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CIMcoK coKpalleHUMn

BiTE AT - 6ucnenndnueckuit akTuBaTop T-KIeTOK

BFM - Berlin-Frankfurt-Munster; Hemelikas mccienoBaTenbckasi TpyIina 1Mo M3y4eHUI0 OCTPOro
JMQOoG6IaCTHOTO JIeiiKo3a

CD - knactep nuddepeHInpoBKU

EGIL - European Group of Immunological Markers for Leukemias; EBpomeiickas rpymrma Iio
VIMMYHOJIOTMUYECKOM XapaKTEPUCTUKE JIEIKO30B

FISH - ®nyopeciieHTHas rubpuansaanus in situ

MB - MockBa-bepnuH; Poccuiickast uccienoBaTenbckasi TIpyIna [0 JIEYEHUK OCTPOro
TuMQOO6IaCTHOTO JIeiiKo3a y AeTeit

TCR - T cell receptor; T-KJIeTOUHBII PEIEITTOP

AJIT - ananMHaMMHOTpaHcdepasa

ACT - acnapraTamuMHOTpaHcdepasa

BO3 - BcemupHasi Opranmsanusi 3npaBooXpaHeHnst

BIT-OJIJT — ocTpslii iMbOOIACTHBIN JIeIKO3 13 B-KIeToK-TIpeecTBeHHUKOB
I-KC® — peKOMOMHAHTHBI I'PaHYIOLIUTAPHBII KOJIOHMECTUMY/IMPYIOINIT HaKToOp uesoBeKa
JI.M.H. — JOKTOP MeAULIMHCKMX HAYK

WUTK — MHIrMOUTOPBI TUPO3UHKIHA3

KU — knuHM4YecKkue uccaegoBaHms

KM — KOCTHBIN MO3T

KT - xoMmmbioTepHast ToMorpadust

JIAT — makTaToeruaporeHasa

MKB 10 - mesxmyHapopHast Kinaccuduranyst 6onesHeit 10-ro mepecmoTtpa
MOB — MMHUMAaTbHASI OCTATOYHASI O0Ie3Hb

MPT - MarHMTHO-pe30HaHCHas ToMorpadus

OAK - o61mit (KIMHNYECKMiT) aHaIu3 KPOBU

OJIJT - ocTpsiit MG O6IACTHBIN JTEMKO3

OT-IILIP - o6paTHO-TpaHCKPUIITa3HAasI IToJiMMepasHas nernHas peakuyst (ITLIP)
[1P — monHas pemuccus

[IXT - nonmuxumMmoTepanmsi

[TLIP-PB — ITLIP B pexxnme peaqbHOT0 BpeMeHU

COJI — cMHAPOM OCTPOTO JIM31Ca OMYXOIn

TI'CK - TpaHCIUIAaHTALMSI TEMOTIOITUYECKMX CTBOJIOBBIX KJIETOK

T-OJIJT — T-nTuHeHbIN OCTPBhIN IMMOOOTACTHBIN JIEMIKO3

V3U - ynbpTpa3ByKoBOe UCC/IelOBaHNe

OAD - ®paHko-AMepuko-bpuTaHcKas KoonepaTuBHas IpymIa



XT - xumunoTrepanust

LIHC - ueHTpasbHasi HEpBHAs cucTeMa

UMH - yepenHO-MO3TrOBbIe HEPBBI

KT - snexTpoxrapauorpadms

9x0-KI' - axokapauorpadust

** — JKM3HEHHO HeOOXOAVIMbIE U BasKHEHIIINe JIeKapCTBEeHHbIE ITPerapaThbl

# — mperapaT, TPUMEHSIIOMIMIICS He B COOTBETCTBMM C ITOKA3aHMSIMMU K TPUMEHEHUIO U
MIPOTUBOMOKA3aHUSIMY, CIIOCOGAMM TIPUMEHEHUS M J03aMM, COAEPKAIIMMUCS B MHCTPYKIUU IO
MIPYMEHEeHIIO JIeKapCTBEHHOTO IperapaTta (obd-eii6m)



TepMI/IHbI n orpene/JieHus

Octperit mumdooaacTHeIil Jeitko3 (OJIJI) — 3TO 3710KauecTBEeHHOEe 3abojeBaHMe CUCTEMbI
KPOBETBOPEHUSI, COCTOSIIIEE B TIOSIBJIEHUM OIYXOJE€BOrO KJIOHA M3 KJIETOK — KPOBETBOPHbBIX
MpeiecTBEHHMKOB JVHMI TuMbouIHO ArddepeHIMPOBKA

Ph-nmosutusHbii OJIVI (Ph+-OJUI) - OJUJI ¢ Hammumem TpaHwtokamm (9;22)(q34;qll) — u
obpasoBaHremM xumMmepHOro rena BCR-ABLI.

BCR-ABL1-niogo6usI1ii OJIVT — noarpynmna OJIJ1, He uMeroias TpaHciaokaiuu (9;22)(q34;q11), Ho ¢
npoduIeM 3KCIPeccun reHoB, cxoskuM ¢ BCR-ABLI-niosutuBHbIM OJIJI CBUIETENbCTBYIOIIEM 00
aktuBauuyu ABL1 u JAK2 TMpPO3MHKMHA3HBIX CUTHAIbHBIX ITyTei). OTMeuamTcsl peappaH>kKMPOBKIU
CRLF2, ABL1, JAK2, IKZF1, EPOR, PDGFRB u fip.

ETP-OJIJI - OJIUT u3 panHux T-kineTok-npenmectrBeHHUKOB (early T-cell precursor ALL), umeroniuii
xapakTepHblii uMMyHodeHoTUIT (CD3 BHYTPUK/IETOYHO, HU3Kas (MeHee 75%) skcripeccuss CD5,
otcytcTBue aKkcrpeccuu CDla u CD8, skcripeccust XOTsE 6bI OMHOTO M3 MUEJIOUIHBIX aHTUTEHOB
WM QHTUTEHOB KJIeTOK-TpeauiecTBeHHMKOB (CD13, CD33, CD11b, CD117, CD65, CD34, HLA-DR).

Ionnas peMuccuss — OTCYTCTBME KIMHMYECKUX HpOHBHEHMVI 3a001eBaHMs Ipy HaJIn4dmnum < 5%
OJIaCTHBIX KJIE€TOK B KOCTHOM MO3re InmpyM HOPMaJIbHOM COOTHOILIE€HUM OpPYIMX POCTKOB
KPOBETBOPEHUS M OTCYTCTBUM SKCTPpaMenY/IIAPHBIX HpOHBJ’IeHI/Iﬁ.

MOJIEKYJIﬂpHa}I peMuccus — 3TO IMOJTHAS KIMHUKO-TeMaTOJIOTMueCKass peMmuccus rmpm OTCyTCTBUN
B KOCTHOM MO3T€ MCXOAHO OIpeneaBIINXCAa MOJTEKY/IAPHBIX MapPKEPOB OCTPOTO Jieliko3a.

PeuuauB - 3TO TosiBjieHMe MOPGOJOrMUYEeCcKy BBISIBJSIEMbIX OJIACTHBIX KJIETOK C JIEHKO3-
aCCONMMPOBAHHBIM MMMYHO(GEHOTUIIOM TI0C/IE TIEPMO/IA, B TEUEHVE KOTOPOT0 MAEHTUGUIMPOBATH
OITyXOJieBble  KJIEeTKM ILUTOJIOTUUYECKMMM MeToJaMM He MPeACTaB/siIoOCh  BO3MOXXHBIM.
KocmHomo3z060ii peyudue - oOHapykeHMe B KOCTHOM Mo3re 25% wu 0Oojee OIyXOJEBBIX
nuMpo6IacToB, 6e3 omHOBpeMeHHOro mopaskeHust ITHC u/wim Opyroro 3SKCTpaMemy/spHOTrO
TopaskeHusT Tociae KoHcTtatauuu pemuccun. I[THC-peyudue (Hetlipopeyudug) - TIOSIBJIEHME
AUMQOO6IACTOB B JIMKBOPE MPU LIMTOJIOTMUECKOM MCCIAEIOBAHUY, a TAaKXKe HEBPOJIOTUYEeCcKast
CUMIITOMATVKa, He CBsI3aHHAsl C JPyruMu 3a0607eBaHUSIMM U TOBpeXIeHusMu. Ilpu
BHyTpuUueperiHom ob6pasoBanuy Ha KT/MPT u mpu OTCYTCTBMM OIIaCTHBIX KJIE€TOK B JIMKBODE,
KPOBM ¥ KOCTHOM MO3Te€, JJIsl [UarHOCTMPOBaHMs 130aMpoBaHHOro peuyaysa [JTHC Heo6xommMmo
MMOIYYUTh TUCTOJIOTMYECKOEe TIOATBEPKIOEHME WM ITPOBECTM OZHOMOTOHHYI0 3MucCcHOHHYI0 KT
TOJIOBHOTO MO3ra. B KOCTHOM MO3T€ YMC/IO OITyXOJIeBbIX GJIACTHBIX KJIETOK JOJ/KHO COCTaBJISITh
MeHee 5%. TecmuKynsapHulii peyudus — M30IMPOBAHHBIN PENVANB SIMUKA OUATHOCTUPYETCS IIPU
TIOSIBJIEHUM OHO- VJIV IBYCTOPOHHETO 6€300/1e3HEHHOTO SIMYKa 1 3HAUMUTETbHOTO YBEJIMUEHUS €T0
TJIOTHOCTY TIPU T/IbMAIMK TIPY HAJMYUU B KOCTHOM MO3Te <5% OITyX0oieBbIX JUMQPOOIACcTOB U
orcyTcTBUM nopaskeHust ITHC u TpebyeT IMCTOIOTMYECKOTO MOATBepKaeHMs . KomMOuHuposaHHtsle
peyuoduesl: couyeTaHue [IBYX U Oosee TOpPaXeHMII PpasauUHOi  Jjgokanmmsauyu. [lpu
KOMOMHMPOBAHHbBIX PEIUAMNBAX KOCTHBI/ MO3T CUMTAETCS MOPAKEHHBIM MPU Hamuuuu 5% u 6omee
omyxojieBbiX TuMdo6iacToB. ITo30Hull peyudue — penyauB, BOSHUKIINIT yepes IoAroga u o6ojee
rocjie  OKOHYAHMSI  ToAfAepkuBawlneil  rtepanuu. PauHuii  peyudue —  peUUIUB,
3aperucTpUpoBaHHbIN paHee, UeM uepe3 IOJNrofa OT MOMEHTA OKOHYAHMUS IMOAAepKUBAIOLIei
Tepanuu, HO To3Hee 18 mMecsIeB oT Havana Tepanuu. OueHs paHHuil (céepxpaHHuii) peyuoue —
peluanB, pa3BUBIINIICS B CPOK 0 18 MecsiieB OT Havyasa Tepanun.

MoJeKyJIIpHbIii peuuauB — 35TO IIOSBIEHME WMCXOMHO OIPEeNeISBIINXCS MOJEKYISIPHbIX
MapKepoB OCTPhIX JIEAKO30B B JBYX TIOBTOPHBIX aHauM3ax (MIPOBEJEHHBIX C KOPOTKUM
MHTEPBAJIOM BpeMeHM) Ha (hOHe COXPaHSIONIeCs KIMHIMKO-TeMaTOIOIMUeCKOii PeMUCCHUA.

