0JHCHA
npPOBOOUMBCSL KOPPEKYUsL INeKMPOIUMOE 8 COOMBEMCMBUL C OAHHbIMU OUOXUMUYECKUX
ananuzos. I 1aenvim meponpusmuem s8semcsi UHUYUUPOBAHUE U NOOOEPICAHUE BbLCOKOZO
ouypeza — 100-250 ma/m2/u.

Vuumsieas bonee HU3KYI0 pacmeopumocns MOYEOLU KUCIOMbL 8 KUCILOU Cpede, He0OX0OUMO
obecneyums noodoepicanue HeUmpanbHo2o uau ciabowjerounoco pH mouu: nampus
euopoxapbonam** 60 mmonv Ha aump uu@yzuu 000asumb K NOCMOSHHOU UHQDY3UU
VKA3aHHO20 6blute 6azuchoco pacmeopa (unu 100-200 mmonv/m2/cym napanienvHou
ungysueii) 6 yenax Kynupo8awus OeKOMNEHCUPOBAHHO20 MemaboIuiecKko2o ayuoosd.
Pezynuposanue neobdxooumozo ob6véma nampus cuopokapoonama™** coomeemcmeenno pH
MOUU.

Bcem nayuenmam 6 nepgvle Onu mepanuu (5—8 Ouell) nokazamo HaA3HAYEHUE
annonypunona™* e oose 10 me/kelcym 6 2—3 npuema (max — 500 me/cym).

Ipu Hanuuuu 60ILULON MACCHI TeUKEMUYECKUX KNeMOK U/UNU 8bIPANCEHHOU OP2aAHOMEe2aANUU
nepsas 003a 2moKoKOpmuxkouoos ons npopunaxkmuxu COJI oonxcna cocmasnsims 1/10 — 1/6

0m CYMOYHOUL 003bl.

Bcem marmmentam mnaame 18 net ¢ OJUJI, monyyarommum XuMUOTEpaInio, peKOMeHyeTcs
yHUBEpcaldbHas  Mpo(HUIaKTUKa  MHEBMOLUCTHOW  TTHEBMOHHHM  KO-TPUMOKCA30Il
[cynmbdhameTokcazon + TpuMeTONpuUM|** Ha NPOTHKEHUH BCETO IEpHOjaa JICUCHUS B
JO3MPOBKAX COTJACHO HHCTPYKIUU IO MEIUIIMHCKOMY TNPUMEHEHHUIO JIEKapCTBEHHOTO
npemnapara [20,91-93].

YpoBeHb yOeauTeJBLHOCTH PpeKOMeHAanmuii — A (YpPOBeHb [OCTOBEPHOCTH

I0KAa3aTeJbCTB — 1).
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Bcem manmentam mmammie 18 ner ¢ OJIJI B ciydae mosiBIEeHUsT TUXOPAAKH UM PYTHX
MPU3HAKOB WHQEKIUHA HE3aBHCHMO OT YPOBHS HEUTPOPHIOB KPOBU PEKOMEHIYETCsI
HEMEUIEHHOE Havallo SMIMPUIECKO anTuOaKkTepruaabHoi Tepanuu [20,94].

YpoBeHb yOenuTeJbHOCTH pekoMenaanmmii — C  (YpoBeHb 10CTOBEPHOCTH
J0KA3aTeJbCTB — 5).

Kommenrapuu: Jluxopaoxoii y nayuenma c¢ ueumponenueti (Hetimpoguvt < 500/mxn)
cuumaemcsi 0OHOKpamuoe nosvluileHue odazanvHou memnepamypol mena > 38,5°C uau
HeCKonbKO noovemos (3—4 paza ¢ cymxu) 0o 38°C. [Ipunumas 60 HUMAaHUE BbICOKUL PUCK
Gpamanvroco ucxooa y nayuewma ¢ uH@pexyuel, IUXOPAOKY Y MAK020 NAYUEHMA C
HetimponeHuet, pazeusuiyio 8 xooe muenocynpeccusnou I1XT, credyem pacyenusamov Kax
Hanuuue — uHgekyuu,  Umo  mpedOyem — HeMEONeHHO20 — HAYAAd — IMNUPUHECKOU
AHMUOAKMEPUANTbHOU  mepanuu U NpogedeHus 00C1e008aHUs. C Yeablo YMOYHEeHUs
xapaxmepa ungexyuu.

Ilpu evibope cmapmosou KoMOUHAUUU AHMUOUOMUKOE HEOOXOOUMO VUUMbLEAMD
pe3yivmamsl HOBMOPHBIX OAKMEPUONIOSUYECKUX UCCIe008aAHUll 8 OAHHOU MeOUYUHCKOU
opeanuzayuu y  Opyeux nayueHmos,  OAUMEIbHOCMb  meKywjel  HeumponeHuu,
npeowecmaytowuil Kypc X1, uHgheKxyuonusiii anamues nayuenma, npeouleCmsyoujue Kypcol
AHMUOUOMUKOB U UX IPPHEKMUBHOCMb, HATUYUE KIUHUYECKOU CUMNIMOMAMUKLL.
Dgpgpexmusnocmv cmapmosoi. anmubAKmMepuarbHOU mepanuu NoI0HCEHO OYEHUBAMb
uepe3 24—36 uacos oOna moeo, umooOwl cyoums 0 e€é 00CMamoyHocmu, OOHAKO 6ce20d
He0bx00uM noemopmuvll ¢ uHmepsaiamu 8—I12 uacos OemanvbHull OCMOMP MAKO20
nayueHma ¢ OYeHKoU CMAabUIbHOCMU 2eEMOOUHAMUKY U CTMeNeHU UHMOKCUKAYUU, NOSIGTIeHUSL
HOBbIX UHMEKYUOHHBIX 04A208.

V nayuenmos c netimponenueil 8 ciyuae s¢hghekmusHocmu aHmubaKmepuaibHoOU mepanuu
(omcymcmeue uxopaoku u Opyeux HNpU3HAKo8 UHGeKyuu) OoHa NpoooIHCAemcs 00

paspeuienuss Heumponexuu.

VY nanuentoB miaame 18 ser ¢ OJIJI ogHOBpeMeHHOE NMPUMEHEHHE UTPAKOHA30Ja WITU
BOPUKOHA30J1a U BUHKPUCTHHA BCIIEJCTBUE PE3KOT0 YCUIIEHU TOKCUYHOCTH MOCIEIHETO He
pexomenayetcs [20].

YpoBenb yoenuTeabHOCTH pekoMenaannii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB
-5).

[Maruentam mmamme 18 mer ¢ OJIJI HazHaueHWe PEeKOMOWHAHTHOTO TPaHYJIOLMTAPHOTO
KoJloHuecTuMyupyromero ¢akropa yenoBeka ([-KC®D) pexomeHnayercss TONBKO B

CIy4asix Pa3BUTHS TSOHKEIBIX KU3HEYrpoxkatonmx uHpeximii [20].
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YpoBenb yoOenuTedbHOCTH pekoMeHaaumid — C  (ypoBeHb J0CTOBEPHOCTH
J0KA3aTeJbCTB — 5).

KommenrTapuu: Huewwuecs Ha ceco0Hs Oamuvie MeNCOYHAPOOHBIX UCCAe008AHUL 00
appexmuenocmu u 6ezonacnocmu npumenenusi I -KC® oocmamouno paznopoonst [95,96].
Ilosmomy ucnonvzosanue I-KCD pexomenoyemcs moavko 6 ciyuae pazeumust maicevlx,
HCUZHEYZPOAHCAIOWUX UHGDeKYull Ha hone annazuu Kpo8emeopeHus ¢ Yeavlo CMUMyIayuu
ecemonoaza. Hcnonvzosanue [-KCD ¢ yenvio cmumynsyuu 2emonodza 0is YKOPOUeHUs.

nepuooa aniazuy 6He SNU30008 MANCENbIX UHPEKYUL He PEKOMEHOYemCs.

Bcem mammenTam mutaame 18 ner ¢ OJIJI npu cHmwkennu remorioonHa Hrke 70 1/1 u
remaTokpute MmeHee 0,3 Wi pa3BUTHUU KIMHUYECKUX CUMIITOMOB aHEMUYECKOTO CHHIPOMA
(COHJIMBOCTh, TaxWKapAusi, OBIIIKA) PeKOMeHIyeTCsl ManueHTaMm TpaHchy3ust
sputporuTapHoi maccel [20,21].

YpoBenb yOeautelbHOCTH pekoMeHaamumii — C  (ypoBeHb 10CTOBEPHOCTH
0KA3aTeJbCTB — 5).

KommenTapuu: 0oza nepenusaemoii spumpoyumaproti maccot — 10 ma/ke. Ilpu pazeumuu
NHEeBMOHUU U ObIXAMENbHOU HeOOCMAMOYHOCIU IPUMPOYUMAPHAS MACCA Neperusaemcs

NpU CHUMNCEHUU YPOBHsL 2emoznoouna nudxce 100 2/n

Beem manmentam mianame 18 mer ¢ OJIJI mpu cHMXKEHMHM YpOBHSI TPOMOOILIMTOB HHUXKe
10x109/m mmbo0 mnpu OoJiee BBICOKMX IOKA3aTeNiIX TPOMOOIMTOB TPHU HAJTUIUH
reMOppParuiyeckoro  CHHApOMa WA  WHQEKIMH  peKOMeHayeTcs  TpaHc(y3us
tpombokoneHTpara [20,21].

YpoBenb yOeautenbHocTH pexoMeHgammii — C  (YypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — D).

Kommenrapuu: xoauuecmego nepenugaemovix mpomoboyumos cocmasnsiem 1 0oza na 10 ke
seca (4-6 003 na 1,5 m2 niowaou nogepxnocmu mena), npu dmom 8 1 0oze mpombomaccwl
oomdcro coodepacamovcs 0,5-0,7%1011 mpomboyumos. Ilpu HeobX0OUMOCMU GbINOIHEHUS]
UHBA3UBHBIX MAHUNYTAYUL MPOMOOMACCA Nepelusaemcs 6 ciyiae, eciu mpomooyumos
menee 40 000-50 000 movic/mxn. B nacmosawee epems npasuiom a6as1emcs UChoIb306aHue
MpoMOOYUMO8, NOYHEHHbIX OM 00HO020 OOHOPA NYMEM agdepe3a Ha CheyuanbHbiX npUbOpPax

cenapamopax.

3.2 UHoe neyenue

35



. [IpoBenenne KpaHUAIBHOM JTy4eBOH Tepanvy peKoMeHayeTcsl nanreHTaM miaje 18 et
¢ OJIJI B ciy4ae creayronux ciiydasx (B 3aBUCHUMOCTH OT BBIOPAHHOTO ITPOTOKOJIA JICUCHUS )
[1,2,97-99,3,4,15,41-43,54,56]:

O TamnMeHTaM, NOJIyYaroluM JedeHue mo npotokory ALL-MB 2015:
[l BceM mamueHTaM ¢ WHUNHAIbHBIM TopaxkeHuem L[HC (8 I'p mst
nanuenToB 1o 3 set, 12 ['p mis naruentoB >3 et — 12 I'p)
[l mamumenTtam rpynnsl B crapme 15 ner (12 I'p)
0 mnaumentam rpynn D u F crapme 3 ner (12 I'p)
O TalMeHTaM, NoJyvarouum jJeueHue no nporokony ALL IC-BFM 2002
[l mamueHTaM TPYyNIBl CTAHJAPTHOTO M MPOMEKYTOYHOTO pPUCKA —
tonbko ipu T-OJUJT (12 I'p)

[l BceM mammeHTam rpymnisl BeICOKOro pucka (12 I'p).
YpoBenb yOenurTeabHocTH pexomengammii — € (YpoBeHb  1OCTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5).
Kommenrapuu: Kpanuanenoe obnyuenue umeem HenocpeoCmeeHHble U OMOdIeHHble
nobouHble Ihhexmbi, NOIMOMY 8 COBPEMEHHBIX NPOMOKOIAX OHO UCHOLb3YEMCs MOJbKO
0J151 HEOONbULOU YemKO BblOCNEeHHOU NOO2PYNNbL NAYUEHIMO8 NPOMENCYMOUHO20/8bICOKO20
pUcKa (8 3asucumocmu om pekomMeHOayull 8blI0PAHHO20 MEPAnesmuyecKko20 nPoOmoKoa).
bonvwoe 3nauenue umeem oxeamoeiganue niowjaovio 001y4eHUs 6Ce20 MO3208020 Yepend U
0053ameNbHO  Mpex BepXHUX CeeMeHmo8 ulelino2o omoena nos3eonounuka. Ocoboe
BHUMAHUe cledyem obpamumes HA Mo, 4moObl ObLIU O0XBAYEHbI PEempooOpOUMAlbHLIE
obnacmu, ocHO8aHue yepena, a makxice 21y00Ko Jexcawjue y4acmku 8 ooracmu cpeouel
yepennou samxu. EdceOnesnas 0oza oOondxcna cocmasiams 6 nepsviii Oev 1 Ip, 6
nocieoyiowue — 1,7 Ip. Obayuams cnedyem 5 Onell 6 Hedeno 00 OOCMUNICEHUS.
coomeemcmsyroujeti oowell 003vl. Obwas nPoooIHCUMENbHOCHb 00VYEHUS 3A8UCUN O
UHOUBUOYATILHO NONYHAEMbIX IY4esblx 003. Kpanuanvroe obnyyenue 00n#CHO 8bINOIHAMbCA
Ha TUHEUHOM YyCKopumere.
B nepuoo obnyuenus npogooumcs 2 UHMPAMEKANTbHLIX 66€0€HUs NPEenapamos
(memompexcam**, yumapabun**, xopmuxocmepouowvl) — 1 pas 6 Hedenro, a makdice
Hasznawaemcs mepkanmonypun** 50 me/m2 6 0envb 6Hympob eiceOHe8HO HA NPOMANCEHUU
gce2o nepuoda KpamuaibHo2o oobnyyenus. /loza mepkanmonypuna™* xoppuecupyemcs 6

sasucumocmu om ]ZelZKOZ/ﬂH’I’lOG Kposu.

. [Manuentam mmaamie 18 ser ¢ OJUI Bwicokoro pucka (rpynmel E wimu T-HR  nipu

crparudukanuu no nporokoiay ALL-MB 2015 wnu rpynmna BEICOKOTO prCKa IO IPOTOKOJTY
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ALL IC-BFM 2002 — cm. npunokenre A3) B mepBOi PEMHUCCHH, a TAK)KE BCEM MAIlMEHTaM,
HE JOCTUTTIUM PEMHCCHUU WU PELUUIUBUPOBABIIMM IOCIE MPOBEICHUS WHIYKIIHOHHOM
Tepanuu, pekomenayercst mposeaenne TI'CK [1,2,43,3-6,15,16,31,32].

YpoBeHnb yOenuTejJbHOCTH pekoMengamuii — C  (YpoBeHb /10CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5).

KommenTapuu: B 3agucumocmu om HAIuUuus NOKA3AHUU, COBMECMUMO20 OOHOpA U
oocmudicenusi CR nayuenmam epynnwl gvicokozo pucka nposooumcs TI'CK 6 makcumanvho
panHue cpoKu.

IIposeoenue TI' CK noxazano ecem nayueHmam 6 2pynne 8blcokoco pucka 6 1-oii pemuccuu
u nayuenmam ¢ peyuousamu OJIJI (3a uckioyenuem nayueHmos ¢ HO3OHUMU
UBONUPOBAHHBIMU  IKCIPAMEOVIIAPHLIMU — PeYUOU8aMU) npu  YCIo8UU  OOHAPYIHCEHUs
poocmeenno2o noaHocmvio  coemecmumozo o0onopa (HLA-munuposanue evicoxoeo
paspeuwenust). [loomomy ecem nayuenmam HLA-munuposanue u unuyuayus noucka 0onopa
O0JICHBL NPOBOOUMBCSL CPA3y NOCie CMpamu@ukayuu NayueHmos 6 2pynny 6blCOKO20
pucka.

Ilayuenmam, He Oocmucwium pemuccuu nocie nposedeHus UHOYKYUOHHOU mepanuu,
obnueamno noxasaua annozennas TI'CK nrob6o2o muna (6 3agucumocmu om 00CmynHocmu

00H0p06’ u om mexrHu4ecKkux 803MODfCHOCI’I’l€L7).

4, MeaMuMHCKAasi peaduIuTalusi, MeTUIMHCKHE MOKA3aHUS U

NPOTHBONOKA3aHUS K IPMMEHEHUI0 MEeTO/10B PeaduJIuTANU

Bcem manmentam muagme 18 ner ¢ OJIJI pexomenayercsi mpoBeAeHHE KOMIUIEKCHOMN
peadmmuranuu [100,101].

YpoBenb yoeauteabHoCcTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB
-5).

Kommenrtapuu: [Ilpoyecc peadbunumayuu oemeti ¢ OJIJI ona  ocywecmeneHus
KOMNJIEKCHOCMU O0JIJCEH NPOBOOUMBCSL C Nep8o20 OHs 3a00Ne8aHUs peOeHKa ¢ yYyemom
cneyughuku mexkyuje2o nepuood.