MunumanbHasi ocratouHast 6one3Hb (MOB; minimal residual disease — MRD) - nHamuuue
OCTATOUHBIX JeliKeMUYecKuX KIeTOK y TallMeHTa B PeMUCCUM, He BBISIB/ISIEMbIX DYTMHHBIMU
MOpPGOIOTUYECKMMY METOAAMM, HO OIpPEeAeNsSeMbIX IPU TIOMOIIY BbBICOKOUYBCTBUTETHHBIX
nabopaTopHbix TexHosmoruii (I[P B peajbHOM BpEMEHM W/WIM MHOTOLIBETHONM IPOTOYHOI
LUTOMeTpueit).

BeccoObITHiiHAsE BBDKMBaeMoOCTh (event-free survival — EFS) — paccunTbiBaeTcst OT JaThl Havaia
JIeUeHus] 10 JI0OOTO «OTPULIATETbHOTO» COOBITUMS WM HAThI MOCIAENHel SBKM mMauyeHTa. Ilop



«OTPULIATETbHBIM» COOBITYIEM TOHMMAIOT PEIUANB, CMEPTh TI0 JII000I TpUYMHe, pa3BUTIE BTOPOIi
omyxonu wunu  pedpakTepHOCTh (OTCYTCTBME TIONIHOM DPEMUCCUM B CPOKM, OIpe/eseHHbIe
IIPOTOKOJIOM Teparnmu).

Oo6mas BeKMBaeMocTh (overall survival — OS) — paccuMTbIBaeTCST OT AAThI HauasIa JedeHus A0
CMepPTH TallMeHTa 10 J060ii puuKHe. [1alMeHToB, Cyab6a KOTOPbIX HEM3BECTHA, IIEH3YPUPYIOT B
TOT MOMEHT, KOT/Ia 6BIIO M3BECTHO, YTO OHU JKUBBI.

NHpaykumus - 35TO Mepuop HAvYaJbHOTO JiedeHWs, 1elbl0 KOTOPOTO SIBJISIeTCS MaKCUMasbHO
OBICTPOE U CYIIEeCTBEHHOE COKpalleHMe OITyXOJIeBOM MAacChl M AOCTVDKEHME TIONHOW PeMMCCUN,
Ha3bIBAETCS IEPUOJOM MHAYKIINM.

KoHcomuparusas — BTOPOi 9Tarl Tepamui, HaIlpaBJIeHHbII Ha 3aKpervieHue TOCTUTHYTOTO
MIPOTMBOOITYX0JIeBOro 3¢ dekra. 3agaueit TOro mepmoa sIBIsieTcst o BO3MOXKHOCTH elre 6osbliiee
YMEHbBIIIEHME UMCIIA OCTAIOIIMXCS TIOC/Ie MHAYKLIMM JIETKeMUUECKUX KIETOK.

HOI[,I[ep)KI/IBalOHIaSI Tepanusa — 3TO JJINTEJIbHAasd HMUTOCTaTU4YeCKas Tepalins B HeOOIbIINX A03ax,
HaIlpaB/IEeHHAsI Ha YHUUTOXEHNME BO3MOXXHOTI'O OCTAaTOYHOT'O OITYyXOJIEBOT'O KJ/IOHA.



1. KpaTtkas uHpopmanus

1.1 OnpeneneHue 3a00/IeBaHUS WJIM COCTOSTHUSA (TPYIIIBLI 3a00/1€ BaHUI
VIV COCTOSTHUIA)

Octpeiit smmdobmactablii  neiiko3 (OJIJI) — 39TO 3/I0KAYeCTBEHHOe 3abo0yieBaHMe CHUCTEMbI
KPOBETBOPEHUSI, XapaKTepU3YIoNeecss HEKOHTPOIMPYeMOi Tiponudepaliieil omyxoieBoro KiIoHa
M3 KIETOK — KPOBETBOPHBIX MPEIIeCTBEHHUKOB JMHME JumMbonaHoii auddepeHInpoBky,
COCTABJISIIOIIET0 He MeHee 25% OT APYruX siePHBIX KJIETOUHBIX 3JIEMEHTOB KOCTHOTO MO3Ta, C
BO3MOXKHBIM BOBJIEUEHVEM B ITPOLIECC PA3TUYHBIX OPTAaHOB U CUCTEM (TMMQOUIHAS TKAHb JTI000i1
JIOKAJIN3aIvu), ¥ B CBOEM €CTECTBEHHOM TeUeHUY Heu306eXXHO MPUBOsIee K (aTabHOMY UCXOTY
[1-6].

1.2 3Tnonorus 1 nmaToreHes 3a00/IeBAaHUS VWIM COCTOSTHUS (TPYIIIIBI
3a060J/IeBaHUIT UJIN COCTOSIHUIA)

Tounble nipuunHbl pa3BuTus OJIJI HeusBecTHBI. PaccMaTpuBaeTcss BO3MOXKHAsI pPOIb Pas3jIMUHbBIX
npeApacrosaraioimux  (GakTopoB (T€HeTUYECKUX, BUPYCHbIX, paguauus, XUMUUYECKOe U
(usngeckoe BO3OeiCTBME U JIP.), OGHAKO UX TOUHOE BiausiHMe Ha pas3BuTue OJIJI Ha ceromHsIITHMiA
JleHb He YCTaHOBJIEHO.

[To coBpeMeHHBIM IIpefCcTaBleHMSIM B OCHOBe mnaroreHesa OJIJI jiexur myTauusi CTBOJIOBO
KPOBETBOPHOW KJIETKM, KOTOpasi MPUBOAUT K MOTEPE CIOCOOGHOCTM K HOPMAaJIbHOWM KJIE€TOUHOI
nuddepeHIMPOBKe 1 HApYIIEHUSIM B IIpolieccax mposudepaniy M anonrosa. MyTaHTHbBIN KJIOH
JOCTATOYHO OBICTPO BBITECHSIET HOpMasbHbIe T'eMOIOITUYECKVe KJIeTKM, 3aMellass coboii Bech
reMOII033. BoITeCHeHe HOPMaJIbHbIX FeMOIIO3TMYeCKMX KJIEeTOK M 3aMellleHye UX OIyXOJeBbIMU
KJIeTKaMM, HeCIOCOGHBIMM K CO3DEBaHMI0, 3aKOHOMEPHO TMPUBOOUT K YMEHBIIEHUIO B
niepreprueckoit KpOBY 3peibIX KIETOK C Pa3BUTHEM aHeMUH, IPaHyI0IUTOeHNH, TMMMOTIeHNN
¥ TPOMOOITUTOIIEHMM, UYTO IPOSIBJISIETCSI COOTBETCTBYIOIIEN KIMHUYECKO KapTUHO. OIyX0oieBbie
KJIeTKM MOTYT TIOKUIATh KOCTHBII MO3T ¥ MH(DWIBTPMPOBATH pa3/JMUHble OPTAaHbl M TKaHU
(cene3eHKy, rmevyeHb, TMMQOY3IIbl, TUMYC, IIeHTpaIbHYI0 HepBHYIO cuctemy (ITHC), koxxy u ap.) [1-
6].

1.3 Sumaemmuosiorusi 3a601eBaHMs TN COCTOSTHMSI (TPYIITbI 3a00/IeBaHMI
VIV COCTOSTHUIN)

OJIJT coctaBiisieT OKOJIO 25 % OT BCeX 3/10KaYeCTBEHHBIX OMyXOJell y MaMeHToB B Bo3pacTe Ao 18
JIeT ¥ SBJSIETCS CaMbIM YacThIM OHKOJIOIMYECKMM 3ab0/ieBaHMEM [OETCKOrO BO3pacTa.
3aboneBaeMoCTb cocTasiseT okoino 4 Ha 100 000 merckoro HaceneHus. [Tk 3aboneBaemoctu OJIJI
y IeTeli MPUXOAUTCS Ha AOUIKOIbHBIN Bo3pacT (2 — 5 et mpu Mmeauane 4,7 ropa). Heckonbko varie
60JIeI0T MaIbYMKM — COOTHOIIeHue 1,6:1 a1t B-nuueitHoro u 4:1 nist T-muHeiinoro OJII [2,3,5].

1.4 OcoGeHHOCTY KOOMPOBaHUS 3a00/IeBaHMS WIM COCTOSTHUS (TPYTIIIbI
3a00JIeBaHUI WM COCTOSTHUI) 110 MeKayHapOgHOM CTAaTUCTUYECKOM
KiIaccuduranuy 60JIe3Hel U mpooJieM, CBI3aHHBIX CO 3J0POBbeM

C91.0 - octpsrit muMdOOGIACTHBI JIEHKO3.

1.5 Knaccuduxanmusa 3a6omeBaHMUS MIN COCTOSIHUS (TPYIIITbI 3a00/1eBaHMii
WIN COCTOSTHUIN)

Knaccudukanmss octporo amm¢po6IacTHOTO JIeiiko3a y [meTeil cormacHo BO3  sBistercst
obuenpuHsTONM [2,7-10]:



1. OJUUT u3 B-kneTtok nipeauiectBeHHMKOB (BIT-OJLT)
¢ Be3 crremduuecknux xapakrepuctuk (NOS — not otherwise specified)
LiuToreHeTMuUeCKye TOATPYIIIIbI:

e t(9;22)(q34;q11.2); BCR-ABLI, Ph+-ALL

e t(v;11923); nepectporika KMT2A (paHnee MLL)

e t(12;21)(p13;q22.1), ETV6-RUNX]I (panee TEL-AML)

e ¢ runepaurionuayen

* C runoguIIonauen

e t(5;14)(q31.1;q32.1); IGH/IL3

e t(1;19)(q23;p13.3), TCF3-PBX1

* «yC/IOBHBIE/TIpeiBApUTE/IbHbBIE» TIOATPYIIIHI (provisional entity)
e BCR-ABLI-110006HbI

e iAMP21

2. OJUT u3 T-knetox npexniiectBeHHUKOB (T-OJIJT)

* «yCJIOBHAsI/TIpeIBapUTeIbHas» MOATrPYIIa (provisional entity)
e OJIJI u3 pannux T-knetok-npexpiecrBeHHUKOB (ETP-ALL)

TpaguiionHo BaigensitoT OJIJT u3 B-kneTok-tnipeniiectBeHHUKOB (BIT-OJUT) u T-nuuelinbiii OJIJT
(T-OJI).

Cpeny uuTOreHeTMUYECKMX MOATPYIIL, BbienseMbix 1ipu BII-OJIJI, B nmocneguem nepecmotpe (2016
r.) knaccudmkanyy BO3 6bputn mo6aBiieHbl ABe HOBbIe MOArpyIinbl: BCR-ABLI-110mo6HbI (OH ke
Ph-nopo6ubiii OJIJT) u BII-OJIJT ¢ iAMP21 (BHyTpuUXpoMOCOMHas amruiidukanyus dactu 21
XPOMOCOMBI).

Cpenu T-OJIJI oTaeibHbIE TEHETUUECKME TTIOATPYIIITbI He BIEISIOTCS, OIHAKO, ONMCAaHbI Hauboee
YacTo BCTpevarolecs MyTaluu, Takue Kak rnepectpoiiku renos TALI, TLX1, TLX3, LMO1, LMO2 u
Ip., a Taxke mytauun B reHax NOTCH1, FBXW7, PTEN, KOTOpble MOTYT OKa3bIBaTb BIMSHME Ha
MpOrHos 3abonesanys. ComacHo rocienHein sepeun kinaccudukamymm BO3 cpeny T-OJIJT oTmenbHO
Boigensiercst OJIJI u3 paHHux T-KeTok-TpeamecTBeHHMKOB (early T-cell precursor ALL, ETP-OJIJI),
MMEIONMII XapaKTePHbBI UMMYHOMEHOTHII.

1.6 KnuHnueckast KapTMHa 3a00/1eBaHMS VI COCTOSTHUSI (TPYIIIIbI
3a00/1eBaHU1 MJIM COCTOSTHUIA)

JUTeTbHOCTh aHaMHe3a 3a601eBaHusI OT MOMEHTA TIOSIBJIEHUS TTEPBBIX KIMHUYECKUX TTPU3HAKOB
o mopdonornueckoit Bepudurauuy quarHo3a COCTaBisIeT OT HeCKOIbKUX HefIelb 10 HeCKOMbKIX
MmecsiteB. KimmHnueckast KapTuHa OIpeJiessieTcsl CTeleHbI0 HapyieHusT GyHKIUi KOCTHOTO MO3Ta
(aHemusI, TeMOpparnyeckmii CUHAPOM ¥ pa3BUTHe MHOPEKIUI Pas3IudHOli CTeNeHU TSDKeCTU) U
HaJauM4yMeM OITyXOJIeBOM Macchl (OpraHOMeraiusi, OONbIIOe KOJTMYECTBO OITyXOJEeBBIX KIETOK B
nepudepnueckoit KpoBu, auMdoameHonaTus u nopakeHme cpepocreHus, ITHC, Koxku, siuuex,
neiikeMuyeckass MHOUIbTPALMSI CETUATKM). B HEKOTOPBIX CaydasX HAOIIOIAaeTcs pasBUTHUE
60JIeBOTO CMHAPOMA, CBSI3aHHOTO C ITOPasKeHMEM KOCTeA.



2. InarHoCTMUKa

Mnozue pexomeHdogaHHble memodsl JuazHoCmuku 3ab0/1e6aHus U C8A3AHHbIX C HUM COCMOSIHULL
umerom oepavuieHHyr 0oKaszamenvHyr 06asy (8 coomeemcmeuu co WKAAAMU OYEeHKU YPOBHS
docmosepHocmu  0oKazamensCme U YposHS yb6edumenvbHOCMu pekoMeHOauuil) no npuduHe
omcymcmaus NoceAWeHHbIX UM KAuHuueckux uccaedoganuti (KH). Hee3upas Ha 3mo, OHU S8710Mcs
Heobx00uMbIMU 37ieMeHmamu  006cn1edo8aHust nhayueHma Ons YyCmawosjeHus OuazHo3a u 8ul6opa
makmuku aeveHus, maxk Kax 0oJiee 3pekmusHvie U d0KA3AHHbIE MemOoOdbl 8 HACMOsAUee 8peMsl He
paspabomaroi.

Kpurepum ycTaHOB/IeHMSI [OMaArHo3a/cocTossHus: duazHo3 OJUI ycmauasausarom npu
06HapyxeHuu 25% u 6osee GAACMHBIX KJIEMOK 8 KocmHom Mo3ze (KM), no mopgonozuueckum u
YUMoXUMuUUHecKUM Npu3HaKam coomeemcmeywwux aumpobnacmam. Ha ocHosaHuu onpedeneHus
UMMYHO(eHomuna OnacmHulx KJIemoK C NOMOWb NPOMOYHOU Yumomempuu YCmaHasaugarm
JIUHeliHyt0 npuHaonexcHocms aumgpoodnacmos (T-OJUL, BIT-OJUI). OnpedesieHue yumozeHemuueckux
nodzpynn npogodsim Ha 0CHO8AHUU Pe3ynbmamos MoueKyJsipHo-2eHemuueckozo uccnedosanus [2,5-17].

2.1 )Kas1o6sI 1 aHaMHe3

e Bcem namueHTam Mojioxke 18 jser ¢ momo3peHuem Ha OJIJI, a TakkKe BceM TaleHTaM C
BepuduipoBanubiM OJIJI Ipu KaskAoM IpueMe (OCMOTpe, KOHCY/IbTally) Bpavya-reMaTonora/
Bpaua-0HKOJIOTa PEKOMEeHAyeTcsl c60p aHaMHe3a ¥ 5Kaio0 [Jist OLeHKYM COCTOSTHMS Mal[MeHTa, a
TaKKe MJi1 BbISBIeHMUs (PaKTOPOB, KOTOpble MOTYT OKa3aTh BJIMSHME Ha BBIGOp JieueOHOI
TaKTUKM [1-4].

VpoBeHsb yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB —

5).

Kommenmapuu: knunuueckue cumnmomst OJUT y demeii 00ycno8neHsl cmeneHvio UH@uIsmpauuu
KOCMHO020 M032a AumM@podaacmamu u IKcmpamedyaiapHsim pacnpocmpareHuem npovecca. ITayueHmot
¢ OJUI mozym npedsssnsame #anobsl HA cnabocms, AUXOPAOKY, HedoMozaHue, 60U 8 KOCMSAX U/uiu
cycmasax, Kpo8omouueoCnb Co CAUUCMBbIX 0007104€eK (HOCO8ble, DeCHesble, HeYOOUHO-KulleuHble U Op.
KposomeueHLusl), 2emMoppazuueckuli cuHopom Ha Koxce, 6nedHocms. PacnpocmpaneHue 0J1ACMHbIX
KJemoK 6 Jumpamuueckue y3ibl U NAPEHXUMAMO3Hble Op2dHbl Npugodum K aumgpadeHonamuu,
yeenuueHur neueHu U cene3eHKuU, NPOSGAAIOWUXC OONAMU 8 HUBome, pacuiupeHuro cpedocmeHus ¢
B03MOXMCHbIM pa3eumuem CUHOPOMA COAeJieHUs, y8eaudeHur su4ek y Manbuuxos. IIposieneHusmu
HeliponelikemMuu mozym 0OblMb CUMNMOMbl NOPAXCEHUS UEPENHO-M03208blX HEPB08, 001eM03208ble,
MeHUHzeanbHole cumnmomol [1-4].

Cb6op anamuesa npu OJUT nodpasymesaem muwamenbHolli paccnpoc o mekyweti unu nposooumoti pavee
JIEKApCmeeHHol mepanuu, CONymcmeyrnuux cUCmemHblX 3a001e8aHUSIX U XPOHUUECKOl namosozul,
HAAUYUU OHKOJI02U4ecKUXx 3adonesaxuli y poocmeernHukos. Ob6s3amesieH c60p dnudemMuono2uteckozo
aHaMmHe3a cembl: YCN08US NPOXCUBAHUS, CAHUMAPHO-2U2UEHUUECKULl YPOBEeHb OKPYMHEeHUs, Haauuue
XPOHUUECKUX UHQPEKUUOHHbIX 3abonesanuti y OU3KUX poOCmBeHHUK08. OueHb 8aXCHO YMOUHUMD,
omkyda nocmynujn nayueHm: u3 ooma uiu u3 opyeux mMeduyuHcKux opezavusayuii. Ecnu nayueHm e
nociedHee 8pems Jieuusicsl 8 Opyeux MeOUYUHCKUX Op2aHu3ayusx, 06513ameibHO HY#CHO 8bISICHUMb 6Ce
demanu mepanuu, 8 0COOEHHOCMU NPOMUBOUHPEKYUOHHOI mepanuu, d makxe Haauuue uwiu
omcymcmaue pasiuuHblx JieueOHO-0udzHOCMu4eckux MAaHunyasyuli, makux Kak Kamemepusayusi,
HApPKO3, UHMYbayus, UCKYCCMEeHHAs: BeHMUJISIYUSL JIEZKUX.

2.2 ®usukajbHOe 00CIemoBaHue

e Bcem namueHTam Mosioxke 18 ser ¢ momo3peHuem Ha OJIJI, a Takke BceM TalyeHTaM C
BepuduipoBanubiM OJIJI TpM TMEPBUYHOM WIX TIOBTOPHOM IpUEeME, PEKOMEHIYeTCs
BBITIOJTHEHNME BU3YaJbHOIO OCMOTpa TepareBTUUYeCKOro, Majablaluy TepaneBTUUEeCcKOn u
ayCKy/IbTal[M} TepaIreBTUYECKO AJisI yTOUHEHMs PacIpOCTPAHEHHOCTY 3a60/IeBaHMS U OLIEHKMU
COCTOSTHUMSI TTALIMeHTa, B TOM UMC/Ie OTAe/IbHBIX OpraHoB 1 cucreM [1-4].



VpoBeHs yoenuTenbHOCTU pekoMeHZanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —

5).

Kommenmapuu: o6ujuii ocmomp noopasymesaem oyeHky o0ujez0 uauueckozo cocmosiHusl, pocma u
Maccel mena, a makxe 0emanbHyl OYeHKY COCIMOSIHUSL 8CeX 0P2aH08 U CUCTeM U He8poJI02UUecK020
cmamyca. Ocob6oe 8HUMAHUe credyem 00pamums Ha OOKYMEHMUPOBAHUE NPOS8JIEeHUL OCHOB8HO20
3a6o0ne8aHust (ONUCAHue 6Cex epynn yBeIUUEHHBIX JIUMPOY3/108 C pasmepamu, pasmepsl neueHu u
cejle3eHKU — 8 CAHMUMempax Huxce Kpas pebepHoli dyeu no cpedHeKNUUUHOL AUHUU, pa3Mepbl TUUeK
Yy Manwvuukos, Haauyue/omcymcmeue Jnelikemudog8 Ha Koxe) U Bblsi67€HUE B03MONHLIX 0UA208
uHpexyuu.

2.3 JlabopaTOpHbIe JMArHOCTUYECKIME MCCIeTOBaHMSI

2.3.1. JlaGopaTopHbIe UccieaoBaHus i BepuduKranum auariosa, oieHKu

Bepugukayus oduazHoza npoeodumcs ¢ NOMOWBI0  YUIMOJ02UUECKO20 U  YUMOXUMUUECKO20
uccne008aHuss Maskoé KOCMHO20 MO032a U nepugepuueckoli Kpoeu, MHO20UBEMHOLU NPOmMOUHOLL
uumomempuu Kaemoxk KoCmHo20 Mo32d, Yurmo2eHemuuecko2o u MoJeKyasapHO-2eHemu4ecko20 aHaau3da
onyxonesolx aumpoodnacmos [1-5,7]. Juaznocmuueckuii nepuod He 0osiceH 3aHUMams 6osiee 2 Cymox
(30 UCKTIIOUEHUEM LUIMO2EHEMUUECKO20 U MOIEKYAAPHO-OUO0I02UHeCK020 UCCTIE008AHUSL).

e Bcem mnanueHtam Miapiie 18 jset ¢ mopo3peHuem Ha OJIJI, a Takke BceM IalleHTaM C
pepuduiposanubiM  OJIJI Tpu mepBUMYHOM IIpuMeMe ¥ BO BpeMs mposemeHus XT
peKOMeHAyeTCsA BbIMOJIHEHNEe O00Iero (KIMHMYECKOro) aHalu3a KpPOBM pPa3BEPHYTOTO C
06s13aTebHBIM b (epeHIMPOBAaHHBIM ITOACYETOM JIEHKOLMTOB (JielikouuTapHas (opmysia)
I71s1 BepuduKauuy quarHosa, KOHTPOJISE Tepanmu U BbIpaOOTKYM TaKTUKY BefeHus rmanyeHTa [1-
4].