3aoauamu eocnumanvroco 3mana A6IAOMCsL BbIAGIEHUE CONYMCMEYIOWUX 3A001e6aHULL U
OCNONCHEHUll, — JleYeHUue OCHOBHO20  3aD0Ne6aHuUs, KOMNIEKCHAs MeOUYUHCKAs U
nCUXon02udecKkas peabunumayust, NPOQYUIAKMUKA 0CIO0NCHEHUL Cneyuhuyueckol mepanuu.
B cea3u ¢ ocobennocmamu ncuxonocuueckozo cmamyca 6016H020 pebeHKa, HapyueHuem
KOMMYHUKAMUBHBIX (YHKYULL Ha hone dedhuyuma oowerus co 300p08biMU C8EPCMHUKAMU,

neoazo2uyecKoll 3anyujeHHocmlo, oeghopmayuerl 0emcKo-poOuUmenbCKux OMHOWEHUN 8
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CMPOHY 2UneponeKu, NCUX0I020-nedazoeudecKkas peaburumayus s8semcs 6aANCHeUuUM
KOMNOHEHMOM KOMNJIEKCHOU peabunumayuu Ha OaHnom dsmane. Ha >mom smane
peadbunumayuu makdxice peuwlaromcs u makue, 8eCoMd 8AN*CHble OJisk 00 CMUNCEHUSL KOHEYHOLL
yenu peabunumayuu 3a0ayu, Kaxk npeoynpercoeHue B03MONCHbIX HAPYUEHUL pOCma U
pazeumusi pebeHKa 8 c6s3uU ¢ 3a001e6aHUeM U OZPAHUYeHUEM 08USAMENbHOU AKMUBHOCTIU,
npedynpesicoenue 08UamenbHblX paccmpoLcma.

Iayuenm nepedaemcs pavy-neouampy (6pauy-2emamonoay) no Mecmy Hcumeibcmed npu
HAIUyuu  NOJAHOU  pemMuccuu  neped  HA4aioM  NOOOepiIcUsaiowell  mepanuu.
Iloooepocusarowyro mepanuio nayueHm noaydaem no mecmy odcumenrvcmed. Bpau-
neouamp (8pau-cemamonoz) no mecmy HcUmMenbCmea pyko8oOCmeyemcs peKoMeHOayUsIMU,
OAHHBLIMU CREYUATUCTIAMU MEOUYUHCKOU Op2aHu3ayull, nposoousuie2o aevenue. Ha smom
smane NPOBOOUMC MAKKHCe MeOUKAMEHMO3HAs, Quaudeckas U NCUxoioeudecKas
peabunumayus, 80CCMaHOBIeHUe DHYHKYUOHATbHO20 COCMOSAHUSL CUCTEeM NAYUEeHMOo8, d
makoice adanmayusi K YCI08UsM U HASPY3KAM AMOYIAMOPHO20 PeNCUMA, 860CCMAHOGIEHUE
NCUXO02UYeCKo20 — cmamyca — NAyueHma,  60CCMAHOBNEHUe  CNOCOOHOCMU K
06yuenuIo/mpy0ocnocobHocmu.

Hucnanceproe nabniodenue ocywecmeniemcs y4acmrKosbiMU 6paiamu-neouampamu u
BPAYAMU-2EMAMONIO2AMU 8 MECHOU B83AUMOCEs3U ¢ OpyeuMu cneyuaiucmamu (no
nokazanuam). Komnnexcnas peabunumayuu s6131emcsi HEOMbeMAeMbIM KOMNOHEHMOM
OUCNAHCEPHO2O — HADNIOOeHUsT —  NCUXONPOUIAKMUKA, — 8blsAGIeHUEe — OMOAIEHHbIX
nociedcmeuil  mepanuu U - CONYMCMEYIOWUX — 3a0071e8aHUll,  MeOUKAMEHMO3HAS,
ncuxonocuveckas, @uauueckas peadurumayus, COYUAIbHO-NPABO8As pPeadUIUumayus:

obyuenue, npoghopueHmayus, cemelrHoe KOHCYIbmuposanue.

5. IIpodunakTuka u JUCNaHCEPHOe HADJI0IeHNe, MeTUIIMHCKUE TOKA3AHUA U

MNPOTUBONMOKA3aHUA K IPUMECHCHUIO METO0B HpO(l)HJIaKTI/IKI/I

Cneyughuueckux npogpunaxmuyeckux meponpusmuii 6 omuoutenuu nayuenmos ¢ OJIJI ne

pazpabomamto.

o Bcem marnumentam mianamnie 18 ner ¢ OJIJI pexomeHnayercesi pOBEICHUE TUCITAHCEPHOTO
HaOJII0IeHUs Y Bpaya-remMarojiora/spada-neauarpa [1-4],85].
YpoBenb yoenurenbHOCcTH pekoMenaannii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB
-5).
KommenTapuu: [layuenm nepeoaemcs epauy-neouampy (8pawy-eemamonozy) no mecmy

AHCUMENbCMBA NPU HATUYUY NOJIHOU PEMUCCUU NePed HAYATIOM NOO0EPHCUBAIOULel MePAnU.
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Tloooepocusarowyro mepanuio nayueHm noxyuaem no mecmy ocumenrvcmea. Bpau-
neouamp (8pau-eemamonoz) no Mmecmy HumeibCmed pykosoOCmeyemcsi peKoMeHOayusmu,
OQHHBLIMU — CHeYUANUCTIAMU  YUYPeXCcOeHUs,  Npo8oousweco  Jievenue. Jlanvheliuee
oucnamcepHoe Habno0eHue OCYwecmsisiemcs Y4acmKo8blMU 6padamMu-neouampamu u
2eMamon02amuy 8 MmecHol 83aUMOCEs3U C OPYeUMU CREYUATUCTIAMU (N0 NOKA3AHUAM).
OCHOBHbIM KOMHOHEHMOM OUCHAHCEPHO20 HAOMOOEHUS. O0ANCHO OblMb CB0EBPEMEHHOE
0OHapydHceHue npoepeccuposanus 3a001e6anus, pa3sUmMus ONYXoau Opy2oll 10KaAIU3ayuu.
Ilepuoouunocms  1a60PAMOPHLIX U UHCNPYMEHMANbHBIX UCCIE008AHUU, OCMOMPO8
Cneyuanucmos:

1. Obwuii kiuHuveckul ananu3 Kposu ¢ UG @epeHyupo8anHbIM NOOCHeMoM JeUKOYUMOo8
(netikoyumapnou  opmynv) npogooumcs 1 paz 6 Hedeno 00 OKOHUAHUS
noooepoicugaroujeti mepanuu. Ilocne oxonuanus nooodepoicugaroujeri mepanuu — 1 pas 6
mecsy.

2. Ananuz xKposu Ouoxumuueckuti oobwemepanesmuueckull, SKIOYAWUL 6ce No3uyul,
onpeoensemvle npu OuacHocmuke, 00 OKOHUAHUS NOO0OepICUsaroueti mepanuu
nposooumcs 1 pasz 6 3 mecaya. [locie okonuanust noodepaicusaroweti mepanuu — I pasz
6 6 mecayes.

3. [lyHKkyuu KocmHO20 MO32a U CNUHHOMO3208d51 NYHKYUS NPOBOOSIMCS MOIbLKO 8 Cyude
nos6NeHUs NOO03PeHUs HA pa3eumue peyuousa 3a001e6aHus.

4. V3U opeanos oOprowHoll notocmu, Maioeo masa u 3a0pUWUHHO20 NPOCMPAHCMEa 00
OKOHYaHUsi noooepxcusaroueti mepanuu nposooamcs 1 pasz 6 3 mecaya. Ilocne
OKOHYaHUsI nooddepacusaroweli mepanuu — 1 pasz 6 6 mecsyes.

5. Bpau-cemamonoe, npoeoouswiuii neyenue, nocie Ha4ana nooodepicusarowell mepanuu
U nepeoayu nayueHma 8pavy-neouampy (8pauy-2emamono2y) no Mecmy JcumeibCmed
ocmampusaem nayuenma I pas 6 3 mecaya 00 OKOHUAHUS NOOJepIHCUBalowell mepanuu,
1 pas 6 6 mecsiyes nocie okoHuaHUsL NOOJepICUBAIOUeli mepanuu u npu NOOO3PEeHUU Ha
passumue peyuousa 3a0071e6aHuUs.

6. Ilpu nepedaue nayuenma epauy-neouampy (8pauy-eemamono2y) no mecmy
AHCUMENLCMBA HEOOXOOUMOCIU 6 NIAHOBOM OCMOMPE CNEYUATUCAMU CMENCHBIX
cneyuanvHocmell Hem. B cnyuae manuuus y nayuenmma namonocuu Kakou-iu6bo
cucmembl  Op2aHO8, GOZHUKWEU 6 npoyecce mepanuu U  nompebosasuiel
BMEUUAMENbCMEA CMENHCHBIX CHeYUATUCTNOE, NePUOOUYHOCTb KOHMPOTbHBIX 0CMOMPO8

ycmaHaeaueaemcs quueudyaﬂbHo u onpedeﬂﬂemc;z CaAMUM CMEHCHBIM CNeYUAIUCnOoM.
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6. Opranusanus oKa3aHusi MeIMIUHCKOU MOMOLIHU

MenuuuHcKas OMOIlb, 32 UCKIOYEHUEM MEAUIIMHCKON MMOMOIIN B pAMKaxX KIMHUYECKOU
anpo0anuy, B COOTBETCTBUU C (¢eaepaibHbIM 3akoHOM oT 21.11.2011 Ne 323-®3 (pen. ot
25.05.2019) «O06 ocHOBax OXpaHbI 37J0POBbS IpakJaH B Poccuiickoit deneparinm» opraHu3yeTcs
U OKa3bIBaeTCs:

— B COOTBETCTBHM C MOPSAKOM OKa3aHWs MEIUWLIHUHCKONM TMOMOLIM HACEICHHUIO IO
npoduiio «I"emaronorus», YTBEPKICHHOMY MIPUKA30M MununcrepcTBa
3apaBooxpaHenus Poccuiickont @enepanuu ot 15.11.2012r. Ne930H;

—  Ha OCHOBAHUHU HACTOSIIUX KIMHUYECKUX PEKOMEH IAIlHii;

— C Y4YeTOM CTaHJapTOB IMEIMaTPUUYECKON MEIAUIIMHCKONW IOMOILIHU, YTBEPKIECHHBIX
YIOJHOMOYEHHBIM (e/iepalibHbIM OPraHOM HCIIOJIHUTEIbHON BIIACTH;

— UWHBIX HOPMATHBHO — TIPABOBBIX JOKYMEHTOB TO MPOQUII0, 00S3aTeTbHBIMU IS
WCTIONHEHUsT Ha Tepputopun Poccuiickoir dDeaepaniii  BCEMH METULIMHCKUMU
OpraHu3aIUsIMU.

[lepBuuHass MeIWKO-CAaHWTapHAs TMOMOINb BKIOYAET B CEOS MEPONPHUATHS IO
npodunakTuke, AUArHOCTUKE, JIEUCHHWIO 3a00JeBaHUl KpPOBU, KPOBETBOPHBIX OPraHOB,
3JI0Ka4E€CTBEHHBIX HOBOOOpa3oBaHUM JIMM(OUIHON, KPOBETBOPHOM M POJICTBEHHBIX UM TKaHEH,
MEAMIIMHCKON peadunutanuu u GOpMUPOBAHUIO 3I0POBOTO 00pa3a KU3HU.

[Tpu nono3pennn y marnuenta OJIJI Bpau-mequatp ydacTKOBBIM, Bpad OOMIEH MPaKTHKH
(ceMelHBII Bpay) UM UHBIE BPAYU-CICIIMATUCTHI B CPOKH, YCTAHOBJICHHBIE 3aKOHOIATEIbCTBOM,
HaIpaBJIAIOT MalMeHTa Ha KOHCYJbTALMIO B MEIUMLUHCKYIO OpraHM3alMio (reMaToJIorHuecKuit
KaOWHET, KJIMHUKO-JHArHOCTHUYECKOE OTIECIICHUE TeMaTOJOrHM) IS OKa3aHUs MEepPBUYHON
CIICLIMAIM3UPOBAHHON MEIUKO-CAHUTAPHOM IIOMOIIM, B KOTOPOM NPOBOAATCA OCHOBHBIC
JMArHOCTUYECKUE MEPOIIPUATHS C LIEIbI0 YTOUHEHUS U BepU(PUKAIIMKM AUArHO3a, B TOM YHCIE, C
WCIIOJb30BAHUEM  CICHHMAIM3UPOBAHHBIX ~ MAHMMYJSAUMA  (MyHKIMS  KOCTHOTO — MO3ra,
TPEMaHOOUOINCHUS KOCTHOTO MO3Ta).

B ciyyae HEBO3MOXXHOCTM IIPOBEJIEHUS JUArHOCTUYECKUX MCCIEAOBAHUN IallUEHT
HampaBJIIeTCS B MHYIO MEIUIIMHCKYIO OpraHU3aliio, KOTOpas OKa3blBaeT MNPOQPHIbHYIO
MEAMIIMHCKYIO TIOMOIIb MAIIMEHTaM C FeMaTOJIOTMYEeCKUMH 3a00JICBaHUSMH JJIsi YCTAHOBIICHUS
JIMarHo3a 1 OKa3aHus CHelUaIN3uPOBAHHOM, B TOM YHCII€ BBICOKOTEXHOJIOTUYHOM, MEAUIIUHCKON
ITOMOLIH.

Cneunanu3upoBaHHasi, B TOM YHCJIE€ BBICOKOTEXHOJIOTHYHAs, MEIUIMHCKAs IOMOIIb
OKa3bIBAECTCA BpayaMHU-TEMAaTOJOTaMd M HWHBIMU BpadyaMd - CHEHUAJUCTAaMU B YCIOBUSX

CTaIMoOHapa KPYTJIOCYTOYHOTO MPeObIBAaHUS M BKJIIOYAET B ce0s1 MPOPUIAKTUKY, TUATHOCTHKY,
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JedeHue 3a00JeBaHUIl M COCTOSHUMN, TPEOYIOLIUX HCIIOJIb30BAHMS CIIEIUATBHBIX METOJOB U
CIIOKHBIX YHHUKAIBHBIX MEIUIIMHCKUX TEXHOJIOTHH, a TaKkKe MEIUIMHCKYI peabuIUTaIHIo,
KOTOpasi ~ OKa3bplBaeTcd  MEIUIIMHCKUMHU  OpPraHM3alMsIMHU, HUMEIOUIMMH  HEOOXOIUMYIO
MaTepUaIbHO-TEXHUUYECKYI0 0a3y, HaJIMYUe BBICOKOKBATU(DHUIIMPOBAHHBIX CHEIUAIMCTOB U
JMUEH3HUI0 Ha OCYLIECTBIECHUE MEIUIMHCKON JEATEIbHOCTH.

Ha nanHoM ypoBHEe oOka3aHusi MeIUUMHCKOM mnomomu nanueHtam ¢ OJIJI, TakTuka
oOcieoBaHMsl U JIEUEHUS, a TakXKe OIpeAeseHue IeecO00pa3HOCTH TOCIUTATN3AUU
yCTaHABIIMBAETCS BpauyaMHU-T€MAaTOJIOTaMU C TPUBIICYCHHUEM, B CIIy4ae HEOOXOIUMOCTHU. WHBIX
Bpayel-CrenuaiiucToB.  PemieHMe  KOHCHIMymMa  Bpaded  oQopmiIsieTcsi  TPOTOKOJIOM,
MOJIUCHIBAETCSA BCEMU YYACTHUKAMU U BHOCUTCS B MEIMLIMHCKYIO JOKYMEHTALMIO MAllMEHTa.

[Ipu BeIsIBIeHUN Wi nogo3penuu Ha OJIJ] B xone okazaHus CKOPOH METUIIMHCKOM TOMOLITI
MAlMEHTa HANpPaBISAIOT B MEAULUMHCKUE OPraHU3alllM, OKAa3bIBAIOIIME MEIULMHCKYIO IOMOIIb
ManueHTaM ¢ TIeMaToJIOrH4eCKUMU/OHKOJIOTMUYECKUMU 3a00JIeBaHUSIMU, Ui  OINpeAeTIeHUs
TAaKTUKA BEACHUS U HEOOXOIMMOCTH TPUMEHEHUS JOIMOJHUTENbHO JPYrHX METOJIOB

CIICUAIM3UPOBAHHOI'O IIPOTUBOOITYXOJICBOT'O JICUHCHU .

IHoka3zanust A1l TOCNMTAIM3ANUM B CTANMOHAP (IJIAHOBO):

1. TlepBuyHO NpHW TOJO3PCHHUM HA 3JI0KAYECTBCHHOE 3a00JIeBaHWE KPOBH ISl MIPOBEICHUS
JMarHOCTUYECKOTO dTamna

2.  HeoOxomuMmocTh MPOBENCHUS OYECPEAHOTO dTama Teparmud (KpoMe TMOIICPIKUBAOIICH

Tepanuu)

IMoka3zanus A rOCOUTAIM3ZANUM B CTALMOHAP (AKCTPEHHO):
1.  Jrwo0oe yxyniieHue COCTOSIHUS AIlUeHTa, PA3BUTHE OCIOKHEHU, TPEOYIOUTNX MPOBEACHUS
SKCTPEHHOM TEpaluu B yCIOBUSX CTallMOHapa

2.  Tlomo3penue Ha penuuB 3a00JI€BaHUS/Pa3BUTHE BTOPOU OIMYXOJIU

IMoka3anus K BHINUCKE NAMEHTA U3 MEIUIIMHCKON OpPraHu3aluu

1.  OxoHuaHue 3Tama Tepaluu MPH YCIOBUU OTCYTCTBUSI MH(EKIMOHHBIX U TOKCHYECKUX
OCJIO)KHEHUH, CHCTEMHBIX HapYLICHUH, TPeOYIOIUX TEPAaiK B YCIOBHIX CTAllHOHAPA

2.  OxoHyaHWME WHTECHCUBHOW TEpamvu TIPU COXPAHEHUH KIMHUKO-TEMATOJIOTHUECKON
pemMuccuu

3. B cnyyae mnpusHaHMs manMeHTa HWHKYpaOelbHBIM, JJs JajbHEHIIero OKa3aHHs
NMaJUIMAaTUBHOM MEIMUIMUHCKOM TOMOIIM B MEIUIMHCKOM OpraHu3alud 10 MECTy

JKHUTEIILCTBA.
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1. I[OHOJIHI/ITeJIbHaH I/IH(l)OpMa]_[I/IH, BJIUAIOIIAsA HA TCUCHHUEC U UCX0Q

3200J1€BAHUSA

Bakuunanus nanuentos ¢ OJLJI [85]:

1.

B nepuop neuenus BakuHanus He IPOBOJUTCS (MCKIIOUEHUE COCTABIISAET BAKIIMHALUS
NPOTHB TenaTuTa B, KOTOPYI0O MOKHO MPOBOJHUTH Ha (POHE TEPAINUU 1O CIEIHATLHON
cXeMe JUIsi UIMMYHOKOMITPOMETHPOBAHHBIX MTAIUEHTOB).

Ilociie OKOHYaHUsA MNONAECPKUBAIOLIECH TEpalmuu IPU YCIOBHM HAJIWYUSA I1OJHOU
PEMHUCCHM BaKLMHAIMIO MOXXHO IPOBOAUTH B IOJHOM OObEME, HUCKIIOYMB KHUBBIE

BaKIINHHEI.

Bo3Mo:kHOCTH l'lpeﬁblBaHI/lﬂ B OPraHU30BaHHOM KOJIJICKTUBE:

1.
2.

He xenarenpHa Ha mepuo1 MPOBEACHNS MHTEHCUBHON TEpaIHu.
OrpaHuyeHa MHUIEMUOIOTUYECKON CUTyallel U KIMHUKO-Ta00paTOPHBIM CTaTyCOM
MaIlMeHTa B MIEPUOJ MPOBECHUS MOICPKUBAIOIICH Teparuy.

He OrpaHn4cHa IocCJIC OKOHYaHUA no;[;[epxcHBanmeﬁ TCpaInu.

B03MOKHOCTBL HATPY30K U 3aHATHH CIIOPTOM:

1.
2.

®Pu3ndecKue Harpy3KH He JKeIaTeNIbHbI B IEPUOJ IPOBEACHUS HHTCHCUBHOMN TEPAIINH.
OrpanuueHsl KIMHUKO-TA00pAaTOPHBIM CTaTyCOM IAallMeHTa B MEPUOJl IPOBEICHUS
MTO/IEP>KUBAIOIIIEH TEPATIUU.

[Tocne oxoHYaHUs MOJAEPKUBAIOIIECH TEpalluy OTPAHUYEHBI TOJBKO pa3BHUBILIEHCS B
IIEPUOJ JICYEHMS NIATOJOTMEW OIPHO-ABUIATEIIBHOIO aIlllapaTra WM TSKEIBIMU

CONYTCTBYIOIIMMU 3a00JIEBAHUSMU. HpI/I HUX OTCYTCTBUU HEC OI'PAHUYCHBI.
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KpnTepuH OIICHKHU Ka4YeCTBa MeI[I/IHI/IHCKOﬁ nmomMoiu

Kpurtepnu xkauecrBa

YpoBeHnnb
AOCTOBEPHOCTH
J0Ka3aTeJIbCTB

YpoBeHnb
y0eauTeJIbHOCTH
peKoMeHanui

[lanuenty mnaame 18 net ¢ nono3penuem Ha OJUI, ac
BepuduurpoBanusM OJIJI mpu nepBUYHOM npueMe, Ha
8 IeHb MHAYKIMOHHOW TEpamuMu W Jajee BO BpeMms|
npoBeneHuss XT BbIMoNHEH OOMMNA (KIMHHYECKUN )
QHAJIN3 KPOBU Pa3BepHYTHIN ¢ auddepeHnnpoBaHHBIM]
MMOCUETOM JICUKOIIMTOB (JIEHKOIUTapHas hopmyJia)

[lanuenty muaame 18 ner ¢ moxo3penuem Ha OJLI, 4
Taioke ¢ BepudunupoBanubiM OJIJI Ha sTane HHAYKIMHA
(Ha 15-#1 AeHBb TepanmuW W MO OKOHYAHWUW WHIYKIIUH )
BBITIOJIHEHO TOJYYEHHUE LUTOJOTMYECKOTO IMpenapara
KM nyTem nNyHKIIUH C TOCTAEAYIOIINM IUTOJIOTHYECKUM
nccaenoBanreM mazka KM (muenorpamma)

[lanuenty muamme 18 mer ¢ mogo3pennem Ha OJLJI
BBITTOJTHEHO LHUTOXUMHUYECKOE HCCIIeI0BaHNUE]
npenapara KM

[lanpenty mumamme 18 nmer ¢ momo3pennem Ha OJIJI
BEIIIOJIHEHO MMMYHO(EHOTUTTUPOBAHUE
reMOTOATUYECKUX KIETOK-TIpeanecTBeHHUI] B KM

[laruenty muamie 18 ner ¢ mopo3penuem Ha OJIJ]
BEITIOTHEHO LUTOr€HETUYECKOE HCCIIEIOBaHUE]
(xapuoTHM) u MOJIEKYJISIPHO-T€HETHYECKOE]
uccinenoanne (FISH-meron) Ha omHy mapy xpomocom|
acrupara KM

[lanuenty monoxe 18 ner ¢ nono3penuem Ha OJIJI, 4
rakke ¢ BepudunupoBanasiM OJIJ B quarHocTuuecKui
[epuoJl W B TMPOLECCEe TEpaluu  BBINOJHEHBI
CITMHHOMO3TOBast MYHKLHS c MOCJIETYOLUM
MCCIIEIOBAaHNEM YPOBHS Oellka B CIIMHHOMO3TOBOM
DKUJIKOCTH, HCCJICIOBAHUE YPOBHS  TJIIOKO3BI B
CIIMHHOMO3IOBOM  KHUJKOCTH,  MHMKPOCKOIIMYECKOE
MCCIICAOBAHNUE CIIMHHOMO3TOBOH JKHIKOCTH, IOACYET
KJIETOK B CUETHOM Kamepe (ompejaeieHue LMTO3a) U
[IUTOJIOTUYECKOE HCCIIEIOBaHUE KJIETOK
CIIMHHOMO3TOBOM JKUJIKOCTH

[laruenty Mosoxke 18 ner ¢ Bepu(ULHUPOBAHHBIM
muarHozoM OJIJI Ha3zHaueHO JieueHHe MO OJHOMY M3
CIICAYIOIINX TEPaeBTHYECKIX MIPOKTOKOJIOB,
MpoTOKOIIBI Tpymbl MockBa—bepiua (ALL-MB-2008
nmu ALL-MB-2015) nu6o mpotokoinbsl rpynmnsl BFM
(ALL-BFM-95 unn ALL-BFM-2000)

[laruenty Mosoxke 18 ner ¢ BepuULIHPOBAHHBIM
muarHozoM  OJIJI  BeIMoHEHa mNpoQUIaKTHKA HWIH
JIeYEeHHE HEMPOJICUKEMHUH

[laniuenty Miaame 18 yer ¢ BepuduUIMPOBaAaHHBIM
muarHozom  OJIJI  Ha3zHaueHa  mopazep KuBaroIas

TCpalnu AHTHUMETA00INTAMU
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Yposennb Yposennb
Ne Kpurtepun kauecrBa JOCTOBEPHOCTH | yOeAUTEIBLHOCTH
A0KA3aTeJbCTB| peKoMeHaal M

10. [[Marmenty mmamme 18 mer ¢ Ph+-OJUT (OJIJT ¢

HamyneM  Quinanenb@UACKO  XPOMOCOMBI  — B 5

t(9;22)(q34;q11.2)/BCR-ABL1) K CTaHAAPTHOU

repanuu nodasiaeHsl MTK
11. [[Tanuentam wmiaame 18 jer ¢ BepuHUIMPOBAHHBIM

muarHo3om OJIJI Ha mepuon MHTEHCUMBHOW Tepamnmuu C 5

YCTaHOBJIEH LIEHTPAJIbHOI'O BEHO3HOT'0 KaTeTepa
12. [Marmenty Mimagme 18 7ner ¢ BepuUpHUIIMPOBAHHBIM

muargo3zom OJIJI B mepBbie nHU (HEAENW) Teparmuu C 5

IIPOBOIATCA TCPAINICBTUYCCKUC MCpONPUATHL,

HarnpasyieHHbIe Ha TpoduiakTuky COJI
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1. Kapauynckmii A.W. — 1.M.H., mpodeccop, TUPEKTOP HHCTUTYTA OHKOJIOTHH, PAIMOTIOTHI
u sanepHor MeauiuHbl PI'BY «HannoHaibHbIN MEAUUMHCKUAN HCCIIEIOBATEILCKAM LIEHTP
JIETCKOM T€MaTOJIOTUM, OHKOJIOTHH U UMMYHOJIOTUU UMeHU [Imutpusi Porauesay M3 PO;
npodeccop kadenpsl OHKOJIOTHH, TeMAaTOJIOTUU W JydeBou Tepamuu /¢ ®I'BOY BO
«Poccuiickuil HAIlMOHAIBHBIA UCCIEAOBATEILCKUNA MEIUIIMHCKUN YHUBEPCUTET UMEHHU
H.W.ITuporoay M3 P®; unen mnpamnenus HamuonampHOro oOImIECTBa JETCKUX
remaToJioroB u onkojioros (HO/I'O).

2. PymsanueB A.I'. — akagemuk PAH, nawmH., mnpodeccop, IIpesunenr OI'BY
«HaunoHanbHbIl MEAUUUHCKAN MCCIEA0OBATENbCKUNA LEHTP JETCKOM TIeMaToJIOruH,
OHKOJIOTMM U UMMYyHOJIOTHM uMeHu Jmutpus Porauesay M3 P®; mpodeccop kadenps
OHKOJIOTHH, TreMaroyiorud u JjydeBod Ttepanuu n/¢p DPI'BOY BO «Poccuiickuii
HallMOHAJIBHBIN UCCIIEIOBATENILCKAN MEIMIIMHCKUI yHUBepcuTeT uMenn H.U.ITuporosa»
M3 P®; rnaBHbIi BHEMTATHBIA JETCKHM cHeruanuct remarosor; [lpesuaeHT
HammonaneHOro oOmecTsa JeTckux TremartojoroB W oHkojoroB (HOII'O), unen
npasieHus: Coro3a neauatpoB Poccun.

3. Pymsinnea FKO.B. - 1.M.H, JOLEHT, 3aB. OTAEIOM  HCCIEIOBaHUSA
mumdonponupeparuBHelx  3a0oneBanuiit  ®I'BY  «HarmumoHanpHBIE — METUITMHCKUH
MCCIEI0BATENbCKUI LIEHTP JETCKOM reMaroJIOruy, OHKOJIOTMM M MMMYHOJIOTMHM UMEHU
Hmutpust PoraueBay M3 P®; npodeccop kadenpsl OHKOJIOTHH, TEMATOJIOTHH U JTy4eBOH
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IIpunoxenue A2. MeTon0/10rusi pa3spadoTKi KJIMHUYECKUX PeKOMEeHIauui

HeJ’IeBaH AYJIUTOPHUSA JAHHBIX KIIMHHYC€CKHUX peKDMel—[}laHHﬁ:

1. Bpau-remaronoru

2 Bpauu-onkosioru

3. Bpauu-neguatpor

4 Bpauu knuHUKO-1200paTOPHOI TMarHOCTUKU

Tabaumnma 1. [llkana oneHKH YpOBHEH TOCTOBEPHOCTH [OKAa3aTENbCTB AJIs METOJOB

JUAarHOCTHUKH (I[I/IaFHOCTI/I‘IeCKI/IX BMCHIaTeJ'II)CTB)

YA Pacmugposka

1 CuctemaTrueckue 0030pbl UCCIEIOBAHUN ¢ KOHTPOJIEM pedepeHCHBIM METOIOM HITH
CHUCTEMAaTU4YeCKMH 0030p PpaHAOMM3MPOBAHHBIX KIMHUYECKHX HCCIIEJJOBaHUN C
MNPUMCHCHUCM MCTa-aHaJIn3a

2 OTnenbHbIE MCCIEI0BAaHUS C KOHTPOJIEM pe(depeHCHbIM METOJOM WM OTJENIbHBIE
paHIOMU3HUPOBAaHHbIE KJIMHUYECKHE MCCIEOBaHUS M CHUCTeMaTHYeckue 0030phl
UCCIIEIOBAaHUM  JI000ro  1nu3aiiHa, 3a  MCKJIIOUYEHHUEM  PaHIOMHU3MPOBAHHBIX
KIIMHUYECKUX UCCIIEOBAHNMN, C IPUMEHEHUEM METa-aHaJIN3a

3 HccnenoBanust 0e3 MOCIIEAOBAaTEILHOTO KOHTPOJS PEPEpEeHCHBIM METOJOM HWIIH
HCCJICJOBAaHUA C pe(bepeHCHI)IM METOOAOM, HE MABJMIOIIHUMCSA HE3aBHCHUMBIM OT
HCCIJIEYEMOI0 METO/1a NIN HEPAHIOMU3UPOBAHHBIE CPAaBHUTENBHBIE UCCIIEOBAHMUS, B
TOM YHCJI€ KOTOPTHBIE CCIIEeI0OBAHUS

4 HecpaBHuTtenpHbIe HCCIEIOBaHMS, OMCAHUE KIIMHUYECKOTO CIIydast

) Nmeercs nmumib 000CHOBaHME MEXaHU3Ma JCHCTBUS WM MHEHHE SKCIIEPTOB

Ta6auma 2. Illkasa OICHKW YpPOBHEH TOCTOBEPHOCTH JOKA3aTEIBCTB JUII METOJIOB

poUIAKTUKH, JT€UEHUS U peaduIuTauu (MpoPUIaKTUIECKHX, JICYCOHBIX, peaOuINTAIIMOHHBIX

BMEIIATENHCTB)
Y Pacuudgposka

1 | Cucrematnueckuii 0630p PKH ¢ npuMeHeHneM Meta-aHanm3a

2 Otnenpabie PKM u cucremaTudeckue 0030pbI MCCIIENOBAHMM JHOOOTO Tu3aifHa, 3a
uckimouenrem PKU, ¢ npumMeHeHneM MerTa-aHanusa

3 Hepannomu3upoBaHHbIE  CpaBHUTEIBHBIE  WCCIAEAOBAHHWS, B T.4. KOTOPTHBIE
HCCJIEIOBAHUS

4 HecpaBuutenbHble HcClieJOBaHUS, OMIMCAHUE KIMHUYECKOTO CIIydasi UJId CEPUU CIIy4aeB,
WCCTIEIOBAHMS «CITy9ai-KOHTPOJIbY

5 Nmeercs numb 000CHOBaHME MEXaHW3Ma JCHCTBUS BMEIIATENIbCTBA (JOKIMHHYECCKUE

I/ICCJIGZIOBaHI/ISI) HJIM MHCHHUEC OKCIICPTOB
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Tadoauna 3. Illkana oneHKH ypoBHEW yOEIUTETLHOCTH PEKOMEHIAIMHA JIJII METOJIOB
npoUIaKTHKH, IUArHOCTHKH, JIEUECHUS 51 peadbuiuTanuu (MpodUITaKTHYECKHUX,
JTUArHOCTUYECKHX, JICUSOHBIX, PeaOMINTaIlMOHHBIX BMEIIIATEILCTB)

YYP Pacuimdposka

A CwibHas pekoMeHmamus (Bce paccMaTpuBaeMble Kputepud 3(P(HEKTHBHOCTH
(MCXOIBI) SIBJISIFOTCS. B@KHBIMH, BCE HCCICAOBAHUS HUMEIOT BBICOKOE WIH
yIOBJIETBOPUTEIHHOE  METOJOJOTMYECKOE  KauyeCTBO, MX  BBIBOABI IO
MHTEPECYIOIIMM HCX0JIaM SIBJISFOTCS COTITIACOBAHHBIMHU )
B VYcnoBHast pekoMeHIanus (He BCce paccMaTrpuBaeMble Kputepuu 3¢ (HeKTUBHOCTH
(MCXOmBI) SBISIOTCS BXHBIMH, HE BCE HCCIEIOBAHUS MMEIOT BBICOKOE HITH
YIOBJIETBOPUTENILHOE METOJOJOTHYECKOEe KayeCTBO W/MJIM MX BBIBOABI IO
HMHTEPECYIOIIMM MCX0JIaM He SIBISIIOTCS COTJIaCOBAHHBIMH)
C Crnabast pexomeHAanus (OTCyTCTBUE JOKA3aTEIbCTB HAJICKAIIETO KauecTBa (BCe
paccmaTpuBaeMble KpuTepun 3PGHEKTUBHOCTH (MCXOIBI) SIBISIOTCS HEBAKHBIMH,
BCE MCCIIEOBAaHUS UMEIOT HU3KOE METO/I0JIOTHYECKOE KaUYeCTBO U UX BBIBOJIBI O
MHTEPECYIOMINM MCX0/IaM He SIBJISIIOTCS. COTJIACOBAHHBIMH )

Iopsiiok 00HOB/IEHUSI KIMHUYECKHUX PeKOMeH A,

MexaHn3M  OOHOBNCHHS ~ KIMHWYECKMX  PEKOMEHJAIMK  TNPEeIyCMaTpUBAeT  HMX
CHCTEMAaTUYECKYIO aKTyaJH3alHI0 — HE PeXe YeM OJUH pa3 B TPU rojia, a TaKKe MPH MOSIBICHUU
HOBBIX JTAHHBIX C TIO3HMIIMU JIOKa3aTEIIbHOW MEAWIIMHBI 110 BONPOCAM IHATHOCTHKH, JICUCHUS,
NpoUIAKTUKA W peaOUJIMTAlMU KOHKPETHBIX 3a00JieBaHUl, HaIMYUM OOOCHOBAaHHBIX

JIOTIOJIHEHU/3aMeuanmii Kk paHee yTBepka€HHbIM KP, Ho He yaie 1 pa3a B 6 Mecsies.
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HpI/IJIO)KeHI/Ie A3. CnpaBqume MaTepuaJibl, BRKJIKYasd COOTBETCTBHUE
NMOKAa3aHMil K NMPUMECHEHHNIO " HpOTI/IBOlIOKa?.aHHﬁ, crnocoooB NMPUMCHCHUSA U

03 JICKAPCTBECHHLIX NpenapaToB, MHCTPYKIMHA IO IPUMECHECHHU IO

JEKAPCTBCHHOIO IMpenmaparTa

A3.1.1. OcHOBHbBIC TIOJIOKEHHMSI M CXeMbl TepanuMHd TMPOTOKOJA  POCCHICKOH

ucciaenoBareabckoi rpynmnsl ALL-MB 2015 [44].