YpoBeHb YGGJIMTGJII)HOCTM peKomeHnaum‘i -C (ypOBeHb JOCTOBEPHOCTM J0Ka3aTe/IbCTB —

5).

KommenTapum: OJaHHble 00We€20 aHAAU3Ad KpPoB8U NO360JI0M  Cyoums 0  BbIPAMEHHOCMU
mpomMooyumoneHuu U aHemuu U HeobXo0UMOCMU NpoeedeHUs 3amecmumensHoli mepanuu
KoMnoHeHmamu Kposu. OOujee Koauuecmeo JelKoyumos u Haauuue OACMHBIX KAemoK 8
nepugepuueckoli kposu 00 Hauana mepanuu Heo6Xo0umo Ons nocaedywujezo cmaduposaHusl,
onpedenieHus 2pynnel pUCKd U Ha3HaueHus a0ekeamHoli mepanuu.

e Bcem mnanmeHtam miapume 18 mer ¢ mopmospeHueM Ha OJIJI pekomeHAyeTcCsl IOy4YeHMe
uuTonornyeckoro rmnpemnapara KM nmyreM NOyHKUMM € IOUIEOYIOLIMM LUTOJIOTMYECKUM
ucciaenoBanveM Maska KM (Muesnorpamma) st Bepudukanyy ayuaruosa [1-4,7].

YpoBeHb yOeAUTETbHOCTH peKoMeHZauuii - C (YypoBeHb JOCTOBEPHOCTM AOKa3aTeIbCTB —
5).

KommeHnTapumn: duazro3 OJ/IVT cmasumcst Ha 0CHO8AHUU 0OHAPYXCEHUS. 8 NYHKMAme KOCMH020 M032d
6onee 25% neiikemuueckux Knemoxk, dist KOMopwix MOpdoioeudecKu U yumoxumuuecku dokasam oouH
U3 8apuaHmos aumpoudHoii ougpgepeHyuposKu.

KM acnupupyemcs u3 3-4 anamomuueckux mouex. JIns nyHKyuti ucnons3yromcs nepedHue u 3aoHue
2pebHU Kpblibes N008300UHbBIX KOcmell.

Mopdgonoeuueckas rnaccuguxayus OJII coenacHo epynne ®@AB (DpaHko-Amepuko-Bpumarckas
KOoOnepamugHast 2pynna) Ha OCHOBAHUU pA3Mepo8, CMpoeHus A0pa, HAIUYUs KJIOUeHUll U Opyeux
npusHaxos nodpasodesnsem aumepoodnacmet Ha epynnet L1, L2 u L3. B Hacmosiuiee epems ocmpbiii Jietiko3
co 3penvim B-eHomunom u L3-mopgoniozueli 61acmusix  KAemoK OmHocumcsi K - epynne
HEeX00MKUHCKUX JumMpom U ez20 OuazHocmuka U JeueHue OO0MHHbsl NposoouUmscs C021ACHO
coomeemcmayuuM KauHu4eckum pekomernoayusamu [1-6].

e Bcem maunmenTtaMm muiaauie 18 jet ¢ mogo3peHnem Ha OJIJI peKoMeHAyeTcsl [UTOXMMUYECKoe
uccaenoBanye npemnapara KM mjst Bepudwukaiyy ayartosa [1-4,7].

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



KommenTapum: L{umoxumuueckoe uUccied08aHue ONYXOneebvlX KIEeMOK s671emcsl B8AaXCHbIM O
dugeperyuanvHoli duazHocmuku ¢ opyeumu sapuanmamu setikemuu. ITpu OJIJI 8 61acmHbIxX KnemKax
omcymcmeyem aKkmueHOCMb MUENONEePOKCUdassl U Hecheyuguueckoli 3cmepassl KAk KI0Uesblx
Mapképos  HenumM@pouoHvlx  Kiemok-npeowlecmeeHHUKos. Iloamomy nposedeHue 3dmux  08yX
YUMOXUMUYECKUX peakyuli — peakyuu HA MUenonepokcudasy u peakyuu Ha Hecneyupuueckyo
acmepasy seasiemcs 06513amenvHuiM [2—4].

e Bcem mnauyeHtam Miapguie 18 jser ¢ mopo3peHuem Ha OJIJI pekomeHzayeTcsl mpoBefeHUe
MMMYHO(DEHOTUIIMPOBAHMSI ~ I'eMOIIOTUUYECKUX  KJIeTOK-TpemumecTBeHHu, B KM  mja
Bepu@UKAIU IMarHO3a, OTpeNeIeHNsT IMHETHO MPUHAIJIEXKHOCTY 6JIACTHBIX KJIETOK, TPYIIIIbI
MIPOTHOCTUYECKOTO PUCKA U TakKTUKM Tepanuu [1,2,14,3-6,10-13].

VpoBeHsb yoeauTersHOCTU pekoMeHganuii — C (YpoOBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 5)

KommeHnTapum: Mynsmunapamempuueckas NpomouHas uyumomempus, npoeooumas ¢ Uyesbko
MOUH020 onpedeneHus UMMYHOQeHOmunNa JietikeMuueckozo KJioHd, 3aHumaem yeHmpanbHoe Mecimo 6
duazrocmuxe OJIJI, no3gonsem nposecmu JuppepeHyuansHyto OUuazHOCMUKy ¢ O0CMpbiMU
MUEeNOUOHBIMU J1eliKo3amU U ¢ OCMPbIMU JIetiK03amMu O CMeWaHHsiM (eHomunom [9], 16155Cb oueHs
BAMCHBLIM U 0053amesibHblM  Memodom 011 JuazHOCMuKu  pasnuuHslx eapuarmos OJUI, 0ns
cmpamuuxayuu Ha epynnel pucka u ons nocnedywoujezo onpedeneruss MOE [1-6]. B nHacmosuwee
epems 0 ummyHosozuueckoti knaccuguxkauuu OJUT ucnonsdytomces cucmema Esponetickoli zpynnat no
UMMYHOI02UHecKoll xapakmepucmuke Jetikozoe (European Group of Immunological Markers for
Leukemias, EGIL) [11] ¢ yuemom no3oHee 8HeceHHbIX U3MeHeHUll, a makyice kaaccuguxayus BO3 [10].
PasnuuHsie ummyHopeHomunuueckue eapuanmsl 6one3Hu npedcmasjieHst 6 maonuye 1.

Cpedu kak B-, mak u T-nuneiinoix OJLT 8vi0ensiom HeCKONbKO 8aApUAHIMO8, OMAUUAWUXCsl CMeneHbio
«3pesiocmu» onyxosnesvix knemok (BI-BIV u TI-TIV), a maxkxce omdenvHyto epynny OJUI uz panHux T-
JluHeliHblx npedwecmaenHukos (ETP-OJIJI) [10,12,13].

Pedkue cnyuau BIT-OJ ¢ hno8epXHOCMHOU 3Kcnpeccueli msaxenslx u/unu Jaézkux ueneti
UMMYH021100yNIUHA HA NOBEPXHOCMU ONYXO0JIE8bIX KAEeMOK He UMewm Opyzux NpusHaxkos JUuM@omvl/
setikoza Bépkumma (mopgonozus L3 no knaccuguxayuu PAB, nepecmpotiku 2zena MYC, 8vicokas
ckopocmos nponugepayuu). Taxue cayuau GopmanvHo omHocsim K BIV-ummyHosapuanmy, HO
ekiouarom 8 obuienpumsimoe sieuerue OJIUI [13,14].

Ianens anmuzeros onsa duaznocmuku T-OJII domxcHa ob6s3amensHo ekaouams CDI1a u T-kaemouHosie
peuenmopel (TCR).

Tabnuya 1. UmmyHopenomunuueckas xnaccugurayus OJII no EGIL, 1995 [11] ¢ yuemom no3odHee
8HeCeHHbIX usmeHeHuti [13,14]:

B-nuHeiiHble OJ11

CD19* u/unu CD79a* u/unun CD22cyt*
1 HecooTBeTCTBUE KpuTepuam T-OJ1J1, OMJT, MPAL [10]

BI (Mpo-B-O/1 ) CD107iIg 1g"
BII («Common»-0JUT) CD10%iIg7Ig"
BIII (Mpe-B-O/11) iIg*lg”

BIV (B-O/1) Ig*

T-nuHeiinble OJ11

iCD3* v HecooTBeTcTBUE KpUTepusM MPAL [10]

TI (Mpo-T-0S111 ) CD2~ CD5™ CD1la™ CD3"TCR™

TII (Mpe-T-0J111) CD1a~, CD2* wu/unu CD5* u/unn CD8*
TIII (KopTukanbHbi T-OJUT ) CDh1la*

TIV (3penbii T-OJ11 ) CD3*+, CD1a-TCR*/~

HpuMellaHue: i- BHYTPUKJIETOUHAS SKCIIPpECCHS MapKepa

e Bcem maumeHTtam muagiie 18 jsietr ¢ nomo3peHuem Ha OJIJI pekoMeHAyeTCsl MpoBeleHle
LIMTOTEHETUYECKOTrO MUCCAeA0BaHMs (KapMOTHUIT) ¥ MOJIEKY/ISIPHO-TeHeTUYECKOT0 MCCIeOBaHNs
(FISH-meTom) Ha omHy Iapy XxpomocoM acrmpata KM c 1enpio BepudMKalIuyM TMarHO3a,
ompe[iesIeHNs TPYIIIIbI IPOTHOCTUYECKOTO PUCKA U TaKTUKM Teparuu [2-5,7,10,15-18].



VpoBeHs yoenuTenbHOCTU pekoMeHZanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —

5).

Kommenrapum: [JumozeHemuueckoe ucciedosaHue elikeMudeckux Kaemox J0o/HcHO 00513amensHo
exouames 8 cebs Kapuomunuposaue, uccnedosavue Memodom GayopecyeHmHol in  situ
eubpudusayuu (FISH) u OT-IILIP 0ns 6vise/eHUsl 8Ce20 CheKMpa XapakmepHsIX nepecmpoex.