B wuccnepoBanmm ALL-MB 2015 BmecTo MOHATHS «Tpynma pUCKa» HCIONB3YeTCS TEPMUH
«TepamneBTHUYECKas Ipynmna». TepaneBTHUECKas TpyMIia OMpPenesieTcsl MPeIBapUTEILHO Mepe]l HayaloM
TEpanuy U OKOHYATEIBHO ONPEACSACTCS MOCIe MOMYUYCHUS Pe3yJbTaTOB I'eHETUYECKOTO MCCIIEI0BaHUS.
IToBTOpHO KaXIblii marUeHT omeHuBaeTcs Ha 36 genp Tepanuu (Mt OJUI w3  B-kietok-
MIpeIeCTBEHHUKOB), Ha 15 u 36 nenb (it T-OJUJI) 1, B citydae maoxoro OTBeTa Ha JICYCHHUE, TIEPEBOIUTCS
B OJIHY W3 TPYII BBICOKOTO PHCKA.

[IpoToKoa UIsT KOHKPETHOW TepaneBTHYECKOM TPYIITBI JOJDKHBI TIONYYaTh TOJIBKO Te MAI[USHTHI, Y
KOTOPBIX M3BECTHHI BCE WHUIMAIILHBIC JaHHBIE W TIPOBEIEHBI BCe HeoOXomuMmbie oOciemoBanus. Ecmu
nHpopManus 1O KaKOMY-JIN00 MyHKTY  OTCYTCTByeT  (Hampumep, HE MIPOBECHO
UMMYHO()EHOTUIIMPOBAHUE, TIEPBUYHAS CIIMHHOMO3rOBasi (JiroMOalibHAast) MyHKIHUS U T.1.), HAIUCHT HE
MOXXET OBITh OTHECEH K ONpeeNieHHON TepareBTUYEeCKON TpymIe, U TepareBTUYeCKUN TUIAH JUTS HETO

YCTaHaBJIMBACTCA MHAUBUAYAJIBHO PYKOBOJAUTEIIEM UCCIICAOBAHNS COBMECTHO C BpadaMH KIIMHHUKH.

Bce nauneHTbl (27 20da u < 50 nem)

T
B-precursor ALL T-ALL Ph*-ALL
r pyﬂﬂt_-l A-E rpynnaT rpynnaF
‘ 21 u <15 nert | 215 net With WBC = t(?Z;Z1) SRG ImRG HRG
100.000/mkI;
rpynnac t(4;11) Mpynna1221 rpynna rpynna rpynna
T-SRG T-ImRG T-HRG
rpynnaD /\
SRG ImRG SRG IMRG

rpynna Fpynna
1221-SR 1221-IR

rpynna rpynna
A B

Hem pemuccuu Ha 36 0eHb

y

HRG >| TrCK B 1-ii pemuccum ‘
rpynnakE

Crparudukaiius Ha TepareBTUYSCKUE TPyIIbl B ucciaeaoanuun ALL-MB 2015
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Bce manueHThl M3HAYaNbHO CTPATU(OUIMPYIOTCS B 3aBUCUMOCTH OT MMMYHO(EHOTHIIA
onactabIX Kietok Ha OJIJI u3 B-knerok-npenmecrsenaukoB U T-OJIJI. TTanmeHTsl ¢ HanHIueM

Ph-niozutusaoro OJIJI (1(9;22); BCR-ABL1) BeigensitoTcst B OTACNBHYO rpyIny (rpyrma F).

Cpenu maruentoB ¢ OJLJI u3 B-kiieToK-npeaiecTBeHHUKOB BbIJICTSIOTCS:

o IMTayuenmuwt c t(12;21) mo6oro Bo3pacta U HE3aBUCHMO OT HAJMYHS/OTCYTCTBHS JIFOOBIX
IPYTUX KPUTEPHUEB, BBIACISIOTCS OTAENBbHO. B 3aBUCHMOCTH OT HAIWYHS WIH OTCYTCTBHSA
JIOTIOJIHUTENBHBIX KIMHUYECKUX KPUTEPUEB OHU JETATCS Ha 2 Tpynmbl: Tpynmy «1221-SR»
(maLMeHThl «CTaHJApTHOrO pucka») u rpynny «1221-1R» (mauueHTsl «IIpoMeXyTOUYHOTO

pHCKay)

I'pynma «1221-SR»: wHummanbHOe KoiaudecTBo JiedkonmuToB <30x109/m m pasmepsl
cenesenku <4 cm, craryc L[HC I/Il. T'pynna «1221-IR»: WHUIMaNbHOE KOJIHYECTBO
nerikouutoB >30x109/m w/mnmm pasmepsl cene3eHkn >4 cm w/minm cratyc THC I

(IOCTaTOYHO OJTHOTO KPUTEPHS).

e B mepanesmuueckyio cpynny D He3aBUCHMO OT BO3pacTa BBIACTSAIOTCS IMALUEHTHI C
HHUIMATIBHBIM JIeiiKoruTo3oM >100x109/nm (rpymma «D1») w/mnu nammumem t(4;11)
HE3aBHCUMO OT HMHMIMAJIbHOro Jelkouurto3a (rpynna «D2»). Ilpu sTom namueHTsl c

WHUIMATBHBIM JIeHKoIuTo30M >100x109/1m 1 1(12;21) B rpynmy «D1» He BKIIOYAIOTCA.

e (Cpenu oCTaNbHBIX MAlMEHTOB MPOBOAUTCS CTpaTU(UKAIMSA B 3aBUCUMOCTH OT BO3pacTa:
nayuenmol maadwie 15 nem TONYy4alOT TEparui0 B 3aBUCUMOCTH OT HaJIUYMS WM
OTCYTCTBUSI JOTIOJTHUTEIbHBIX KPUTEPHUEB: Ipymna «A» — MalUEHThl «CTAHIAPTHOTO PUCKa»
u Tpymmna «B» — manueHThl «IPOMEKYTOYHOTO puckay. [pynma «A»: HHUIUAIBHOE
KoJm4ecTBO JerkoruToB <30x109/1m 1 pasmepsl cenezenku <4 cm, cratyc [IHC I/11. I'pymma
«By»: MHUIIMANTBHOE KOJIMYECTBO JerKkomuToB >30% 109/ u/unm pa3mMepsl CEIe3eHKU >4 cM

u/unu cratyc [THC Il (moctarouHo oqHOTO KpUTEPHS).

o Ilayuenmuvl cmapwe 15-mu nem BBIIETSIOTCS B OTIEIbHYIO TEPANEBTUYECKYIO TPYIITY

«Cw».

e [lanmentsl ¢ OJIJI u3 B-kineTok-NpenecCTBEeHHUKOB BCEX TEPANeBTUUYECKUX Ipymil («A»,
«B», «C», «D1», «D2», «1221-SR», «1221-IR») npu otcyTcTBUHM peMuccuu Ha 36 JeHb

Teparuy TMEePeBOJATCS B TPYIITY BHICOKOTO pUcKa (rpymma «E»).

[Manuentsr ¢ T-OJLJI He3asucumo om eo3pacma pa3nensioTcs Ha 3 TepareBTUUYECKUE

rpynnsl (HU3KOTO, MPOMEKYTOYHOTO U BBICOKOTO pucka). Ctpatudukaius Mpou3BOIUTCS Ha
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ocuoBanuu ’kcnpeccun CD1a u T-kierounsix penentopos (TCR — T cell receptor) na 6mactHbIX
KJIeTKax u oTBera Ha 8, 15 u 36 nenb Tepanuu. s kaxmoit rpymmsl (« T-LR», « T-IR», «T-HR»)
MIPEIyCMOTPEHA CBOS JIMHUS TEPaIuu.

I'pynmna «T-LR»: «CDla+, TCR—» nmpu uaunuansHoM jerikorurosze <500x109/m u npu
ycnoBuu xopoimero orsera Ha 8 (<1000 6mactabix kierox/mMka IIK) u 15 (<30% B KM) nuu
TEpANUU U AOCTH)KEHUS pemuccun Ha 36 neHb tepanuu. [Ipu Hanuuuum Ha 8 neHp tepanuu >1000
6nactHbIX KieTok B MKJI 1K namnuents! nepeBoasres B rpynmy T-IR.

I'pynmna «T-IR»: «CD1a+, TCR+» nimu «CD1la—, TCR—» npu ycinoBuu XOpOIIEero OTBeTa
Ha 15 nenb Tepanuu (<30% B KM) u noctikenus pemuccuu Ha 36 JIeHb TepaIuu.

IMamments! rpynn T-LR u T-IR npu ninoxom otete Ha 15 nens (=30% B KM) nnu He
JOCTHKEHUH PEMHUCCUH Ha 36 JIeHb Teparuu MepeBOIsATCs B TpyIiny Beicokoro pucka (T-HR).

[ManmenTs! ¢ BapuanToM skcpeccuu «CDla—, TCR+» u3HaualbHO OTHOCATCS K IpyIIIe

T-HR.

TepaneBTHUYecKHe MLIAHBI

[Mamuentsr tpynn «A», «B», «1221-SR», «1221-IR» mnonyyaloT HWHIYKIHIO, TpU
KOHCOJIUJAIMK U TOJICpKUBAOIyt0 Tepamnuio. [lanmentsr rpynmel «B» B Bo3pacre 10 ner u
CTaplIle MOJIy4aroT JOTOTHUTEIHHO KpaHUualbHOe 00Ty4yeHue B 1o3e 12 I'p.

Tepanus rpynmsl «1221-SR» mpakTU4eckd HE OTIMYACTCS OT TaKOBOW B rpymme «Ay, a
«1221-IR» — oT TakoBoil B rpymme «B». ENUHCTBEHHBIM OTIMYHUEM SIBISETCS TO, YTO HUKTO U3
MAIMEeHTOB rpynibl « 1221y He moiryyaeT KpaHUaibHOE 00TydeHHUE.

[Mammentsl rpynmel «C» mocie MHAYKUMMA TMOIy4YalOT 6 KOHCONMAAUUN € OOIIUM
KOMM4ecTBOM 36 BBeneHui acmaparumHasel™*, HO B go3e S5 000 EJ[ (takum oOpazowm,
KyMYJISITUBHAs [103a aclaparuHasbl™* cOOTBETCTBYET TAKOBOW ISl MAI[MEHTOB MPOMEKYTOYHOTO
pucka wuccinenoBanuii ALL-MB 2002 u ALL-MB 2008), u mnoaiepKuBaoIIyl0 TEpaIuio.
[TaniueHTHI ATOM TPYMIIBI IPH OTCYTCTBUU MHULIMATIbHOTO TTopakeHus: [IHC ne oOiyvaroTcsi.

[Mamuentsr Tpynmel «D1» monyyaroT WHAYKIHIO, TpU KOHCOJIUIAIMH, KpPaHUAIBHOE
obmyuenne B mo3e 12 I'p m momnmepkuBaromyto tepanuro. Ilarmentam stoit rpymmber [191-
acrmaparmHasa BBOJUTCS Ha 5-€ CyTKU MHAYKIUY (2 HE Ha 3-U, YUUTHIBas, KaK MPaBUIIO0, OOJIBIIYIO
Maccy OITyXOJIH).

Tepanus B rpynmne «D2» ananormuna TakoBoii B rpymme «D1», HO ¢ JOMOIHUTETHHBIM
BKJIIOUEHUEM BBEJCHUM #00pTe3oMuba™™ B penHIyKIUAX.

[Mamuentsr rpynn «T-LR» u «T-IR» monyyaroT WHAYKIWIO, TpU KOHCOMUAALUU U

IOoAACPKUBAIOIIYTO TCPAIIHIO. HaHI/IeHTI)I OTUX I'pYHIT TP OTCYTCTBUU HHULIMAJIbHOTI'O ITOPAXKCHUSA
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HHC ne oGOmywarorcs. Ilamumentsr rpymnmbl «T-IR» momydaroT momomHuUTenbHYIO 2-10 a3y
uHayKnuoHHoi Tepanuu (Protocol 1b).

[Marmentsl rpynmsel «F» MoOdy4aroT MHAYKIWIO, TPU KOHCOJNMJAIMH, KpaHUAIbHOE
obmyuenwe B o3¢ 12 ['p u nogaepkuBaromiyto Tepanuto. Haunnas ¢ 15 qHst *HAYKINH, B TEYCHUE
Bcell Tepanuu (BKJIKOYasi MOACPKUBAIONIYI0) U KaK MUHUMYM ellle 3 rojia mocie ee OKOHYaHus,
MAalMEHThl TOCTOSIHHO TMONy4aroT #umatuHuO** B mo3e 300 mr/m2/cyT, eciu B mpoiiecce
MOHHUTOPHPOBAHUS MOJICKYJIIPHOTO OTBETa HE BO3HUKHET HEOOXOJIMMOCTH B YBEIHUYCHUH JIO3bI
MMaTUHUO0A WM B CMEHE TIperapara Ha IPYroll HHTHOUTOpP TUPO3SHHKUHA3ZEI.

Bce mamuentsl rpymm «A», «B», «C», «1221», «T-LR», «T-IR» mnpu Hamuuum
ununmanpaoro nopaxenus [[HC (IIHC Ill) momywaroT Tepamuio COriacHO MPOTOKOMY st
COOTBETCTBYIOIIEH TePareBTUICCKON TPYIIIBI C JOMOJHATEIBHBIM TPOBEACHHEM KPaHHAILHOTO
oOmyuenus B 1o3e 12 I'p.

[Mamuents! rpynn «E» u «T-HR» (nmamueHTs! BbICOKOTro pucka) Mo OKOHYaHUHM WHIYKIUU
nonydaror Omoku [IXT «F1» m «F2». [lanee, B 3aBUCHMOCTH OT cTaTyca PEMHUCCUU U
MMMYHOJIOTHYECKON MPUHAIIC)KHOCTH 01acTHEIX KiIeToK (He-T-OJIJI/T-OJLT), pa3nuuasie O10Ku
WHTEHCUBHOM XUMUOTepanuu. B ciydae pedpakTepHOCTH K CTaHAAPTHBIM KypcaM BBICOKO03HOM
[IXT B xauecTBe 2-i TMHUU TEPAITMH MOTYT IIPUMEHATHCS Henapadbun™* wim kiodapadbun. B psje
cllydaeB TalueHTaMm rpymnnbl «E» MoxeT ObIThb TpeIoKeHa Tepamnus IpernapaToM
OnmuHaTymMymMa0™*, mpencraBisiommM K3 ce0si MOHOKJIOHAIbHOE Oucrnenuduyeckoe aHTHTENIO
antu-CD19. Bcem mnammentam rpynn «E» um «T-HR» (maumeHThl BBICOKOTO pHCKa) MOCIe
JOCTHKCHHSI PEMUCCHH B paMKaX XHMHOTEpANUU BBICOKOTO PUCKA B MaKCHMAIbHO KOPOTKHE
CpOKU 0o0nuratHo nokasana amuiorenHas TKM mo6oro tuma (B 3aBUCMMOCTH OT JOCTYITHOCTH
JIOHOPOB M OT TEXHHYECKUX BO3MOKHOCTeH). IloaTomy Bcem manumentam stux rpynn HLA-
TUNIUPOBaHUE W HHULUManuUs norcka HLA-coBMecTUMOro JOHOpa MOJIKHBI IPOBOJUTHCS Cpaszy
rocie crpaTuUKaliy NaUeHTOB B ATy TEPANEBTUYCCKYIO TPYIIITY.

CxeMbl Tepanuu
o Huoykuyua Jlexcamerazoun** — 6 mr/m2/cyTt per os B 2 mpuéma (BBEIEHHS) B JIEHb C
MHTEPBAJIOM COOTBETCTBEHHO B 12 wacoB. Jlnu ¢ 1-ro nmo 28-i. [lonHas cyrouHas no3a
JIOCTUTaeTCsl TTOCTENEHHO B 3aBUCUMOCTH OT MHULIMAILHON Macchl onyxonu. C 29 s
Tepanuy HaAYWHACTCS CHIKCHHUE J03bI Jekcamerazona: 29-31 nau — 3 mr/m2, 32-34 nuu
— 1,5 mr/m2, 35-36 guu — 0,75 Mr/m2; nanee geKcaMeTa30H OTMEHSIETCS IMOJHOCTHIO.
. Bunkpuctun** — 1,5 mr/m2 (MakcumaibHas J103a 2 Mr) B/B ¢Tp. Ha 8, 15, 22, 29 u 36-oi

THH.
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JayHopyOuuuna™* — 45 mr/mM2 B/B Kail. Ha 8 ¥ 22 IeHb Tepanuu. Y MalueHTOB IPyH «A»
u «1221-SR» BBeneHue Ha 22-0i JEHb OCYHIECTBISECTCS TOJBKO NMPH OOHAPYKECHHH
0osee 10% OacTHBIX KIETOK B KOCTHOM MO3re Ha 15-bIii IeHb JIUEHU.

#UmaTtuanO** — manuenTsl rpynmsl «F» ¢ 15 aas uagykouu B 1o3e 300 mr/m2/cyTt per
0sS.

WuTparekanpsHo (MeroTpekcaT**, murtapabuH™**, mpenHu3zonoH**) — B BO3pacTHBIX

no3upoBkax B 0/1, 8, 15, 22, 29 u 36-0ii 1HU JeueHUsI.

Jlo3upoBaHue npenaparoB A HHTpaTeKaIbHOW TEpaluu B 3aBUCHMOCTH OT BO3pacTa:

Bo3pacr Metorpekcat™* | Hurapadun™* | [Ipennusoion™*
(mr) (mr) (mr)

Megnee 1 roma 6 20 4

Ot 1 roxa no 2 ner 8 30 6

Ot 2 ner no 3 ner 10 40 8

Crapme 3 ner 12 50 10

Konconuoauus 1

MepxkanTomypun**— 50 Mr/m2 B ieHb per os exxeaHeBHO (7-12 Henenst); B rpynme « T-1R»
—12-17 genens

#Mertotpekcar** — 30 mr/m2 BHyTpuMbIieuHo 1 pa3 B Henemnto (7-12 Henens); B rpymnime
«T-IR» — 12-17 Henens

/Jo3a mepkanmonypuna™* u memompexcama™> Koppuzupyemcsa é 3a6UcumMocmu om
J1eUKOUUmMOo8 Kposu.

AcnaparuHaza®™* — BHyTpUMBIIIIEYHO | pa3 B HEJEI0 POBHO Yepe3 CYTKH ITOCIIC BBEACHUS
MeToTpekcara, (7-12 nenens; B rpynne «T-IR» — 12-17 nenens); B noze 5 000 En/m2 B
rpynmnax «A», «Cy», «1221-SR», B mo3e 10 000 Ex/m2 B rpynmax «B», «D1», «D2», «F»,
«1221-IR», «T-LR», «T-IR»

NuTparekansno (Merorpekcat**, 1murtapaOuH**, mpeqHu30I0H**) — B BO3PaCTHBIX
no3upoBkax Ha 7, 9, 11 u 13 menene; B rpynme «T-IR» — 12, 14, 16 u 18 Henenst
Jexcamerazon™* — 6 mr/m2/cyt per os B 2 mpuéma (BBEICHHS) B JICHb C HHTEPBAJIOM
COOTBETCTBEHHO B 12 yacoB Ha mpoTsokeHuH 10 THEH ¢ mociieyromeii ObICTpOi OTMEHOM
B TeueHue 3-x aHeut — nenenu 13-14; B rpynme «T-IR» — 18-19 nenens

Bunkpuctun** — 1,5 mr/m2 (MakcuManbHast 03a 2 Mr) B/B cTp. Ha 85, 92 nens (13, 14

Hezens); B rpynme « T-IR» —na 124, 131 nens (18, 19 Henens)
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Haynopyoununa™* — 30 mr/m2 B/B Kar. J{Baxx sl B rpynmnax «By», «D1», «D2», «F», «1221-
IR», «T-LR» —na 44 u 65 nuu (venenu 7, 10), «T-IR» —Ha 79 u 93 nuu (nenenu 12, 14);
U oJuH pa3 B rpymme «C» — Ha 85 nensb (13 Henens).

#matuHuO** — manMeHThl rpynmnbl «F» MOCTOSIHHO B T€YEHHE BCEH KOHCOJIUIALMU
nonydatot B o3e 300 mr/m2/cyT per 0s

#boprezomu6** — mauuentsl rpynnsl «D2» B no3e 1,3 mr/m2 B/B 605110cHO 32 3-5 cek ¢
HOCJEIYIOUMM MPOMBbIBAaHUEM KareTepa (U3MOJOTHUYECKUM pacTBOpoM Ha 85, 89, 92,

96-i1 mau (13, 14 Hemens).

Konconuoayusa 2

MepxkanTomypun**— 50 Mmr/m2 B ieHb per os exenHeBHo (15-20 Henens); B rpymnme «T-
IR» — 20-25 "enens

Mertotpekcar** — 30 mMr/m2 BHyTpuMbIedHo 1 pa3 B Heaemto (15-20 Henens); B rpymnmne
«T-1R» — 20-25 Henens

/Jo3a mepkanmonypuna** u memompexcama** xoppuzupyemcsa é 3agucumocmu om
J1elKOUUmMOo8 Kposu.

Acnaparunaza** — BHyTpUMBIIIEYHO | pa3 B HEJEIO POBHO Yepe3 CyTKH IOCIIE BBEACHUS
MeTtoTpekcata, (15-20 nenens; B rpynme «T-IR» — 20-25 nenens); B goze 5 000 Ex/m2 B
rpynmnax «A», «Cy», «1221-SR», B mo3e 10 000 Ex/m2 B rpynmax «B», «D1», «D2», «F»,
«1221-IR», «T-LR», «T-IR»

WNuTparekansHo (MeroTrpekcat**, murapaOuH**, TpemHu30JI0H**) — B BO3PaCTHBIX
JIO3UPOBKax — OAHOKpaTHO Ha 141 nenp (21 Hemens) B rpynmax «A», «B (te, komy
iaHupyercs oonydenue)», «D1», «D2», «F», «1221-SR»; 4 BBenenus B rpynmnax «B (ue
MOJTyYaronye Jy4eByro Tepanuro)», «1221-1R», «C», «T-LR» na 15,17,19 u 21 nenene;
B rpynne «T-1R» —Ha 20, 22, 24 n 26 Henene.

Jlexkcamerazon** — 6 Mr/m2/cyT per os B 2 npuéma (BBEJACHHS) B JICHb C UHTEPBAJIOM
COOTBETCTBEHHO B 12 yacoB Ha npoTsokernu 10 aHeil ¢ mocienyromieii ObICTpoi OTMEHOM
B TeueHue 3-x aHer — Henenu 21-22; B rpymme « T-IR» — 26-27 nenens

Bunkpuctua®* — 1,5 mr/m2 (MakcuManbHast 103a 2 MT) B/B cTp. Ha 141, 148 nens (21, 22
Hezens); B rpymnme « T-IR» —na 180, 187 nens (26, 27 Henens)

Haynopyonuua™®* — 30 mr/m2 B/B kar. J{Bax bl B rpynmax «By, «D1», «D2», «F», «1221-
IR», «T-LR» — Ha 98 u 121 nenb (Hemenu 15, 18), «T-IR» —na 135 u 156 gau (Hexenu

20, 23); u onuH pa3 B rpynme «C» —Ha 141 nens (21 Henens).

62



#MaTHHUO** — manMeHThl TPYMIbl «F» MOCTOSHHO B T€YEHHE BCEH KOHCOIMJIAIUH
nosrydarot B o3¢ 300 mr/m2/cyT per 0s

#bopte3oMu6™* — manuenTsl rpynmsl «D2» B no3e 1,3 mr/m2 B/B 00itocHO 3a 3-5 cek ¢
MOCIIEAYIOUIUM IPOMBIBaHHEM KaTeTepa (PU3H0JI0rH4eCKUM pacTBOpoM Ha 141, 145, 148,

152-ii num (21, 22 Hepens).

Konconuoauusn 3

Mepxkantonypun®*— 50 mr/m2 B IeHb per os exenHeBHO (23-28 Henens); B rpynmne «T-
IR» — 28-33 Hepnensa

MertoTtpekcar** — 30 mr/m2 BHyTpuMBIIedHO 1 pa3 B Henento (23-28 Henmens); B TpyIIe
«T-IR» — 28-33 Henens

o3a mepxanmonypuna** u memompekcama** Koppuzupyemcs 6 3a8ucumocmu om
J1eUKOUUmMOo8 Kposu.

AcnaparuHa3a®* — BHyTpUMBIILIEYHO | pa3 B HEJEN0 pOBHO Yepe3 CYyTKHU IOCIIE BBEACHUS
MeToTpekcara, (23-28 nenens; B rpymnme « T-1R» — 28-33 nenens); B noze 5 000 Ex/m2 B
rpymmax «A», «Cy», «1221-SR», B mo3e 10 000 Ex/m2 B rpymnmax «B», «D1», «D2», «F»,
«1221-IR», «T-LR», «T-IR»

WNuTtparekansHo (MeToTpekcar™*, murapaOun™*, mpemHu3oioH**) — B BO3PACTHBIX
JIO3UPOBKax — OAHOKpaTHO Ha 197 nenb (29 Henmens) B rpynnax «A», «B (te, komy
miaHupyercs oomyuenue)y, «D1», «D2», «F», «1221-SR»; 4 BBeaenus B rpynmnax «B (He
NOJTyYaroIue JIyueByto Tepanuio)y, «1221-I1R», «C», «T-LR» u «T-IR» na 23, 25,27 u
29 uenene; B rpynne « T-IR» — na 28, 30, 32 u 34 nenene

Hexcamerazon™* — 6 Mr/m2/cyt per os B 2 npuéma (BBEICHHS) B JCHb C WHTEPBAIOM
COOTBETCTBEHHO B 12 yacoB Ha npoTsokeHuH 10 IHEH ¢ mociieyromnieii ObICTpOi OTMEHOM
B TeueHue 3-x aneut — nenenu 29-30; B rpynme « T-1R» — 34-35 nenens

Bunkpuctun®* — 1,5 mr/m2 (MakcumanbHas 103a 2 Mr) B/B cTp. Ha 197, 204 nens (29, 30
Hezens); B rpynmne « T-1R» —na 232, 239 nensb (34, 35 Henens)

HayHopyounun®* — 30 mr/m2 B/B kan. OgHokpaTHO B rpynnax «B», «D1», «D2», «F»,
«1221-IR», «T-LR» — na 163 nenb (24 nenenst); B rpynmnax «C» u «T-IR» —Ha 197 nenn
(29 nenens).

#MaTnHUO** — ManMeHThl TPYIIbl «F» MOCTOSIHHO B TeUSHHE BCEH KOHCOJIMIAIIUU

nony4atot B o3e 300 mr/m2/cyT per 0s
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#bopTte3oMu6™* — marrenTsl rpynmsl «D2» B no3e 1,3 mr/m2 B/B 00itocHO 3a 3-5 cek ¢
MIOCJIEYIOIIM IIPOMBIBAaHHEM KaTeTepa PU3N0JI0rHIeCKIM pacTBopoM Ha 197,201, 204,

208-i1 nuu (29, 30 Henens).

Konconuoauus 4 (monvko nayuenmot epynnot « C»)

Mepkanromypua®*— 50 Mr/mM2 B IeHb per 0s exxeaHeBHO (31-36 Hemens)
Mertotpekcar** — 30 Mr/mM2 BHyTpuMbIleuHo 1 pa3 B Heneinto (31-36 nenens)

o3a mepxanmonypuna** u memompekcama** Koppuzupyemcs 6 3a6Ucumocmu om
J1eUKOUUmMO8 Kposu.

AcnaparuHa3a®* — BHyTpUMBIILIEYHO | pa3 B HEJEI0 POBHO Yepe3 CYTKHU IOCIIE BBEACHUS
MeToTpekcara, (31-36 nenens); B noze 5 000 En/m2

HNuTtparekansHo (MeToTpekcar™*, murapaOun™*, mpemHu3oioH**) — B BO3paCTHBIX
JI03UPOBKAX — OAHOKPATHO Ha 253-i1 neub (37 Henens).

Jlexcamerazon** — 6 Mr/m2/cyT per os B 2 npuéma (BBEJCHHS) B JICHb C HHTEPBAJIOM
COOTBETCTBEHHO B 12 yacoB Ha npotsbkeHuu 10 aHel ¢ nocienyromen ObICTpoil OTMEHOM
B TeueHue 3-X nHel — Henenu 37-38.

Bunkpuctun** — 1,5 mr/m2 (MakcumanbHas 1o03a 2 mr) B/B ctp. Ha 253, 260 nuu (37, 38
HEJICIIS)

Hayrnopyourmma™** — 30 mr/m2 B/B Kar. OgHokpaTHO Ha 253 nenb (37 Hemens).

Konconuoauusa 5 (monvko nayuenmol epynnot « C»)

MepxkanTomypun**— 50 Mr/m2 B ieHb per 0s exeaHeBHo (39-44 Henens)
Mertotpekcar** — 30 mr/m2 BHyTpuMbIIeuHo 1 pa3 B Henemto (39-44 nenerns)

Jlo3za meprxanmonypuna™* u memompexcama** Koppuzupyemcsa € 3a6UcumMocmu om
J1eUKOUUmMOo8 Kposu.

AcnaparuHaza®™* — BHyTpuUMBIIIIeYHO | pa3 B HEJE0 POBHO Yepe3 CYTKHU ITOCIIE BBEACHUS
MeToTpekcara, (39-44 nenens); B no3e 5 000 En/m2

HutparexanbHo (MeToTrpekcar™**, nurapabun™**, npeaHu3onoH™*) — B BO3pacTHBIX
JIO3UPOBKAx — OAHOKpaTHO Ha 309-i1 neHb (45 Henmens).

Jexcamera3on™* — 6 mr/m2/cyT per os B 2 mpuéma (BBEICHHS) B JICHb C HHTEPBAJIOM
COOTBETCTBEHHO B 12 yacoB Ha npoTsbkeHuu 10 nHel ¢ mocneayromieii OpIcTpoit OTMEHOH
B TeueHne 3-X nHel — Henenu 45-46.

Bunkpuctun** — 1,5 mr/m2 (MakcumanbHas 103a 2 mr) B/B ctp. Ha 309, 316 auu (45, 46

HEJICIIs)
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Haynopyounun®* — 30 mr/m2 B/B kan. OnHokpaTHo Ha 309 nenb (45 Henens).

Konconuoauus 6 (monvko nayuenmot epynnot «C»)

MepxkanTonypun®*— 50 Mr/mM2 B A€Hb per os exxeHeBHO (47-52 Henens)
Mertotpekcar** — 30 mMr/mM2 BHyTpuMbIIeuHo 1 pa3 B Henento (47-52 nenens)

o3a mepxanmonypuna** u memompekcama** Koppuzupyemcs 6 3a8ucumocmu om
JIEHKOUUMO08 KPOGU.

AcnaparuHaza®* — BHyTpUMBIIIeYHO | pa3 B HEEN0 POBHO Yepe3 CYTKHU IOCIE BBEACHUS
MeToTpekcara, (47-52 nenens); B no3e 5 000 En/m2

HNuTtparekansHo (MeToTpekcar™*, murapabun™*, mpemHu3onon**) — B BO3pacTHBIX
JIO3UPOBKAX — OAHOKpATHO Ha 365-i1 neub (53 Henmens).

Hexcametazon™* — 6 Mr/m2/cyTt per os B 2 npuéma (BBeICHHs) B JCHb C HHTEPBAJIOM
COOTBETCTBEHHO B 12 yacoB Ha npotskeHuu 10 nHel ¢ nocnenyromeit ObICTpoil OTMEHOMN
B TeyeHue 3-X nHel — Henenu 53-54

Bunkpuctua®* — 1,5 mr/m2 (MakcuManbHast 103a 2 MT) B/B cTp. Ha 365, 372 nens (53, 54

HEJICIIS)

Bmopas ¢aza unoykuyuu (npomoxon 1b) (monvxo nayuenmor 2pynnot « T-IR»)

Huknopochamun™*— B moze 1000 mr/m2, B/B Kar. 3a 1 gac, B tau 43 u 71.

Mecna** — 400 mMr/m2 BHyTpUBEHHO iepe] nHpy3uen nuknodpochammia, a Takxe Ha 4 1
8 "ac mociie BBeIeHUs TIpenapara.

Hurtapabun** — B m03e 75 Mr/mM2/CyT, BBOJUTCS BHYTPHUBEHHO CTPYITHO, B THU 45, 46, 47,
48; 52, 53, 54, 55; 59, 60, 61, 62 u 66, 67, 68, 69 (deTbipe 4-X-THEBHBIX OJIOKA).
Mepkantonypun** — B mo3e 60 mr/m2/cyT, per 0s, ¢ 43 no 71 nens (Bcero 28 mueii; 4
HEJICITN )

WutparekansHo (MeToTpekcar™*, murtapaOun**, mpenHu3onoH**) — B BO3paCTHBIX

JIO3UPOBKax Ha 52 u 66-0i1 ACHb.

Tepanus nayuenmos 6vicokozo pucka (2pynnot «E» u « T-HR»)

FBnox F1-F2

Merunnpeanuzonon™* — 80 mr/m2/cyT, per/oS i B/B B Tpu npuéma; nuu 1 —5; 11 - 15
Bunkpuctun** — 1,5 mr/m2 (MakcuMainipHast 103a 2 Mr) B/B ¢Tp.; Auu 1, 6 u 11,
Mertotpekcar** — 5 000 mr/m2 B/B 3a 24 yaca B JieHb 1.