B Hacmosiwee epems cnedyowjue mpaHciokayuu 00HO3HAUHO umelom KauHuueckoe 3Hauenue — t(9;22)
(q34;q11)/BCR-ABL1; t(4;11)(q21;q23)/KMT2A-AFF1 u t(12;21)(p13;q22)/ETV6-RUNX1, evicokas
2unepdunyioudusl, 2UNONJIOUOHLITI Kapuomun, HyMpUxXpomMocomMHas amniauguxayust xpomocoms! 21
(iIAMP21). Oduaxo 8 nocnedHem nepecmompe knaccupurayuu BO3 svidensiemcs 9 yumozeHemuueckux
nodepynn npu BIT-OJUUT (cm. «1.5. Knaccuguxkayus»), umernuwjux onpedeneHHoe NpozHOCMUYECKOe
3HaveHue [10].

Yuumeieas evidenerue BCR-ABLI-nodo6Hosix OJ/LT 8 omdenivHyto nodepynny, mpebyouyio 6 HeKomopbix
cryuasx omodenvHulX mepanesmuueckux onyuil, KpatiHe XxceamesbHO UHUYUAbHOE onpedesieHue
nepecmpoek 2eHo8 CRLF2, ABL1, ABL2, JAK2, EPOR, PDGFRB u dpyzux, a makxce 8vldesieHue 2pynnol
max Hassieaemvix IKZF1-nnioc netiko3oe (deneyust eena IKZF1 e couemanuu ¢ deneyueli CDKN2A,
CDKN2B, PAX5 unu PAR1 8 omcymcmasue deneyuu 2ena ERG).

Onpedenenue Opy2ux HeCayuatiHblX NePecmpoex HeaameabHo (0COOEHHO 8 PAMKAX MYAbIMULEHMPOBBIX
KAUHUYECKUX UCCIe008aHULT), 00HAKO UX KJIUHUYECKOe 3HaueHue O NPUHIMUS mepanesmuyeckux
petueHuti 0cmaémcs HesiCHbLM.

e Bcem mamueHTamM Mosioke 18 jyet ¢ momospenmem Ha OJIJI, a Takke BceM HalMieHTaM C
BepuduipoBanubiM OJIJT B [arHOCTUUYECKMIE TIEPUO, U B TIPOLIECcCe Tepariyi peKOMEeHIYeTCs
MpOBeJieHMe CIIVTHHOMO3TOBOI MYHKIMM C 0O6sI3aTebHBIM TOCTAeNYIOMMM JCCIeN0BaHMe
YpOBHSI 0enka B CIMHHOMO3TOBOWM JKMAKOCTM, MCC/IeAOBaHME YPOBHSI IJIIOKO3bI B
CIIMHHOMO3TOBOM  KMAKOCTM, MMWKDPOCKONMYECKUM  MCCIeNOBAaHMEM  CIIMHHOMO3TOBOI
SKUAKOCTHU, TIOJICYETOM KJIETOK B CUETHOI Kamepe (OTpefiesieHNe I[UT03a) U IUTOIOTNYeCKUM
MUCCTeNOBAaHNEM KIETOK CIIMHHOMO3TOBOW SKUAKOCTU JIJIST  TTOATBEPKAEHMS/UCKITIOUeHUS
niopakeHust ITHC, orpeesieHust TPYIIIbI TPOTHOCTUYECKOTO PUCKA ¥ BbIOOPA TAKTUKY Teparuu
[1-6,16,17,19].

VYpoBeHb YoeauTeIbHOCTY peKoMeHzanuii C (YypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5).

KommenTapuu: Vcciedosarue ukeopa 00513amensHo 011 N00MeepH0eHUs/UCKAoUeHUs UazHo3a
nopaxceruss ITHC (Heliponeiikemuu), umo HeoOX00UMO 0711 MOUH020 onpedeneHus 2pynnel Pucka u
HasHaueHus: adeksamHoti mepanuil.

B pe3yJibmame aHaau3d uKkeopa 603MOXHbL Cﬂeayrowue eapuaHmeol:

e CNSI - nyHkyusi He mpasemamuuHas (<10 3pumpoyumoe/mMK1), omcymcmeue JelKkemuueckux
KJ1emox

e CNS2 - nyHkyus He mpasmamuuHa, <10 netikoyumos/MKi, 603MOMCHO HAIUYUE JelKeMUueckux
KJ1emox

e CNS3 — nyHkyus He mpasmamuuHa, >10 netikoyumos/MKJ, Haauuue JetikeMuueckux KJaemok nocie
yumouyeHmpugyzuposaHus

e TLP' — mpasmamuuras nyHKYus ¢ NPUMECsH0 JIeUIKeMUUECKUX KJIemoK

e TLP — mpasmamuuHas NyHKYus, omcymcmeue npumecu Jetikemuueckux Kiemox.

JuazHocmuueckas atomM0OansHas NYHKYUS Q0NXHHA NPOBOOUMBCS MOILKO ONbIMHBIM 8pauom nod obueti
aHecmesueti ¢ Yesblo CHUMCEHUs PUCKd mpasmamui4HoCmu U MexaHuueckoz0 3aHoca O1acmHblx K1emox
nepugepuueckoti kposu 8 L[HC. TouHas OuazHOCMUKA UHUYUAIbHO20 nopaxceHus LIHC 803MoxHa
MOJILKO NymeM nNpuzomosjeHus yumonpenapama nepeuyHozo JUK8opa HA yumoueHmpuagyee.
OcedaHue K1emoK JUKBOPA HA CMEKJI0 eCcmecmeeHHbIM nymém mpebyem 6OJblie 8peMeHU, Umo
Heus0excHo npueodum K Oepopmauuu Kiemok, NnoseaeHul0 apme@dakmos u HenpasuibHoL
uHmephnpemayuu OaHHolIXx.

IposedeHue neuebHbIX CNUHOMO3208bIX NYHKYULI C UHMPAMEKANbHBIM 88€0eHUEM XUMUONPenapamos
aess5emcst 00s3amenvHbiM KomnoHeHmom 6 aeueruu OJLI. JIukgop 00s3amensHO UCCedyemcs Kaxicoblll
pas npu nposedeHuu ombansHol nyHkyuu [1-6,16,20].

e Bcem mnauueHtam Miapguie 18 jetr ¢ momo3peHuem Ha OJIJI, a Takke BceM MalMeHTaM C
BepuduiupoBanubiM  OJIJI mpu MepBUYHOM TIpuemMe U BO BpeMms mpoBeneHus XT,



PEKOMEHAYeTCSI BBINIONIHEHNME aHaau3a KPOBM OMOXMMMUUYECKOTO OOIIeTepaneBTHYecKoro
(MOueBMHA, KpeaTMHMH, 0OmMii 6enok, OwinpybmuH, mIoKosa, JIAI, amwuiasa,
amaHuMHaMMHOTpaHcdepasa (AJIT), acmapratramuHoTpaHchepasa (ACT), HaTpwmii, Kajuii,
KaJIbLIWI) /11 YTOUHEHMs PacpOCTPaHEHHOCTM 3a00/IeBaHMS M OLIEHKM COCTOSIHUSI Tal[MeHTa,
B TOM UMCJIe OTLe/IbHbIX OPTaHOB U cucteM [2-4,20].

VpoBeHs yoenuTenbHOCTU pekoMeHZanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —

5).

KommenTapun: Buoxumuueckuii ananus kposu daem HeoOX0OUMYIO UHGOPMAyuio 0 COCMOSHUU
PA3NUUHBIX O0pP2AHO8 U CUCMEM, YN0 Uzpaem Kalouesyl poib 8 npedynpexideHuu paseumus
MOKCUUECKUX OCTIONCHEHULT U onpedesieHul «noMeHYUAIbHOL NePeHOCUMOCIU» XUMUOMEPanuu.

e Bcem manueHTtam Miapiie 18 jyet ¢ momo3peHuem Ha OJIJI, a Takke BceM IaliieHTaM C
BepuduiupoBandbiM  OJIJI Tpu TEepBMYHOM IIpueMe ¥ BO Bpems IpoBemeHus XT
PeKoOMeHAYyeTCsl BbIMIOJIHEHMEe KOaryJorpaMMbl (OpMEHTUMPOBOYHOE MCCAefoBaHMe CUCTEMbI
remMocTasa) TLJISE IVarHOCTUKN/OMpeaeneHust BEpOSITHOCTU pPasBUTUSI TSDKEJIbIX
reMOpparnyecKnx/TpoOMOOTUYECKUX OCTIOKHEeHN T [2-4,20].

VpoBeHb y6eauTeIbHOCTM pekoMeHpauuii — C (ypoBeHb JOCTOBEPHOCTU [OKA3aTe/IbCTB —
5).

KommeHnTapum: Pasnuutbsie paccmpoticmea zemocmasa (Kak mpomb603sl, Maxk u KposomeueHusl)
aeas0mcs doCMAmMouHO uacmviM 0C0XHeHUem 6 npouecce neueHus OJIJI. Dmo c8s3aHO KAk C
0CO0EHHOCMAMU CamMo20 3ab0Jie8aHus, Maxk u ¢ NpuMeHsemMsiMu xumuonpenapamamu. ITosmomy
uccnedosaHue Koazyno2pammpl 00 HA4aId U 8 Npoyecce mepanuu 8Jsemcs He00OX0OUMBbIM.

e Bcem mnanueHtam Miapguie 18 jset ¢ momo3peHmem Ha OJIJI, a Takke BceM IMalMeHTaM C
BepuduipoBanubiM OJIJI peKoMeHAyeTcs: Orpe/iesieHlie OCHOBHBIX TPYIIIT KPOBMU 10 CUCTEME
ABO, ompenenenue antureHa D cucremsl Pesyc (pesyc-dakrop), onpeneneHue GheHOTUIA 10
antureHam C, c, E, e, C¥, K, k u ompeneneHue aHTUIPUTPOLMUTAPHBIX AHTUTEN C IIEJIbIO
MPOBeJIeHNST 3aMeCTUTENILHO Tepanuu KOMIIOHeHTaMy KpoBy Ipu HeobxoaumocTu [20,21].

VpoBeHs yoenuTenbHOCTU pekoMeHZanuii — C (YpoBeHb JOCTOBEPHOCTU HOKAa3aTeIbCTB —

5).

KommenTapum: Yuumsigéass Heo6xo0umMocms mpaHcgy3uti KOMNOHEHM08 Kposu 8 meueHue nepuooa
JleueHust 8cem nayueHmam Heo6xo0umo onpedeneHue 2pynnst Kposu U pe3yc-gakmopa.

2.3.2. JlJabopaTopHbIe MccAeq0BaHS /i1 KOHTPOAA 3hGeKTUBHOCTY Tepanun

e Bcem mamyentam mutammie 18 yet ¢ OJIJI peKOMeHAYyeTCsl Ha sTarne MHOyKuuM (Ha 15-i geHb
Tepanuu M IO OKOHYAHUM MHAYKLUM) TOSyUyeHMe IMUTOJI0oTUYecKoro rpemnapata KM myrem
OYHKUUA C MOCAeNYIOIUM LIUTOIOTUYEeCKUMM McwiefoBaneM maska KM (muenorpamma) ajist
BepuduKaMy CTaTyca IalyeHTa Mo 3abo0jeBaHMI0 (PEMMCCHUS, PE3UCTEHTHOCTb) M BbIOGOpA
TaKTUKU JanbHeleii tepanuu [1-6,16,17,22,23].