1/10 oOmieit 10361, KaK HArpy304HYIO /103y B/B Katl. 32 30 MUHYT
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9/10 oOmelt 10361 B BUE ITUTEIHHOM BHYTpUBEHHON MH(PY3uH 3a 23,5 dJaca.

Qomuuat Kameiusa** — 15 mr/m2 B/B Ha 42-0H, 48-0if m 54-p1ii yacel uH(DY3UH
MeToTpekcaTa™*

Yeenuuenue konuuecmea esedenuil u 003wl porunama Kanvyua** ¢ zaeucumocmu
Om KOHUeHmpauuu memompekcama™> ¢ Kpoeu

Hurapabun** — 2 000 mr/m28/B B Buae 3-x yacoBod uHQy3uu Ha 11-if u 12-if qau. 4
BBE/ICHHS C MHTEPBAJIOM B 12 yacoB

HNuTtpaTekanbHo (MeToTpekcar**, murapabua™**, mpeaHu30oH**) — B BO3pacTHBIX

J03UpoBKax; AHU 1 u 15.

FBnox HR-1

Metunnpenau3zonon®* — 80 mr/m2/cyT, per/os uiu B/B B Tpu npuéma; 1ou 1 — 5
Bunkpuctun** — 1,5 mMr/m2 (MakcumaibHasi 103a 2 Mr) B/B cTp.; HH 1 1 6.
Mertotpekcar** — 5 000 mr/m2 B/B 3a 24 yaca B neHb 1.

1/10 obmeit 70361, KaK HArPy30YHYIO 103y B/B Kail. 32 30 MUHYT

9/10 oOmielt 10361 B BUAE ITUTEIBHOM BHYTpUBEHHON MH(]Y3uH 3a 23,5 dJaca.

Kanpumst gonmuar ** — 15 mr/m2 B/B Ha 42-0#i, 48-0if u 54-p1ii yacel uH(pY3UU
MeToTpekcaTa™**

Yeenuuenue konuuecmea é6edenuit u 00361 Kanvuua Gorunama™*> 6 3asucumocmu
Om KOHUeHmpauuu memompekcama™*> ¢ Kpoeu

Huxnodochamua** — 200 mr/m2 B/B kanensHo 3a 1 4wac; gau 2 — 4. 5 BBeneHU# ¢
WHTEpBaJoM B 12 yacoB

Mecua** — 70 mr/m2 BHyTpUBEHHO niepes; nHQy3ueil nukinodocdana, a Taxke Ha 4 U §
Yac mociie BBEJCHHUs Mpemnapara

[Hutapabun™** — 2 000 Mr/M28/B B BujIe 3-X 4acoBOW MH(Y3UM HA S-i JICHB. 2 BBEJICHUS C
MHTEPBAJIOM B 12 yacoB

WNuTtparekansHo (MeToTpekcar™*, murapaOua™*, mpemHu3oioH**) — B BO3PaCTHBIX

JIO3UPOBKax; B 1-i1 1eHb.

Fnox HR-2

Metunnpenau3onon** — 80 mr/m2/cyT, per/os uiu B/B B Tpu npuéma; 1ou 1 — 5
Merotpekcat** — 5 000 mr/m2 B/B 3a 24 4aca B JieHb 1.
1/10 ob1eit 10361, Kak HATPY304YHYIO 103y B/B Kam. 3a 30 MUHYT

9/10 oOeit 10361 B BUIC JUTUTEIHHONW BHYTPUBEHHOW HH(Y3wH 3a 23,5 yaca.
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@onuHat kaneius** — 15 mr/m2 B/B Ha 42-oH, 48-0if um 54-p1ii yacel MH(DY3UU
MeToTpekcara™*

Yeenuuenue xonuuecmea eeedenuit u 003vl porunama Kanvyua** ¢ zagucumocmu
Oom KOHUeHmpayuu memompexcama**e¢ Kpoeu

IIhracnaprasza — 1 000 En/m2 B/B kanenbHO 3a 2 yaca; Ha 6-i J1€Hb.

WNuTparekanbHo (MeroTpekcar**, nurapaOuH**, mpeaHu30ioH**) — B BO3pPacTHBIX
JI03UPOBKax; B 1-i1 IeHb.

Bunkpuctun** — 1,5 mr/m2 (MakcumalibHas pa3oBasi 103a 2 Mr) B/B B IHH 1 1 6.
Ndochamun™* — 800 mr/m2, B/B B Teuenue 1 yaca, 1Hu 2 — 4. 5 BBEACHUH C HHTEPBAIOM
B 12 yacos.

Mecna** — 400 mMr/M2 BHYTpUBEHHO riepe nHQpy3uei ndpochamua, a Taxxke Ha 4 u 8 gac
1ocsie BBEJCHUs Ipernapara.

HNaynopyounma — 30 Mr/M2, B/B Kartl. 3a 24 Jaca, JIeHb 5.

Bbroxk HR-5

Metunnpeanusonon™** — 80 mMr/m2/cyT, per/os unu B/B B Tpu npuéma; auu 1 — 3
Knodapabun — 52 mr/m2 (s manuentoB miuammie 30 yiet) B/B Kar. 3a 2 gaca, 101 1-5
Huknodochamua** — 300 mr/m2 B/B Kar. 3a 1 gac; qau 1 — 5. 5 BBeIeHUI ¢ HHTEPBAIIOM
B 24 yaca

MecHa** — 100 mr/™M2 BHYTpHBEHHO Tiepe nHy3uel mukinodocdana, a Takke Ha 4 1 8
yac oclie BBeJCHHS Mmpemnapara.

Oronozun** — 100 mr/m2, qau 3-5, B/B Kam. 3a 2 yaca. 3 BBEJIEHUS C MHTEPBAJIOM B 24
yaca.

WNuTparekanbHo (MeroTrpekcar**, nurapaOuH**, mpeaHu30i0H**) — B BO3pPacTHBIX

JIO3UPOBKax; B 1-i1 1eHb.

FBrox HR-6

Metunnpenauzonon** — 80 mr/m2/cyT, per/os uiu B/B B Tpu npuéma; 101 1 — 5
Henapabun™** — 1 400 mr/m2B/B Kar. 3a 1 yac; gau 1, 3, 5.

[{utapabun™** — 300 mMr/M2 B/B 3a 34aca, 7HU 3-5. 6 BBEACHUI C HHTEpBAJIOM B 12 yacoB
Huxnodochamua** — 200 mr/m2 B/B kanensHo 3a 1 wac; auu 1 — 5. 5 BBemeHuit ¢
MHTEPBAJIOM B 24 yaca.

Mecna** — 70 mr/m2 BHyTpuBeHHO Tiepea nHpy3uent nukinodocdana, a Taxke Ha 4 u §

qac MocJIC BBECACHU IIperiapara.
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o [Ihracnaprasa — 1 000 En/m2 B/B kanesnbHO 3a 2 yaca; Ha 6-i J1€Hb.
. WuTparekanbHo (MeroTpekcaT**, murapaOuH**, mpeaHu30i0H**) — B BO3pPaCTHBIX

JI0O3UPOBKAX; Ha 6-i JIEHb.

bnox HR-7
. JHexcamerazon™** — 6 mr/m2/cyT, per/os wiu B/B B 1Ba npuéma; 1ou 1 — 5
o Knodapabun — 52 mr/m2 (st marmentoB muaauie 30 jier) B/B Karl. 3a 2 yaca, THH 1-5
. Hutapabun** — 1000 mr/mzs/B B Buje 3-X 4acoBoil MH(Yy3uu, jau 1-5. 5 BBEACHHUH C

MHTEpPBAJIOM B 24 yaca

° Wnapybunma™** — 8§ mMr/m2, B/B Kartl. 3a 6 4acoB, THH 3-5

KpannaabHoe 00a1yyeHue

PexoMenpanuy 1o 1yueBoil Tepanuu — cM. paszei 3.2 JaHHBIX PEKOMEHIaIuil.

IToanep:kuBaromIas Tepanus

[TonnepxuBaroniass Tepanusi HadyMHaeTcss Ha 31 Hemene MNPOTOKOJA JUIsl MAlMEHTOB
TepaneBTHUECKUX TPy «A», «B», «Dl», «D2», «F», «1221-SR», «1221-IR», «T-LR». ¥
MarreHToB rpynmbl «C» OHa HauWHAeTCs Ha 55 Henerne Tepanuy. Y MalueHToB rpymisl « T-IR» —
Ha 36 Henene.

[MonnepsxuBatromias Tepanus MpoI0HKASTCS 10 JOCTHXKEHUS 00IIel TN TEIIbHOCTH JICUSHHSI
2 roma. OHa cocToMT W3 6-TM HeNENbHBIX KypcoB MepkanTonypun**+Metorpekcat**, c
nocienyromen 2-x HeIeNbHOW peuHaykuuen «Jlexcamerazon™*+Bunkpuctun**» ¢ ogHuM
MHTpaTeKaJbHBIM BBEJCHUEM 3-X IpenapaToB (MeToTpekcaT™**, nurapabun™*, mpeqHu3010H**).

HNHTpaTekanbHas Tepanus NPpOBOAUTCS TOIBKO Ha 1-M roay tepanuu.

68



MccneEQoBAHWE ALL-MB 2015 NOAOEPXWBAIOLWASRA TEPAIMMA.

VCR 1,5 mg/m” (i.v.)
DEXA 6mg/m” (p.o.)
MTX 30mg/m-” (i.m.)

6-MP 50mg/m®(p.o.)

R
-

4 $ 4
Y

TIT ¥ ¥ ¥
31 32 33 34 35 36 37 38 39 40 41 42 43 44 45 46 47 48 49 50 51 52 53 54
VCR 1,5 mg/m” (i.v.) u 3 9’ a uy a
DEXA Sma/m’ (6.0 - - -
MTX 30mg/m”(i.m.) I I I
55.56 5?‘58 59.50.31 .ﬁﬂ Eﬂ.ﬁd 65 66 67 EE.SEITD 71 .72 73 74 75 75.17.73
VCR 1,56 mg/m” (i.v.) a a u 3
DEXA 6mg/m” (p.o.) - -

MTX 30mg/m* (i.m.) [ [ I I O

79 80 B1 B2 83 84 85 86 87 B8 B9 90 91 92 93 94 95 96 97 98 99 100 101 102103 104

MepxkanTomnypun**— 50 Mr/m2 B IeHb per 0S eXeJHEBHO

6-MP 50mg/m®(p.o.)

Merotpekcat** — 30 Mr/mM2 BHyTPUMBIIIEUHO | pa3 B HEAETIO.

/Jlo3a mepranmonypuna** u memompexcama™> Koppuzupyemcs é 3a8UcumMocmu om
J1eUKOUUmMOo8 Kposu.

JlexcameTa3on™* — per os exxeJHEBHO Ha npoTshkeHuu 10 qHel ¢ mocieayroeit ObIcTpoi
OTMEHOM B TeueHue 3-x aHei. CyTouHas 103a mpemnapaTta pacnpenensercs Ha 2 npuema
¢ UHTepBajoM 12 qacos.

Bunkpuctun** — 1,5 mr/m2 (MakcuMasbpHas 03a 2 M) B/B cTp. 1 pa3 B Henemro (B 1-i u
8-ii THU PEeVHIYKIINN).

WntpatekanpsHo (MeToTpekcar™*, murtapaOuH**, npenHu3onoH**) — B BO3PACTHBIX
no3upoBkax Ha 37, 45 u 53 Hezxene (BMecTe ¢ NEPBBIM BBEICHHUEM BUHKPHCTHHA Ha
Kaxaol peunaykuuu). Jlagee uHTparekanpHas ~Tepamus HE  MPOBOIMUTCA.
WuTpaTekanpHas Tepanusi MOCKE JIy9eBOW Tepanmuu MPOBOAUTCS IBYMs IperapaTamMu

(uuTapabun™*, mpeaHU30I0H* *)
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A3.1.2. OcHOBHbBIE TOJIOKEHHSI M CXeMbl Tepanuu TMPOTOKOJAa  HeMelKOH

ucciaenoBareabckoii rpynnsl ALL 1C — BFM 2002.
Kpurepuu crparnukanuy Ha TepaneBTHYECKHE FPYIIIbL

I'pynna cmanoapmmozo pucka
. Xopommuii otBeT Ha hop-dhazy npeaan3ononoM (<1000 61acTHBIX KJIETOK/MKJI KPOBH Ha
8 JeHb Tepanun)

° Bospact >1 roga u <6 ner

. NnannunanbHOEe KOIU4ecTBO JIeHKonmuToB <20%109/11
° <25% OnacTHBIX KIIETOK B KOCTHOM MO3Te Ha 15 eHb Tepanuu
. HocTtrxxenue pemuccuu Ha 33 IeHb Teparnuu

Bce kpumepuu o6a3amenshol

I'pynna npomedxcymounozo pucka
. Xopommuii otBeT Ha Pop-hazy npearan3ononoM (<1000 61acTHBIX KJIETOK/MKI KPOBU HA

8 JieHb Tepanun)

o Bospacr <1 roga unu >6 net W/uiu MHULHAIBHOE KOIMYECTBO JeUKOUTOB >20%100/11
° <25% OmacTHBIX KJIETOK B KOCTHOM MO3re Ha 15 1eHb Tepanun
. JHoctuxenue pemuccuu Ha 33 1€Hb Tepanuu
u/unu
o Kpurepun rpynnel cranaapTHOro pucka + >25% 01acTHBIX KIETOK B KOCTHOM MO3Te Ha

15 nenpb + gocTHKEHUE PEMUCCUU HA 33 ACHBb Tepanuu

I'pynna evicokoeo pucka

o [Tnoxoii oTBeT Ha Pop-da3y npeaau3oroHoM (>1000 GracTHBIX KIETOK/MKI KPOBH Ha 8§
JICHb TEPAITHH )

o Kputepun rpymnisl npoMeKyTOUHOro pucka + >25% 01acTHBIX KIETOK B KOCTHOM MO3re
Ha 15 neHp Tepanuu

. Her pemuccun Ha 33 nenp Tepanuu

o Hamuuwue t(9;22)

o Hamuuwme t(4;11)

Jocmamouno 00nozo Kpumepus

TepanesTyecKue MIAHbL
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[TarueHTsl Tpynnm CTaHAAPTHOTO W MPOMEKYTOUHOTO pucKa monydaroT [Iporokon |,

npotokon M, [Ipotokoun |l u monaepsxuBatontyto repanuto. KpanuaabHoe 001ydeHne MPpOBOIUTCS

ToJbKO naruenTtam ¢ T-OJIJI.

[TarueHTHI TPYMITB BEICOKOTO prcka moydatot [Ipotokor |, 3aTem 6 610KOB HHTEHCUBHOMN

BBICOKOJIO3HOU xumuotepanuu, [Iporokon |l, kpanuanbHoe oOMydeHHE M MOJIEPKUBAIOIIYIO

TEPAIHNIO.

CxeMbl Tepanuu

Ilpomoxon |

[penauzonon** — 60 mr/m2/cyT per os. JJuu ¢ 1-ro mo 28-ii. [lonnas cytounas no3a
JIOCTUTAETCA MOCTENEHHO B 3aBUCUMOCTH OT MHHUIMAIbHOWU Macchl onyxoyu. C 29 nHs
Tepanuyu HAYMHAETCS CHIDKEHUE J03bI MPEHU30JI0HA JI0 TTOJIHOM OTMEHBI 32 9 THEH.
Bunkpuctun®* — 1,5 mMr/m2 (MakcuManbpHas 03a 2 Mr) B/B cTp. Ha 8, 15, 22, u 29-i1 nHwu.
Haynopyoumma** — 30 mr/m2 B/B kam. 3a 1 gac Ha 8, 15, 22 u 29-ii neap tepanuu. Y
nanueHToB ¢ BIT-OJIJI rpynmsl cTaHAapTHOTO pUCKa BBeACHUS Ha 22 U 29-i1 1eHb He
TIPOBOJISITCS.

AcnaparuHaza®™* — /B kar. 3a 1 gac B no3e 5 000 En/m2 na 12, 15, 18, 21, 24, 27,30 u
33-ii neus.

Huknodochamun**— B moze 1000 mr/m2, B/B Kar. 3a 1 yac, B 1au 36 u 64.

Mecna** — 400 mr/m2 BHyTpUBEHHO Tiepen nH(py3uen nukiaodocdamuaa, a Takxke Ha 3,
6 1 9 yac mocne BBeIEHUS Mpernapara.

[{utapabun™** — B m103e 75 Mr/m2/CcyT, BBOIUTCS BHYTPUBEHHO CTpYHHO, B 1HU 38, 39, 40,
41,45, 46,47, 48, 52, 53, 54, 55 u 59, 60, 61, 62 (ueTbipe 4-X-THEBHBIX OJIOKA).
Mepxkantonypun** — B no3e 60 mr/m2/cyt, per os, ¢ 36 no 63 nens (Bcero 28 aueii; 4
HEJICIIN )

NuTparekansHo (MeToTpekcar™*) — B BO3pacTHBIX 10o3upoBKax Ha 1, 12, 33, 45 u 59-i

nuu. Y nanueHtoB co ctatycoM [THC 2 u 3 mpoBoauTCst 1Ba JOTIOTHUTEIHHBIX BBEICHUS

Ha 18 u 27 nenn [102].