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

KommenTapum: OyeHka paHHezo omeema HA Mepanuio s1671emcs K1ouesblM MOMEHMOM 8 JieueHuu
OJUL Inoxotli paxHHuii omeem Ha mepanur s6asemcs Gakmopom HeOnazonpusimHoz0 npoezHo3a u
mpe6yem 8 pside cyuaes mooupuxayuu mepanuu. IlayueHmsl, He docmuzuiue pemuccu N0 OKOHYaHUU
UHOYKYUOHHOU (hassl, OMHOCAMCS K nayueHmam 6ulcokozo pucka (epynnst E unu T-HR  npu
cmpamudguxayuu no npomokony ALL-MB 2015 unu epynna 8slco0K020 pucka no npomokony ALL IC-
BFM 2002 - cm. npunoxcerue A3).

e Bcem nanuentam miaguie 18 et ¢ OJIJI pekomeHayeTcst Ha 8- JeHb MHIAYKIMOHHON Tepanumn
BBITTOJIHEHME O06Iero (KIMHMYECKOTO) aHaau3a KpOBM pasBEPHYTOrO C 00SI3aTeIbHbIM
mubdepeHIMPOBAaHHBIM IIOACUETOM JIEMKOLUMTOB (JIeiiKoumuTapHast (opmyna) Ijsi OLleHKU
paHHEro OTBeTa Ha Tepanuio (PemyKIus/TIepcucTupoBaHmue OJIaCTHBIX KJIETOK B
nepubepruecKoii KpOBM) 1 BbIOOPA TAKTUKM JaibHeliei Tepanun [1-6,17,22—-24].

YpoBeHb YGGJIMTGIHJHOCTM peKomeHnaum‘i -C (ypOBeHb AOCTOBEPHOCTHU AO0Ka3aTeJbCTB —

5).



KommenTrapum: OueHKka paHHezo omeema Ha mepanuio 811emcs KJaoueeblM MOMEHMOM 8 JleueHul
OJIL I1noxoii omeem Ha cmepoudHyio «pop-dasy» aeasemcs akmopom HeOnazonpusimHoz0 NPozHo3a
u mpebyem 8 psde ciyuaes (8 3asucumMocmu 0m NPOMOKoAAd mepanuu U 8apuaHma Jjetikemuul)
Modupukayuu mepanuu.

e Bcem mammenTtam miapgiie 18 jyer ¢ Ph-mosutuBHbIM OJIJI peKOMEHAYeTCS OIpeleeHne
skcnpeccun MPHK BCR-ABLp210 (konmuectBeHHOe) U onpeneneHue skcrpeccuyt MPHK BCR-
ABLp190 (xonuuecTBeHHOE) B AMHAMMKe ([lepef, HauaJoM Ka)K[IOoro srana tepanuu u 1 pa3 B 3
Mecslla Ha JTale MOLJepXMUBAWIlell Tepanmmy M IIOCAe €ee OKOHUYaHUA) JISI KOHTPOJIA
3¢ deKTUBHOCTM U BbIOOpA TAKTUKY JalbHelieii Tepanum [25-27].

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

Kommenrapum: Monumopurve mumpa mpauvckpunma BCR-ABL y nayueHmos ¢ Ph-no3umugHbsim
OJUT sie1si.emcs Ko4esslM YCi08UeM JiedeHUs Makux nayueHmos, NOCKoIbKY 8 cryuae HedocmuxceHust/
nomepu MoneKyJaspHoOll pemuccuu mpebyemcst ygeauueHue 003bl/CMeHaA UH2UOUMOPA MUpPO3UHKUHA3
(UTK).

2.3.3. Monutopunr MOB

B Hacmosujee epems cmaHoapmom moHumoputea agpgpexmusrocmu neuerus OJUI cman MOHUMOpUH2
ocmamouHotli onyxonesoti nonynsyuu kiemok (MODB) ¢ nomowplo NpomouHol yumomempuu u/uiu
MOTIEKYNAPHO-6UO0SI02UHECKUX Memodos. YkasamHole Memoobl obnadarom 8bICOKOLI
yyscmeumensHocmplo  (06Hapymueaemcss 1 neiikemuueckass knemka Ha 10%° nopmansHbix
2eMON0IMUUECKUX KJeMmoK) U C UX NOMOWDBI0 MOMHO Omcaexcueams 6 OuHamuxe cyob0y
Jietikemuueckozo kioHa. Coxparerue MOF nocie yumocmamuueckozo 8030elicmaus A6J1s1encs Cambim
MOWHBIM — npozHOCMuueckuM ¢akmopom y nayueimos ¢ OJUL, ceudemenbcmeyuum o
Heobxodumocmu usmeHeHus: mepanesmuueckoti makmuxu [23,28-30]. Touku uccnedosanus MOB,
onpedensoujue NPozHO3, OMAUUAMCS KAK 8 PA3JIUUHBIX Mepanesmuueckux npomoxoaax, max u ons
pasHolx Memodos. bonee mozo, 8 Hacmosujee 8pems 8 Poccuu 60 MHO2UX CAy4asiX UCNONB3YIOMCA
npomokosvl, He npedycmampuearujue npumeHeHue pesyavmamos onpedenedus MOB oOns
cmpamuuxayuu Ha 2pynnel pucka y ecex nayuermos [4,15,31,32). Iloamomy 6 Hacmoswuii MomeHm
pexomendosame moHumopuxz MOB ecem nayuenmam ¢ OJUI npedcmasnsemcs: npexcoespemMeHHbIM.
OdHako npu esedeHuu 8 mepanesmuueckue NPomMoKoJil MoHumopure MOB Moxem ucnoiv308amscs
Kak 00uH u3 OCHOBHBIX cmpamuguyupyrouux napamempos. Kpome mozo, u 6 Hacmosujee 8pems
nayueHmam 6sicokozo pucka (zpynnet E unu T-HR npu cmpamugukayuu no npomokony ALL-MB 2015
uau 2pynna 6ulcokozo pucka no npomokony ALL IC-BFM 2002 - cm. npunoxeHue A3) MOHUMOPUH2
MOB abconomHo Heo0Xo0um Ol peuleHuss 80npoca 0 Uenecoo0pasHoCcmu U CpoKax nposedeHus
MpaHcniaHmayuu 2eMono3muueckux cmeosnoswvix kaiemox (TI'CK), mak kax HeoO6Xo0umsiM yciosuem
ycnewHoti TICK siensemcs Hanuuue MOB-HezamugHoli pemuccuu neped mpaxcnianmayueti [33—35].
O6s13amenvHbIM YCI08UEM UCNOB308aAHUSL pe3yabmamos onpedenerus MOB dns esibopa maxkmuku
JleyeHUsl A8711emcsl 8blN0JIHeHUe UCCed08aHus 8 00HOU u3 n1abopamoputi, seasioujelics peepeHcHoli
07151 KOHKPemH020 mepanesmuueckozo npomoxod.

e Bcem manyenTtam muiagiie 18 yiet ¢ nepBuuHO-pedpakrepHbiM OJIJT BbICOKOTO pucka (rpymrbl E
umu T-HR mipu crpatudukaumum mno npotokony ALL-MB 2015 uau rpyrmna BbICOKOTO pycKa IO
nporokony ALL IC-BFM 2002 - cMm. npunoxenue A3) pekomeHpyetcsa MOHUTOpMHT MOB
(MMMyHO(DEHOTUITMPOBaHMe GMOIOTMYECKOT0 MaTepuaa Ijsl BbisiBaeHus MmapkepoB MOB mpu
remMo6;1acTo3ax) MOCIe KaskAOT0 ITara Tepanuy AJisl pelleHus BOIpoca U 11eJ1eco00pa3sHOCT U
cpokax mpoBeneHust TTCK [33-35].

VpOBeHl) YﬁeﬂMTeﬂbHOCTM peKomeHnaum‘i -B (ypOBEH]) AOCTOBEPHOCTHU AO0Ka3aTeJbCTB —
2).

KoMMeHTapum: nayueHmam 2pynnsl 861C0K020 pucka moHumopurz MOB abconiiomHo Heo6Xo0um 0is
peuleHus onpoca o yenecoobpasHocmu u cpokax nposederus TI'CK, mak kax Heo6X00UMbLM YCI08UEM
ycnewHoti TI'CK siensiemcs Hanuuue MOB-HezamugHoli pemuccuu neped mpaxcnaaHmayueti.

ZIna npuxsmust mepanesmuueckux peuleHuti Heo6xXoo0umMo noib308amsCsl 00HUM U meM e Memodom
ons moHumopuHea MOB Ha npomsiieHuu mepanuu U 8bINOJIHAMb UCCIeJ08AHUSL 8 00HOLI U moti e
nabopamopuu. Ananu3 MOF evinonusemcs 6 oopasuyax KM.



e MouuTopuar MOB (MMMyHOGEHOTUITMPOBaHME OMOOTMUECKOTO MaTepuasia ISl BbISBIEHUS
MapkepoB MOB mpy remo6;1acro3ax) peKOMeHAyeTcs IaiyeHTaMm wiagmie 18 et ¢ OJI,
TOJTyYaIOIIMM JIeUeHMe 10 MTPOTOKO/IaM, MPeayCMaTPUBAOIIMM CTPAaTU(GUKAIUIO TTIAI[MEHTOB B
3aBUCUMMOCTH OT BeianurHbl MOB, mj1s1 KOHTPost 3G (EeKTUBHOCTY M BbIOOPA TaKTUKM TepaImu
[29,30].

VpoBeHs yoenuTenbHOCTU pekoMeHZanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —

5).

Kommenrapum: O6Hapyxicerue MOB nocie yumocmamuueckozo 8030elicmaus 875emcs MOWHbIM
npoeHocmuueckum pakmopom y nayuenmos ¢ OJIJI, noamomy OH UCNONb3Yemcs 6 HeKOMOpbixX
cywecmayowux Ha ce2o0HsWHuUll deHb npomoxonax mepanuu OJUI 8 kauecmee cmpamugpuyupyroujezo
¢axmopa [23,28-30]. B 3asucumocmu om genuuuHst MOE 6 onpedeneHHble KOHKPEMHbIM
NpPOMOKO0JIOM KOHMPOJIbHble MOUKU MeHsiemcss mepanesmuueckas makmuka. Touku ucciedosaHust
MOB, onpedensowue npozHo3, OMIUYANMCA 68 pPA3NUUHBIX Mmepanesmuueckux npomokonax. He
pexkomeHdyemcs usmeperue MOF nayueHmam 6He KOHMPOLbHbIX MOYEK UCNO0Nb3YeM020 NPOMOKOJIA.

Jna npuxusmus mepanesmuueckux pewleHuti Heo6Xo0uMo Noib308aMebCsl OOHUM U MeM Je Memooom
ons moHumopuHea MOB Ha npomsiieHuu mepanuu U 8bINOJIHAMb UCCIeJ08AHUSL 8 00HOL U moti e
saabopamopuu. AHanu3 MOB evinonHsiemcs 8 06pasyax KM.

2.4 "HCTpyMeHTa/IbHbIE JMAarHOCTUYECKYe UCC/IeJOBaHus

e Bcem namueHTam Mosioxke 18 jser ¢ momospeHuem Ha OJIJI, a Takke BceM TMalyeHTaM C
BepuduiupoBanubiM OJIJI 10 Hauvana JiedeHUsST PEeKOMEHAYeTCS TPOBeJeHMe TMPUIIeTbHON
peHTreHorpaguu OpraHOB TPYAHOV KJIETKM B TPSIMOI M TIpaBOii OGOKOBOW MPOEKIUU [Jist
TIOITBEPKAEHYS/MCKITIOUEHMSI TOPAKEHUSI CPETIOCTEHMST ¥ BbIOOpA TaKTUKM Teparuu [1-4].

VYpoBeHb yOeAUTETbHOCTH peKoMeHZauuii — C (YypoBeHb JOCTOBEPHOCTM AOKa3aTEeIbCTB —
5).

KommenTapum: ZJuazHo3 onyxosesoli maccol 8 nepedHem cpedocmeHuu Cmasumcs no npsamomy u
npasomy GOK08OMY PeHM2ZeHOBCKUM CHUMKAM 2pYOHOU KiemKu. B ciyuae ee 8viseieHUs NOKA3AHO
make npoeedeHue KOMNbIOMeEPHOL momozpaguu opzaHos 2pyOHOL NOJOCMU C OUEHKOL MOUHBIX
pasmepos onyxosieeoti maccel. IIpsamoii u npaswlii 6GOK080I peHmMzeH08CKUe CHUMKU 2pYOHOLl Knemku
00J1)CHbL OBl COeNaHbl 00HOBPEMEHHO U 00 HAUAA JieUeHUs..

e Jlanmentam mosioxke 18 jyier ¢ OJIJI B ciayuyae BBISIBJ€HMSI OIyXOJIEBOJ MacChl B IepefHeM
CpeloCTeHU TI0 JAHHBIM peHTTreHOorpaduy peKOMeHAYyeTCs IPOBeleHMe KOMITbIOTePHOM
tomorpadum (KT) OopraHOB TI'PYIHOI ITOJOCTM MJISI OIIEHKM TOUHBIX Pa3MEPOB OITyXOJE€BOTO
MopakeHMsI M TMOCIenylollee KOHTPOJIbHOE MCCAefoBaHMe I10 OKOHUYaHUM MHAYKUMOHHON
Tepanuu AJis OIleHKY OCTAaTOYHOTO 00'beMa OTTYXOJM U BBIPAOOTKYM TaKTUKY Tepanuu [36].

VpoBeHb y6eauTeNIbHOCTU pekoMeHmanuii — C (YpOBeHb JOCTOBEPHOCTU AOKA3aTeIbCTB —
5).

KommeHnTapum: B ciyude 6bla6jieHUST NOpayceHUst cpedocmeHus Nno OaHHbIM peHmezeHozpaduu
Heobx00uMOo UCnonb308aHue 6ojiee MOUHBIX MemMO0008 BU3YANU3AYUU C OUEHKOLU MOUHBIX pA3mepos
onyxonegoli maccel. dmo HeoOxodumo 6 danvHeliuieM 0N OyeHKU 3ppexkmusHocmu mepanuu,
KOHCmamayuu cmamyca pemuccuu uiu hodmeepioeHust Heo6xo0uMoCmu U3mMeHeHUs mepanuu.

e Bcem namueHTam Mosioxke 18 jser ¢ momo3peHuem Ha OJIJI, a TakkKe BceM TalyeHTaM C
BepuduiupoBanubiM OJIJT 10 Havasia JieueHUsT PEKOMEHAYeTCsl POBeieHe YIbTPa3ByKOBOE
nucciemoanme (Y3M) opraHoB OpIONIHONM IONOCTM (KOMILIEKCHOE), Y3U 3abpIOLIMHHOrO
npocrpaHctea u  Y3W  opraHoB Manoro Tasa  (KOMIUIEKCHOE) [Jisi  YTOYHEHMUS
PacIIpoCTPaHEeHHOCTH 3a00/IeBaHMsI ¥ OLEHKM COCTOSIHMS ITal[ieHTa, B TOM YMC/Ie OTOeIbHbIX
OpraHoB u cucreMm [2-4,20].

VpoBeHsb yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTM JOKAa3aTeIbCTB —

5).

KommenTtapun: IIposederue Y3U HeoOxo00umo 071l OUEHKU HAAUYUS NOPAMCEHUS U PA3mepos
UHQUILIMPUPOBAHHBIX NAPEHXUMAMO3HBIX O0pP2AHO8 U JuMpamuueckux Y3108 OpOWHOL nojocmu,



AUYEK, Op2aHO8 MaJj1020 ma3da, d Makixce 8bvlsi8J/1eHUA conymcmeyiougeﬂ namosJiocuu.

e Buorcus ssMyka He peKOMeHZAyeTcsl IaiyeHTaMm mosioxke 18 jer ¢ momospenuem Ha OJIJI, a
TaKKe rmamyeHTam ¢ epubnunupoBanabsim OJIT [1-4].

YpoBeHb YﬁeJIMTeJIbHOCTM peKomeHnaum‘i -C (ypOBeHb JOCTOBEPHOCTM J0Ka3aTe/IbCTB —

5).

KommenTapum: /[[uazHo3 UHUYUAIBHO20 NOPAXCEHUS AUYEK YCMAHABAU8Aemcs HA OCHO8AHUU
KJUHUYECKUX OAHHBbIX U YJbIpa3eyko8oz0 UCCe008aHUsl 0peaHO8 MOWOHKU. Buoncus suuka npu
nodo3peHuu Ha UHUYUANbHOE NOpaxeHue He NoKazaHa. MHUyuaivHoe nopajgceHue ssuexk He 8iusem Ha
cmpamuguxayuro U esl6op mepanuu; 00HOCMOPOHHSASL WU 08YXCMOPOHHSISL OPXUIKIMOMUSL He
npedycmompeHa.

e Bcem namueHTam MoJioxke 18 jser ¢ momo3peHuem Ha OJIJI, a Takke BceM TalyeHTaM C
BepuduiposanubiM OJIJI 1o Havasia jedyeHuss peKomMeHAyeTcss mposeneHue KT roloBHOro
mo3ra win MPT TromoBHOrO Mo3ra [Jisi MCK/IIOUEHUs/TIOATBEPKIEHUS WHULMAIbHOTO
nopaxxenust HHC [1-4].

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

e Bcem nauueHTam mosioxke 18 jsier ¢ momo3penuem Ha OJIJI, a Takke BCeM MallMeHTaM C
BepuduimpoBanupiM OJIJI mo Hauana jedyeHMS] M B IIpoliecce Tepanuy PeKOMEeHAYeTCs
peructpanus 3MeKTPOKapAMOrpaMMbl ¥ pacmmdpoBKa, OMMCAHME U WHTePIpeTarus
aJIeKTpoKapauMorpadmMueckux HOaHHBIX U 3xokapauorpaduu (Oxo-KI) 1as1  BBISIBJIEHUS
COITYTCTBYIOLIEN ITAaTOJIOTMM ¥ BO3MOYKHBIX KapAMOIOrMYeCKMX OCI0KHeHn ! [1-6,20].

VpoBeHb y6eauTeIbHOCTY pekoMeHmanuii — C (YpOBeHb JOCTOBEPHOCTM JOKA3aTeIbCTB —
5).

KommenTapum: Yuumsigas KapOuomokCUYHOCMbs Npenapamos 2pynnsl  aHmMpayukauHos,
ucnonv3yemoix 6 mepanuu OJUI, kaxcoili paz neped ux égedeHuem 8cem NAyUeHmMam pexomeHoyemcs
npogederue IKI, Ixo-KT.

2.5 ViHble AMarHocTuyeckye uccjaeqoBaHus

e Bcem nauueHTam mosioxke 18 jsier ¢ nmomospenmem Ha OJIJI, a Takke BCeM MalMeHTamM C
BepuduiuposanHbiM  OJIJI 1[0 Hayana JieueHUsST pPeKOMEHZyeTcs IipueM (OCMOTD,
KOHCY/IbTallMs) Bpauva-HEeBpPOJIOTa MEepBUYHBI M Mpuem (OCMOTpP, KOHCYJbTalMsl) Bpayda-
odTanbMosIora IepBUYHbIN IS BbISIBJIEHMST PaCIPOCTPaHEHHOCTH MTPOLiecca M BbI6opa TaKTUKM
Tepanuu [1-6,20].

YpoBeHb YGGJIMTGJII)HOCTM peKomeH,uauMﬁ -C (ypOBeHb JAOCTOBEPHOCTU AOKa3aTeJbCTB —

5).

Kommenrapumu: Ocmomp 8paud-Hesposnoza Heo6xo0um OJisl 8bls6JIeHUS/UCKIIOUeHUs. NPU3HAKO8
Heliponetikemuu (nopaxcevue YMH, ouazoeas cumnmomamuka). Ocmomp epaua-opmanvmonoza
nposooumcst ¢ 00513ameJibHbIM 0CMOMPOM 2J1A3H020 OHA 071 BbISABAEHUS/UCKIOUEHUS JlelikeMuuecKoli
UHGUILMpayuU, KPO8OUNUSIHULL.

e Bcem maumeHtam Monoxe 18 metr ¢ OJJI Bbicokoro pucka (rpynnel E mam T-HR  nipu
crpatudukanuu mo mporokoay ALL-MB 2015 wiu rpymma BICOKOTO pucka 1o mpoTtokomry ALL
IC-BFM 2002 - cm. mpwiokeHue A3), a Takke UX CUOIMHTAM U POOUTEISIM PEKOMEHIYeTCS
omnpepenenre HLA-aHTUreHOB C 1ie/bl0 IIOMCKA IMOTEHLMAJIbHOIO LOHOpa [Jis IIPOBENEeHMS
TT'CK [4-6,16,31,32].

VpoBeHs yoenuTenbHOCTU pekoMeHZanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —

5).

Kommenrapuu: [IposedeHue TI'CK nokazaHo ecem nayueHmam 8siCok020 pucka 8 1-ii pemuccuu npu
ycnosuu  06HapyxceHust podcmeeHH020 NOJIHOCMbIO coemMecmumozo OoHopa. Ilayuenmam, He
docmuzwium pemuccuu nocie npogedeHust UHOYKYUOHHOL mepanuu, 006J1U2AmMHO NOKA3aHa aJl102eHHAast
TI'CK 106020 muna (8 3asucumocmu om 00CmynHocmu 0OHOPO8 U 0M MexHUUeCKUx 803MOMCHOCMell)



[16,31,37-40]. [Toamomy ecem nayuenmam HLA-munuposaHue u UuHUYUAyus NOUCKa 0OHOPa A0NHCHbl
npoeooumscs cpasy nocie cmpamuukayuu nayueHmos 8 2pynny 66/C0K020 pucKa.



3. Jleuenue

3.1 KoHcepBaTuBHOe jIeUeHe

3.1.1 JleueHue ocHoBHOrO 3a6oneBanus (OJLT)

Ilenu neuenus [1-6]:

o Dpaduxayus sietikeMuueckozo Ka0Hd;
e BoccmarosneHue HOpManbHO20 KPOBEemeopeHusl;
o JlocmudceHue OnumensHot 6eccodblmutiHOll 8bIHUBAEMOCMU.