Jlo3upoBanue mpenapaToB Uisi HHTPATEKAIBHOW Tepaliuv B 3aBUCHMOCTH OT BO3pacTa

[103]:
Bospacr <1 roma >1<2 ner >2<3 ner >3 qer
MeroTpekcat*™* (mr) 6 8 10 12
Ilpomoxon M

MepxkanTomypus** — B 103e 25 Mr/m2/cyT, per 0s, ¢ 1 mo 56 neHs.
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Mertotpekcar** — B/B kamn. 3a 24 yaca B a1u 8, 22, 36 1 50 B go3e 2 000 mr/m2 (anueHTsl
¢ BIT-OJIJT) mmu B mo3e 5 000 mr/m2 (mamuentsr ¢ T-OJIJ)

1/10 ob1eit 10361, KaKk HArPY304HYIO 103y B/B Kam. 3a 30 MUHYT

9/10 oOmeit 10361 B BUIC JUTUTEIHHONW BHYTPUBEHHOW HH(Y3wH 3a 23,5 yaca.

@onuHat kaneuus** — 15 mr/m2 B/B Ha 42-oH, 48-0if u 54-p1ii uacel MH(Dy3UH
MeToTpekcata** Veenuuenue konuuecmea e6eedenuit u 003l J1€UKOBOPUHA 6
3A6UCUMOCIU OM KOHYEHMPAYUU MEeMmOmMpeKcama 6 Kpoeu

NuTparekanpHo (MeToTpekcaT**) — B BO3pacTHBIX A03UPOBKax Ha &, 22, 36 u 50-i1 nHu.

IlIpomoxon 11

Hexcamerazon™* — 10 mr/m2/cyt per os. Juu ¢ 1-ro mo 21-it. C 22 nus Tepanuu
HauYMHAETCA CHI)KEHHE JI03bI JIeKcaeTa30Ha 10 IIOJTHOW OTMEHEI 3a 9 nHell.
Bunkpuctua** — 1,5 mr/m2 (MakcumanbHas 103a 2 MT) B/B cTp. Ha 8, 15, 22, u 29-i1 nau.
Joxcopyouruu®* — 30 mr/m2 B/B Kam. 3a 1 yac Ha 8, 15, 22 u 29-i1 neHp Tepanumu.
Acnaparnna3za®™* — /B xam. 3a 1 wac B 7o3e 10 000 Ex/m2 va 8, 11, 15 u 18-i1 neHs.
Huxnopochamua™*— B noze 1000 mr/m2, B/B Kar. 3a 1 yac, Ha 36 eHb.

Mecna** — 400 Mr/M2 BHyTpUBEHHO Tiepe nHQy3uei nukinodochamuia, a Takke Ha 4 1
8 yac rociie BBEJICHMs IIpenapara.

[{utapabun™* — B m103€ 75 Mr/m2/CyT, BBOIUTCS BHYTPUBEHHO CTpYHHO, B 1HU 38, 39, 40,
41 u 45, 46, 47, 48 (nBa 4-xX-THEBHBIX OJIOKA).

Mepxkantonypun®* — B no3e 60 mr/m2/cyt, per 0s, ¢ 36 no 49 nensn (Bcero 14 nueit; 2
uenenu) [104]

WuTpatekanbHo (MeTOTpekcar®*) — B BO3pAaCTHBIX J03UPOBKax Ha 38 u 45-if quu. ¥V
nainuenToB co crarycom [IHC3 mpoBoautces aBa JOTOTHUTENBHBIX BBeNeHUsS Ha 1 1 18

JIEHb.

Tepanu}l nauuenmaoe 6blCOK020 pucKka

brok HR-1

Hexcamerazon™* — 20 mr/m2/cyT, per/os; qau 1 — 5

Bunkpuctua** — 1,5 mr/m2 (MakcuMaiibHast 103a 2 Mr) B/B CTp.; IHA 1 U 6.
Mertotpekcar** — 5 000 mr/m2 B/B 3a 24 yaca B JieHb 1.

1/10 oOmieit 10361, KaK HArpy304HYIO 103y B/B Kail. 32 30 MUHYT

9/10 oOmeit 10361 B BUAE JUIMTELHOW BHYTPUBEHHOM nH(Y3UH 3a 23,5 Jaca.
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@onuHat kaneius** — 15 mr/m2 B/B Ha 42-oH, 48-0if um 54-p1ii yacel MH(DY3UU
MeToTpekcata** Veenuuenue konuuecmea e6eedenuit u 003l J1EUKOGOPUHA 6
3A6UCUMOCIU OM KOHYEHMPAYUU MEeMOMpeKcama 6 Kpoeu

Huxnodochamua™** — 200 mr/m2 B/B kanensHo 3a 1 4wac; gau 2 — 4. 5 BBeneHU# ¢
MHTEpPBAJIOM B 12 yacoB

Mecua** — 70 mr/m2 BHyTpUBEHHO niepes] nHPy3ueil nukinodocdana, a Taxke Ha 4 U §
qac 1ocJie BBEACHUS Mpenapara

[utapabun™** — 2 000 Mr/M28/B B Bujie 3-X 4acoBO MHQY3UU HA S-1 JCHB. 2 BBEJICHUS C
MHTEpPBAJIOM B 12 yacoB

Acmaparunaza** — 25 000 En/m2 B/B kanenpHO 3a 2 yaca; 7o 6 1 11.

WuTparekanbHo (MeroTrpekcaT**, nurapaOuH**, mpenHu30ioH**) — B BO3pacTHBIX
JO3UPOBKax; B 1-i I€Hb.

Jlo3upoBaHue npenaparoB AJIs HHTpaTEeKaIbHON TEpAalluu B 3aBUCHMOCTH OT BO3pacTa:

Bo3pacr MetoTpexkcat** | Hurapadoun™* | I[lpeqnusonon™*
(mr) (mr) (mr)
Mesnee 1 roga 6 20 4
Ot 1 roga o 2 ner 8 30 6
Ot 2 ner g0 3 ner 10 30 8
Crapmie 3 jet 12 30 10
brnox HR-2

Hexcamerazon™* — 20 mr/m2/cyT, per/os; qam 1 — 5

Mertotpekcar** — 5 000 mr/m2 B/B 3a 24 yaca B JieHb 1.

1/10 oOmieit 10361, KaK HArpy304HYIO 103y B/B Katl. 32 30 MUHYT

9/10 oO1eit 10361 B BUAE JUIMTEIbHOW BHYTPUBEHHOM nH(Y3uH 3a 23,5 yaca.

®onuuar Kampiusa** — 15 mr/m2 B/B Ha 42-0ii, 48-0ii u 54-b1ii yackl WHQY3UH
MeToTpeKkcaTa*™*  Yeenuuenue konuuecmea e66edenuii u 003bl J1EUKOGOPUHA 6
3A6UCUMOCIU OM KOHUEHMPAYUU MEeMOMpPeKcama 6 Kpoeu

Acnaparunaza** — 25 000 En/m2 B/B kanenbHO 3a 2 yaca; 1 6 u 11.

HNuTtpatekansHo (MeToTpekcar™*, murapaOua™*, mpemHu3oi0H**) — B BO3PACTHBIX
J03UpOBKax; B 1-ii ienb. Y manueHToB co crarycoM LIHC3 npoBoauTCst AOMOIHUTENBHOE
BBEJICHUE HA 5 JICHb.

Bunnesun — 3 mr/m2 (MakcuMasbHas pa3oBas 103a S Mr) B/B B AHU | u 6.
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Ndochamun™* — 800 mr/m2, B/B B Teuenue 1 yaca, 1Hu 2 — 4. 5 BBEZICHUH C HHTEPBAIOM
B 12 yacos.

Mecna** — 400 mr/m2 BHyTpuBeHHO nepe uHdy3ueit ndpochamuaa, a Takxe Ha 4 u 8 yac
I0CJIC BBEJICHNUS TIpernapaTa.

Haynopyounun — 30 mr/m2, B/B Kal. 3a 24 yaca, 1eHb 5.

FBnox HR-3

Hexcamerazon™** — 20 mr/m2/cyT, per/os; nau 1 — 5

Hurapabun** — 2 000 mr/m2B/B B Buae 3-x yacoBoil mHdy3un Ha 1-it u 2-i gHu. 4
BBEJICHMS C MHTEPBAJIOM B 12 yacoB

Acnaparunaza** — 25 000 En/m2 B/B karensHO 3a 2 yaca; g 6 u 11.

Orono3ua** — 100 mr/m2, qau 3-5, B/B Kail. 3a 1 yac. 5 BBeJJeHUH C UHTEpBAIOM B 12
9acoB.

WntpatekansHo (MeToTpekcar™*, murapaOuH**, npenHu3zonoH**) — B BO3pacTHBIX

JIO3UPOBKAX; ACHB S.

KpanunaabHoe 00ayyeHue

PexoMenpamuu mo queBOﬁ TCpaIu — CM. pa3aci 3.2 JaHHBIX peKOMeHHaHHﬁ.

Ilopnep:kuBaromias Tepanus

[TopnepxuBaroiasi Tepanus HAYMHACTCS Yepe3 2 HeNeIH MOCciIe OKOHYAaHUS WHTEHCHUBHOM

Teparuu U IPOJO0HKAETCS 10 HOCTHXKEHU 00uIel nuTensHocTu JeueHus 2 rona (104 venenn).

MepxkanTonypun®*— 50 Mr/mM2 B IeHb per 0s eKeHEBHO
Mertotpekcar** — 20 mr/m2 per os 1 pa3 B HezieIio.
o3a mepxanmonypuna** u memompekcama** xoppuzupyemcsa 6 3a6ucumocmu om

neﬁxouumoe Kpoeu.
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[Mpunoxenue b. Anropurmsl BeleHUs] MALUEHTA

OCTPBIH JTHMPOBJIACTHBII JIEHKO3 (OJL1)

ITamuenTte ¢ OJIJI

v

ObcrmeoBaHne: BHISIBICHHE (PAKTOPOB PHCKA,

OIIpe/IeJICHHE IPYIIIBI PHCKA

i

Hauamo TEpallii: HHAYKIHA

)

Pemuccns
JIOCTHTHYTA?

JIA

i

Tepanms s rpynmel
BBICOKOIO PHCKA

!

Pemuccus
JIOCTHTHYTA?

[IponoIbkeHHE TepaITHH:
KOHCOTHIAITHS

!

Pemuccus

HeobxogumocTs/
BO3MOIKHOCTE
TIPOBC/ICHAS
TI'CK

< HET

HET coxpansieTcs?
Tepanus ‘
perHanEa A
N
IIponomxenne tepanuu: 11T
Pemuccus
HET —

coxpaHsaeTcs?

!

DKCIePUMEHTAIBHAS/
HNaJITHATHBHAaA
Tepanus

TICK

[IpoJoIDKeHHE COTIACHO
BHIOPAHHOMY MPOTOKOJTY

JA ——>

OKoHTaHHE TeparHu
Jucnancepnoe HabinwoeHHe
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IIpunoxenue B. Undopmanms 11 nanmeHTOB/poauTeIeH

Jleiiko3, unu neiikemusi — 3a00JeBaHUE KOCTHOI'O MO3ra, B 00MX0J/ie¢ MHOTJa Ha3bIBaeMOe
«pakoM KpoBu». [lpu 1eiiko3e HapymieHO HOPMalIbHOE KPOBETBOPEHHE: TMPOU3BOIUTCS
M30BITOYHOE KOJMYECTBO AHOMAIBHBIX HE3PeNbIX KJIETOK KpPOBU — MPEANIECTBEHHUKOB
JEUKOIUTOB. DTH OJacTHBIC KIIETKH, PA3MHOXKAsICh M HAKAITMBAsICh B KOCTHOM MO3T€, MEIIAIOT
BbIPa0OTKE U (HYHKIMOHUPOBAHUIO HOPMAIBHBIX KIIETOK KPOBHU, UTO M 00YCIIOBIMBAET OCHOBHBIE
cUMIITOMBI 3abonieBanHus. Kpome TOro, 3TH OIyxoJjeBble KJIETKM MOTYT HAaKaIUIMBaThCS B
aumdoysnax, MeYeHH, cele3eHKe, IEHTPAIbHOW HEPBHOW CHUCTEME M JAPYTUX OpraHax, TakKxke
BBI3bIBAs OSABIICHHUE CHIEIU(PUIECKUX CUMIITOMOB.

Ocrtpsrii mumdoobaacTHbii Jeriko3 (OJIJT) — caMblit pactipocTpaHEHHBIN BT JIEHKO3a Y IeTel
U TIOJIPOCTKOB, Ha €ro JoJI0 nmpuxoautcs 75-80% Bcex OmyXxoseBbIX 3a00J1eBaHUI KPOBETBOPHOM
cuctemsl y nereit (3-4 cimyqas Ha 100 Teicsu nereit B roa). Yame Bcero OJIJI Bo3HUKaeT B Bo3pacte
1o 14 net; mUK JeTCKOM 3a00s1eBaeMOCTH MPUXOJUTCS Ha Bo3pacT 2-5 yieT. Y MajbuMKOB 3Ta
00JIe3Hb BCTpEYaeTCs Yalle, YeM y JIeBOYeK. TepMHH «OCTpBI» O3HadaeT ObICTPOE pa3BUTHE
00J1€3HH, B MPOTUBOMOJIOKHOCTh XpPOHIUUECKOMY JieHKko3y. TepMuH «1MdoOaacTHBIN» 03HAYAET,
YTO HE3peJNble KIETKH, COCTABJISIOIINE OCHOBY OOJIE3HU, SBIISIOTCS JTUMQOOIACTaMu, TO €CTh
MPEIIECTBEHHUKAMU JIUM(OLIUTOB.

OJIJI xapakTepu3yeTcsi MHOKECTBOM PA3ITMYHBIX TPU3HAKOB M 'y PA3HBIX MAIIHEHTOB MOYKET
MPOSIBIIATBCSA TMO-Pa3HOMY. BOJNBIIMHCTBO HAOIIOJAaeMBIX CHUMITOMOB, OJIHAKO, OOYCIIOBJICHO
TSDKEJIBIMH  HapYIICHUSIMH KpoBeTBOpeHHs. OOBIYHO HaONIOMaloTCsl CclabocTh, OJICHOCT,
CHIDKCHHE amleTuTa, MOoTeps Beca, ydyalleHHOe cepjieOueHue (TaxukapAusi) — MPOSIBICHUS
QaHEeMUU U OIYXOJEeBOH HMHTOKCHKAIMH. HemocTarok TpOMOOIMTOB MPOSBISETCS MEIKHMHU
KPOBOM3JIUSIHUSIMHA HA KOKE€ M CIU3UCTBIX 000J0YKaX, KPOBOTEUCHHUSIMH U3 JIECEH, HOCOBBIMH U
KAIIEYHBIMH KPOBOTEUYEHHUSIMH, KPOBOIOJTEKaMH, CHUHSIKaMH. M3-3a HaKOMJIeHHS OJIaCTHBIX
KJIETOK YacCTO YBEJIMYUBAIOTCS JTUMQPOY3JIbl — B YACTHOCTH, LICHHBIC, MTOAMBIIICYHBIE, TTaXOBBIE.
Hepenko yBenuMuMBarOTCs TakKe MEYEHb M Celie3eHKA. JIeUIUT IMOJHOICHHBIX JEHKOIIUTOB
MPUBOJUT K OCHa0JIeHHI0 HMMYHHMTETa, pPAa3BUBAIOTCA YacTble HH(MEKIHH C BBICOKOH
TEMIIEPATYPOM.

PacnipocTpansisice mo opraHuzMy, JeMKeMHUYECKHe KIETKH MPHUBOAAT HE TOJBKO K
U3MEHEHHMSIM B cOcTaBe KpoBU. Tak Kak JIGHKO3HBbIE KJIETKH 3aloJIHAIOT KOCTHBIE IMOJIOCTH U
KOCTHBI MO3T, TO TOSIBIISTFOTCS] OOJIM B KOCTSIX M CYCTaBax, MHOTIa BO3HUKAIOT MAaTOJIOTHIECKUE
(To ecTh BbI3BaHHBIE 3a00JE€BaHHWEM) IMepelnoMbl KocTed. OrmyXxojieBble KIETKH MOTYT
CKaIUIMBaThCsl B TICUCHH, CElle3eHKE M JIMM(AaTHYECKUX y3i1ax; MOTyT HaOJromathcsi OOJHM B

)kuBote. B HCKOTOPLIX ClIydasaXx OJIJI BEI3BIBACT N3MCHCHUS U B APYTrux opraHax: rjia3ax, movukax,
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SMYKaX y MAJIbUYMUKOB U IMYHHUKAX Y I€BOYEK, IPUYEM Y MaJIbYUKOB IIOPAKEHUE ITOJIOBBIX OPIaHOB
Habmromaercst vamie. Hepeako BO3HHKAaeT MOpaKEHHE IIEHTPAJbHOW HEPBHOW CHCTEMBI —
HeUpoJIeHKeMus.

Tak xax Bce HaOIIO1a€MBbIE CHUMIITOMBI MOTYT OBITh CBSI3aHBI M C APYTUMH 3a00JICBaHUSIMU
u "He cnenuduunsl 111 OJUI, nepen HayaaoM JiedeHuss HeoOXoauMa 1abopaTopHas IMarHOCTHKA,
KOTOpasi B CPOYHOM MOPSAKE MPOU3BOAUTCS B YCIOBUAX MEIULIMHCKON OpraHnu3alnH.

[Tpu OJIJI BO3HUKAIOT U3MEHEHUSI B OOBIYHOM KIMHHYECKOM aHaJIN3€ KPOBU: MOTYT ObITh
MIOHWKEHBI YPOBHH SPUTPOLIMTOB U TPOMOOIIMUTOB, MOSIBIISIIOTCS OJIACTHBIE KIJIETKH, MOXKET OBbITh
YBEJIMYEHO KOJIMYeCcTBO JeHkouuToB. Ho a1 OKOHUYAaTenbHOM JMarHOCTUKUH HEOOXOIMMO
MOJTyYUTh KJIETKH KOCTHOT'O MO3Ta, JJISl 3TOM LeNu HeoOX0MMa KOCTHOMO3TOBAask MTyHKITHSI.

[Ipu MopdonoruueckoM HCCIETOBAaHUU JHUArHO3 «OCTPbIA JUM(pOOIACTHBIN JIEHKO3»
CTaBUTCS MpU OOHapykeHUH Oosee 25% OMacTHBIX KJIETOK B KOCTHOM Mo3sre. Ho o6si3atensHO
MPOU3BOJATCS OoJjiee TOHKHME MHCCIENA0BaHUA: IUTOXUMHYECKOE (OKpallluBaHHUE KIIETOK,
no3BoJisifoliee 0ojiee TOUHO YCTAaHOBUThH MX NMPHUPOAY), HUTOI€HETHUECKOE (U3YUEeHHUE CTPOSHHUS
XpOMOCOM B JIEHKEMHUYECKHX KJIETKaX), MMMYHO(DEHOTHUNHPOBAHHE (M3y4EHHE OEJIKOBBIX
MOJIEKYJI Ha MTOBEPXHOCTHU KJIETOK). /lesio B TOM, 4TO BaXKHO HE TOJbKO AuarHoctuposats OJIJI,
HO U OTIpeenuTh KOHKpeTHbIN BapuanT OJIJI. D1o BaxkHOE ycioBUe Uil IUIAHUPOBAHMSI TEPAIIUH.

Kak Tonbpko auMarHo3 selko3a MOCTaBleH, AJS IUIAHUPOBAHMS TEpamuu HEoO0XOIUMO
BBISICHUTb, HACKOJIBKO B IIPOLIECC BOBJIEUEHBI APYTME OPraHbl, KPOME KOCTHOro mosra. bosee
TOYHYIO HH(OPMALIMIO JAIOT TAKUE METO/Ibl TUarHOCTUKHU KaK yJIbTPa3ByKOBOE U PEHTI€HOBCKOE
WCCIIeIOBaHNEe, MATHUTHO-PE30HAHCHASI U KOMITbIOTEPHAst TOMOTrpadust U 1p.

B xome mmarnoctukm OJIJI Takxke HEOOXOOUMO HCCIEAOBATH COCTOSHUE IIEHTPATIbHOU
HEPBHOW CUCTEMbI. AHAIN3 CHIMHHOMO3IOBOM JKUJKOCTH (JINKBOPA) MO3BOJIAET ONPENEIUTD, HET
JIM y TIAIUEHTA TTOPAKEHUS [ICHTPATLHON HEPBHOM CUCTEMBI — Helposielikemuun. O0Opasel JIMKBOpa
JUIL aHalu3a TOJYyYaloT TIOCPEACTBOM ITYHKIMH CIIMHHOMO3IOBOTO KaHana (JromMOanbHas
MTYHKITHS ).

Ilepen neyenueM (M B mporecce) y peOeHKa NPOBEPSIOT, Kak paboTaer cepaue
(anextpokapauorpamma — IKI' u sxokapauorpamma — 9x0KI'). KomriekcHple 1abopaTtopHbIe
UCCIIEIOBAaHMsI IOMOTAIOT OOBEKTUBHO OLEHUTh COCTOSIHUE PeOCHKAa U 0OHAPYKUTh HAPYLICHUS
oOMeHa BemlecTB WIM (QYHKIUI Kakux-1M00 OpraHoB. OTH H3MEHEHUS O00s3aTelbHO
YUUTBIBAIOTCS BO BpeMs JeuyeHus. s BO3MOXKHO HEOOXOJUMBIX MEpelIMBAHUN KpOBU

YCTaHaBJIMBAIOT IPYMNIy KPOBU MTALIUEHTA.
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HentpanbHoe mecto B sieuenun OJIJI 3aHuMaeT xumuorepanus. Y HEKOTOPBIX MAllUEHTOB
JIOTIOJTHUTEIHHO 00TydaeTcs IICHTpaIbHAsI HEPBHAS CHCTEMA H/VIIM TIPOBOJIUTCS TPAHCIUTAHTAIUS
CTBOJIOBBIX KJIETOK. L{esb JiedyeHust — mo BO3MOKHOCTH MOJTHOCTBIO YHUUYTOXKHUTh JIEGHKEMUYECKHE
KIETKA BO BCEM oOpraHu3Me. VHTEHCUBHOCThP U MPOJOJIKUTEILHOCTh XHMHOTEPAIUH,
HEO0OXOUMOCTh JIyuyeBOM Tepalmuyu M TPAHCIUIAHTAIlMH, a TaKKe MPOTHO3 3aBUCAT OT THUIIA
JeiiKo3a, pa3INYHbIX ()aKTOPOB U OTBETA HA TEPAIHIO.

XuMuOTEepanusi — 3TO JICYCHUE MEIWKAaMEHTaMH (IIUTOCTATHKH), KOTOPBIC OJOKHPYIOT
JIeTICHUEe KIJIETOK MM yOMBAIOT OIyXoJieBble KIeTKH. Jlns HamOosiee 3(GEKTUBHOTO JCUCHHS
MPUMEHSIIOT pa3InyHble KOMOMHAIIMY TPEerapaToB.

CoBpemennoe nedenrie OJIJI ocHOBaHO Ha pa3/eleHUU MAIMEHTOB Ha TPYMIIBI PUCKa, OT
KOTOPOM 3aBHCST MPOTHO3 3a00JIEBAHMS U TUIAHUPYEMOE JieueHne. Tak, TOBOPAT O CTaHAAPTHOM
pHUCKe, BBICOKOM pUCKe U T.1. OTHECeHHE K TOM WM WHOU TpyIIe 3aBUCUT OT MHOTUX (PaKTOPOB.
CoOOTBETCTBEHHO, MAIIMEHTHI, OTHOCSIITUECS K TPYIIIaM 00Jiee BRICOKOTO PUCKa (TO €CTh T€, Y KOTO
W3HAYAIbHBI TPOTHO3 XY’Ke), MONy4aroT Oojiee MHTEHCHBHYIO Tepamuio, a B rpymmnax Ooiee
HU3KOTO PUCKAa MOYKHO HCIIOJIh30BaTh MEHEE WHTCHCHBHYIO TEpAIMIO M TEM CaMbIM H30erarb
W3IUITHEH TOKCUYHOCTH M TSXKENBIX OCIOKHEHUH.

Tepanus OJUJI, kak mpaBuiIo, COCTOUT U3 TPEX 3TAIIOB!

1. Unaykuus pemMuccud — 3TO HaydajdbHBIA ATal MHTEHCHUBHOM XUMHOTEpANHH, IeNlb

KOTOPOT'0 YHUYTOKUTD 32 KOPOTKOE BPEMSI MAaKCUMAIbHO BO3MOKHOE YHCIIO JICMKO3HBIX
KJIETOK U JOCTUYh peMuccuu. Jledenue miurcs nmpubausutenbHo 6-7 Hepenb. [lofg
peMuccueil ToJpazymMeBaeTcsl cojuepkaHue MeHee 5% OJacTHBIX KIETOK B KOCTHOM
MO3r€ U OTCYTCTBUE€ HUX B KPOBH B COYETAaHMHM C IPU3HAKAMHU BOCCTAHOBJICHHS
HOPMAJIBHOTO  KpOBETBOpeHHs. Ha 9STomM 2JTame NPUMEHSIOTCS — pa3iMyHBIC
IPOTUBOOITYXOJEeBbIE Mpenaparsl. MHAYKIUS MO3BOJSET JOCTUTHYTH PEMUCCHH OoJee
yeM y 95% nereii.

2. Konconupamus (3aKperuieHre) peMHCCHH HallpaBjieHAa Ha YHUUYTOXKEHHE OCTATOYHBIX
AHOMAJIPHBIX OJIACTHBIX KJIETOK BO H30ekaHue peuuauBa 3adosneBaHus. OOrmas
MPOJOKUTEIHLHOCT ATOTO ATara COCTABIISET HECKOJIBKO MECSIEB U CHIIBHO 3aBUCUT OT
KOHKPETHOT'O MTPOTOKOJIA JICUCHHSI.

Cy1miecTByeT TakKe MOHATHE PEUHAYKIIUU: 3TO IEPUOJIUUECKH TTOBTOPSIEMBIE YKE TOCTE
JOCTHKEHHS] PEMHCCHHM LHKIbl TMOJUXUMUOTEPANIUU, AaHAJOTUYHBIC HCIOIb3yEMbIM IpPHU
WHIYKIWH. PeMHIYKINS MO3BOJISET JOMOJHUTEIIEHO CHU3UTh YHCIIO JICHKEMUYECKUX KIETOK H

TEM CaAMBIM IMOBBICUTH «HAACKHOCTL» PEMHUCCUU.
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3. IognepxuBatommasi Tepanusi MPOBOAUTCS A NOJAAEP)KAHUS PEMUCCHU, TO €CTh IS
JOTIOJIHUTEIIBHOTO CHMKEHHMS pUCKA pelyauBa II0CJI€ 3TaloB MHIYKIUU U
KoHconuaauuu. Ha 5Tom 3Tame Ha3sHa4arOTCAd HEBBICOKHME 03Bl XMMHOIPENAPATOB.
Oco0OeHHOCTh 3aKJIFOYaeTCsl B TOM, YTO TEpamusi IPOBOAMUTCA UIMTENbHOE BpPEMs U
HENPEPBIBHO — 10 JOCTUKECHHMS 2 JIET OT Havaja JICYCHUS.

Ha sranax MHAYKIMHM M KOHCOJIMJALUU BBEACHUE XMMHOTEPAIEBTHUECKUX IPENapaToB
MIPOU3BOJIUTCS B OCHOBHOM BHYTPHUBEHHO M BHYTPHMBIIIEYHO, B YCIIOBUSAX CTal[MOHApa WIIU
JTHEBHOTO craioHapa. l[loanep)kuBaromast Tepamus MpeACTaBiIseT co00il 3Tam HauMeHee
MHTEHCUBHOIO JICYEHUs, IpeObIBaHUE B MEIUIIMHCKON OpraHU3allui IPU 3TOM He Tpedyercs (3a
UCKIIIOYEHHEM ITEpHoJa PpEUHAYKLNN).

Jnsa neyeHuss U OpoUIAKTHUKK — HEHposieMKeMHH Ha IEPEUMCICHHBIX —ATamax
XMMHOIIpENapaTsl JODKHBI BBOAMTHCS HMHTPATEKAIBHO, TO €CTh B CIIMHHOMO3TOBOHM KaHal
MIOCPEACTBOM JHOMOaNIbHBIX MyHKUUN. IHOTJa IekapcTBa BBOAT B AKeTy10UKH (0COObIE MOJIO0CTH)
TOJIOBHOTO MO3ra 4epe3 CHelMalbHbIi pe3epByap OmMalis, KOTOpBIM YCTaHABIMBAETCS IOJ
KOXEH TOJIOBbI. Y HEKOTOPBIX MALIMEHTOB UCHOJB3YyEeTCSd U OOJIYyUYEHHE TOJOBBI — KPaHUAIBHOE
oOy4eHwue.

B xone neuenus OJIJI MoxeT NpUMEHATbCA TPAHCIUIAHTALUMs KOCTHOI'O MoO3ra OT
POJCTBEHHOIO WM HEPOACTBEHHOIO JOHOpa. Eciay mo muaHy JedeHus IperyCcMOTpEHa
TpaHCILJIaHTALIMSL, TO €€ IPOBOMAST IOCIIE JOCTHKEHUS pemuccud. Kak npaBuio, TpaHCIUIaHTalus
[I0OKa3aHa TOJBKO IIPM BBICOKOM PHCKE, IIOCKOJBKY BEPOSTHOCTb XOPOIIEr0 OTBETA Ha
crarnaptHyto tepanuto pu OJIJI B cpegHeM BBICOKA, 0COOCHHO Y JIETEH.

K coxanenuro, HeCMOTpsI Ha BCE IIEPEUUCIICHHBIE MEPBI, HHOT1a Bo3HUKaeT peuuans OJIJI
— KOCTHOMO3IOBOH, AKCTpaMeNyJUISIPHBIM (TO €CTh BHE KOCTHOTO MoO3ra — HamlpuMmep, C
[IOpaXEHUEM ILIEHTPAJIbHOW HEPBHOM CHUCTEMbl WM SMYEK) WIM KOMOMHUpPOBaHHBIA. B 3TOoM
clly4ae IPOBOAMTCS MPOTUBOPELIMINBHAS TEPAIINSL.

Xumuorepanus OJIJI Beicokodh(PekTHBHA, HO 3a4aCTYIO TSDKEIO MEPEHOCUTCS M MOMKET
OBITH CBf3aHA C Cephe3HBIMU MOOOYHBIMH d(ddexkramu. Tak, B mporecce Je4eHUs! MOAaBIAETCS
KPOBETBOPEHHE M OBIBAIOT HEOOXOJMMBI IMEPEIMBAHUS KOMIIOHEHTOB JIOHOPCKOM KpOBU —
TPOMOOLIUTOB BO H30€KaHUE KPOBOTEUYEHUH MPH OYEHb HHU3KOM YPOBHE COOCTBEHHBIX
TPOMOOLIMTOB MAI[MEHTOB, SPUTPOLUTOB JUIsi OOpbObl ¢ aHemuei. [lepenuBaHus JOHOPCKHX
JeHKOUUTOB (IpaHyJIOLUTOB) TPHMEHSIOTCS TOJNBKO B PEIKHX CIy4dasx IIpU  TSDKEIbIX

I/IH(l)eKHI/IOHHBIX OCJIOKHCHUAX.
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B uucne moGouHbIx 3¢(}HEeKToB XUMHOTEpANUd MOKHO Takke Ha3BaTh TOIIHOTY, PBOTY,
BBITIJICHUE BOJIOC. Y KKIOTO U3 IUTOCTATHKOB €CTh CBOM MOOOUYHBIC 2 deKThl. Yalie Bcero oHu
BO3HUKAIOT BPEMEHHO, HO MHOTJ]a COITPOBOXK/IAIOT BECH KyPC JICUEHUS.

Cepbe3nass mpobiema CBsi3aHa C BO3MOXKHOCTBIO ~ QJICPIMUYECKHX —pPEaKIuil Ha
XUMHOIIpenapaThl, BIUIOTh 10 aHA(QUIAKTHUYECKOrO MIOKA — >KU3HEYTPOKAIOLIETO COCTOSIHMS,
KOTOpPOE XapaKTEepU3yeTcs OTEKOM, 3aTPYJHEHUEM [IbIXaHHS, CWIbHBIM 3yJIoM U T.A. Tak,
CPaBHMTEJIBHO YacTO BCTpEYaeTcs ajuieprus Ha acrnaparuHasy, U MOXeT ObITb HEe0OXO0IUMO
HCII0JIb30BAHUE QHAJIOTOB ATOIO IIpenapara.

[TockomnbKy H Jeiko3 caM 1o cede, U UCIoNIb3yeMasi IPU €ro JICUEHUH XUMHOTEPAIIUs PE3KO
CHIDKAIOT CONPOTUBIISIEMOCTh OpPraHMW3Ma Pa3IMYHbIM HMHQEKIUSAM, TO HalMeHTaM BO BpeMs
JeueHus: HeoOXouMbl 3 PeKTUBHBIE aHTUOAKTEpUAIbHbIE U IPOTUBOIPUOKOBBIE JIEKAPCTBA JISI
NpOo(UIAKTUKY U TePANUU MH(PEKIIMOHHBIX OCIOKHEHUH.

Nurencusnoe neuenune OJIJI HakimagpiBaeT cephe3HbIE OrpaHUYCHHUS Ha 00pa3 KU3HU
nanuenta. HeoOxoaumo coOmionaTh ONpeAENeHHYI0 JMETy W CTPOrMe T'MTHeHHYeCKHe
TpeboBanus. Bo n30exxanne MHMEKIUH OrpaHMYMBAIOTCS KOHTAKThI C BHENIHMM MHpoM. Ilpu
OUYeHb HU3KOM YPOBHE TPOMOOIIMTOB HENb35l HE TOIBKO JOMYCKAaTh TPaBMbI, HO Jake, HAaIpUMeED,
YUCTUTH 3yObl 3yOHOH IIETKOW - YTOOBI HE CIPOBOIMPOBATH KpoBOTeueHUE U3 neceH. [locre
JOCTHKEHHSI PEMUCCHHM CTPOTOCTh A3THUX OrPAaHUYEHUM IIOCTENEHHO CHWXaercs. Bpaum u
MEJICECTPBI COOOIAIOT KaXIOMy MAIMEHTY, YTO €My MOXKHO M YTO HEJb3s Ha TEKYIIEeM dTare
JICUCHHS.

bes neuenus OJIJI mpuBoauT k ruleny nanueHTa B TEYEHNE HECKOJIBKUX MECSLIEB WIIN 1aXkKe
Henenb. OJHAKO MCIOJIb30BAaHUE COBPEMEHHBIX IMPOTOKOJOB JieueHus naetr npu OJIJI ouens
XOpOIIMI Pe3yNbTaT: MOKHO BBUICUUTH 0KOJIO 80% mnanueHToB aered (HEKOTOpble UCTOYHUKU

MPUBOJAT U OoJiee BhICOKUE U(PHI - Hapumep, 10 85%).
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