Jleuenue OJIJI ocyuiecmensemcss npu nomMowiu KOMOUHAyuli yumocmamuueckux npenapamos,
8800UMBbIX /0, 8/8, 8/M U UHMPAMEKATLHO NPU CMPO2OM Co0N00eHUU 003bl, OTIUMEILHOCTNU U 8peMeEHU
88edeHUs1 C02lacHO 8blOpaHHOMy mepanesmuueckomy npomokony [1-6,15,16]. Kpome moeo, dns psda
nayueHmos 8 npedyCMOMPEHHbIX NPOMOKONOM CIydudsx nposodumcs o0yueHue UYeHmpanbHoli
HepeHoll cucmemsl [14,41,42]. Tepanus donxcHa 6Gbime HAuama KAK MOXCHO paHvule, 00HAKO OJsl
Hauana mepanuu Heob6xo0umo Oblmb NOJIHOCMbIO YBepPeHHbIM 6 OudzHo3e U YCMAHOo8UMb 006em
nopaienus [1-4]. [na npogedeHus 3appekmueHozo seyeHus Heobxoouma —aAdeK8amHas
conpogodumensvHas u 3amecmumensHas mepanus [43].

e JleueHne mnauueHToB Mojoxe 18 ser ¢ OJIJI cTporo peKoMeHAyeTCsl MPOBOLUTH C MOMOILIbIO
KOMGI/IHVIDOBaHHOﬁ L[V[TOCT&TI/[‘—IECKOﬁ Teparnnm 1mo OJHOMY M3 CIeAYIIINX TepareBTUYeCKMUX
MMPOTOKOJIOB, MIMERIINX CPAaBHMMYIO 3D (MEKTUMBHOCTD (CXeMbI Teparnuu cM. IIpunoskeHne A3):

o IIporoxon rpymisl Mockea—bepnun (ALL-MB-2015) [44]

VpOBeHh Yﬁe,IlMTefleOCTI/I peKOMeH}]aHMf/'I -C (ypOBeHI) JOCTOBEPHOCTU A0Ka3aTe/IbCTB —

5).
o TIporoxon rpymsl BFM (ALL IC-BFM-2002) [45]

VpoBeHb y6enuTeabHOCTH pekoMeHgauuii — C (YypoBeHb JOCTOBEPHOCTM JOKa3aTeIbCTB —
4).

KommeHTapumn: JleueHue OO0NMHO OCYUeCmensimoCs MONbKO 6 CO0meemcmeuu ¢ O0OHUM U3
cneyuaibHo paspabomamHslx mepanesmuyeckux npomokoJios, no0poOHO peziameHmupyroujemy 0o3bl
U KOMOUHAYUU NPUMEHSIEMBIX 1IeKapCMeeHHbIX NPpenapamos, Cpoku 88edeHus, demanu 00ced08aHus u
MAakmuky nposedeHus yumocmamuyeckoli u conpogodumenvHoli mepanuu. /Jo3vl, CcpoKu U
OnumenvHoCMb 88edeHust 1eKaApCnmeeHHbIX Npenapamos 00JHbl Oblmb 8 CMP0o2oM C00Meemcmsuu ¢
8bI0PAHHBIM  MEPANe8MUYECKUM NPOMOKOJIOM. 3aMeHa JIeKApCmeeHHbIX npenapamos, Nponycku
88edeHus, u3meHeHue 003bl, ONUMEILHOCMU UAU O0UePeOHOCMU B88edeHus npenapamos He
donyckaromcsi.

o Hauana mepanuu nayueHmMs! pasoensslomcs Ha epynnel pucka — nodepynnsl nayueHmos c 6osee
HU3KUM U 0osiee 8bICOKUM PUCKOM passumusl peyuousos 3abosiesadus, Komopoe nposooumcs Ha
0CHOBAHUU NpPOZHOCMUYECKUX (hakmopos, onpedeneHHvix npu OJuazHocmuxe [1-6,16—18,31].
PasnuuHsle mepanesmuueckue NPOMOKOIbl UMEM HeCKOJIbKO omauuarwuecs opyz om dpyza
Kpumepuu, onpedensiroujue 2pynnsl pPuckda, CO2lACHO KOMOPbIM NAyUeHmMsl NOAYUarm pasiuuHole
eapuaHmol JjeyeHus, O0OHAKO 6 OCHOBHOM NAYUeHmos8 paszdeisiom HA Mpu epynnel pucka:
CMaHoapmHolii, NPOMeXCYMouHsili U 8vicokull (cm. IIpunoxerue A3).

Cospemertoe neuerue OJLT cocmoum u3 HeCKOJIbKUX OCHOBHbIX (ha3: UHOYKYUS peMUCCUU ¢ NOMOUibH0 4
u 6oJiee azeHmMos, 8600UMblX 8 MeueHuUe 4—6 Hedeslb, MYbMUAZEHMHASL KOHCOUOAUUS («3aKpensieHue»)
pemuccuu u noddepxcusarowidas mepanus, Kak npasuio, aHmumemadoiumamu 6 meuevue 2-3 jem
[1,4,6,46—48]. OcHO8Hble IneMeHMbL U 803MONCHDIE UCNONB3YEMble XUMUONPeNapamol NpeocmasieHol 8
mabnuue 2:

Ta6nuya 2. @asst mepanuu OJII u ucnonv3yemole JeKapcmeeHHsle Npenapanmoi.

®a3za Tepanum Ha6op nekapcTBeHHbIX NpenapaTos

WNHAYKLUMOHHas Tepanus MpeaHusonoH**  wunu  pekcameTtasoH**,  BUHKPUCTUMH**,  payHopybuumH**,  acnaparuHasa**,
umknodochamua**, uutapabur**, mepkantonypun**,




KoHconuanpytowas tepanus Mepkantonypun**, #metoTpekcat**, acnaparmHasa**
PenHAyKUMOHHas Tepanus ﬂﬁgﬁg$%?$g::;;* acnaparuHasa**, LOKCOPYOULMH**, BUHKPUCTUH**, umMTapabuH**,
MoapepxuBatoLwas Tepanus MepkanTonypuH**, meToTpekcar**

Hmeromca ybedumenvHole 00Ka3amenscmed yeenuueHuss dpgekmusHocmu mepanuu  npu

UCNONB308AHUU KAK MUHUMYM 4-KOMNOHEHMHOU UHOYKYUOHHOU mepanuu (27110KOKOPMUKOUQbL,
BUHKPUCMUH ¥ aHMpayukIuHsl U po0cmeeHHsle coeduHeHusl, achapazunasa™**[1,15,16,18,31,49,50].

Hnoyxkyus pemuccuu y nayuenmos ¢ OJII donxcHa hpoeodumoscst 8 CayuoHapHsIx ycnosusx. Ipu
neueHuu nayuenma ¢ OJUT HeoOX00UMO O6blmb 20MO08bIMU K PA3BUMUK MSHCENBIX OCNOMCHEHUL,
mpeObyruux 6e30MaazamensHoll UHMEHCUBHOL mepanuu.

OyeHka agppekmusHocmu mepanuu npogodumcs Ha 8-, 15-ii OHu u no okoHuaHuu uHoykyuu. Ha 8-1i
OJeHb  OueHusaemcs Koauuecmeo OIACMHbIX  KJIeMOK 6 nepugepuueckoli Kpoeu nocne
yumopedykmugHoli npogasel. Ha 15-ii deHv — Konuuecmeo 6nacmusix kaemok 6 KM. ITo okoHuauuu
UHOYKYUOHHOLI mepanuu oyeHusaemcs: 0ocmuieHue peMuccul — Koauuecmeo OJacmHblx Klemok 8
KM, Hanuuue/coxpareHue skcmpameoyansapHosix ouazos. OueHka JuKeopa (ucciedosaHue yposHs benka
8 CNUHHOMO032080ll MuUdKocmu, uccnedo8aHue YpPOBHsS 2J1Il0K03bl 8 CNUHHOMO32080l HUOKOCMU,
MUKPOCKONu4eckoe ucciedosamue CNUHHOMO320801 JudKkocmu, nodcuem Kaemok 8 CuemHoll kamepe
(onpedeneHue yumosa) u Yumosozuueckoe UcCcied008aHue Kaemoxk CNUHHOMO032080U HudKocmu)
nposooumcsi Kaxcolli paz npu BbINOAHEHUU CNUHHOMO32080li NYHKYuu (cM. pasden 2.3 OaHHbIX
pexomendayuti). I[layueHmol, He docmueuiue pemuccuu nocie UHOYKYUOHHOL mepanuu, nepesoosimcs 8
2pynny 8vlcoko20 pucka (epynnet E unu T-HR npu cmpamuguxayuu no npomokoay ALL-MB 2015 unu
2pynna 8slcox020 pucka no npomokony ALL IC-BFM 2002 — cm. npunoxcerue A3) [1-6,17,23,51].

IMayuenmeot, docmuewiue  pemuccuu  nocie  UHOYKYUOHHOU — mepanuu, oOajnee  NOJy4arm
KOHCONUOUPYIOWY mepanurw 6 3asucumocmu om 8bl0paHH020 mepanesmuueckozo NnpomoxoJd.
Tepanus KoHconudayuu npu omcymcmeuu 0C0XHeHULl Moxem npogooumaecst 8 yCai08usix cmayuoHapa
00Ho20 OHs. Ecnu mepanesmuueckuii npomokon npedycmampuseaem UCNONb308aHUe BbICOKUX 003
Memompekcama™* (npomokonst BFM), oHu 00Jy#cHbl hpo80OUMbCsl 8 YCN08USX KPY2a0CymOuHO020
cmayuoHapa u MOHUMOpUHea KoHyeHmpayuu memompexcama™** Koxconudupyrowas mepanus, Kax
npasusio, cocmoum u3 HeckonwvKux gas (npomoxonst MB: ¢aset S1, S2, S3; npomokonst BEM - ¢asza I1
npomokona I, npomokon M, II npomoxkon). Ileped Hauanom Ka0ozo 3mana o00a3amesbHO
uccnedosaxue odwez0 aHanu3a Kposu, OUOXUMUUECK020 aHaIu3d kposu. Ilnoujads nosepxHocmu mena
0ns pacuema 003 JleKAPCMBEHHbIX NPenapamos nepecuumsl8aemcs 3aHo80 neped HAUANOM Kaxcooli
dassl  KoHconudupyoweli mepanuu. Ycno8us Hauana —o0moeivHulX 3Manos  KOHconudayuu
NPONUCLIBAIOMC 8 KAMOOM mMepanesmuyueckomM Npomokose u MOZym HeCKOJIbKO Omauddamscs.
O6s3amenvHblM ~ 6715€MCsl  COXPAHEHUEe  KIUHUKO-2eMAamonoeuteckoli pemuccuu, omcymcmaue
npu3Hakos uHgekyuu u omcymcmaue yumoneuuu e nepucgepuueckoti kposu [1-4,6,20,46-48].

e Bcem maumeHtam mosoxke 18 yer ¢ OJIJI peKOMeHayeTcsl 0O0SI3aTeIbHOE MCIIONb30BaHME
METOIIOB, HAIIPaBJI€HHbIX Ha MPOGUIAKTUKY WUIM JieueHue HeliposieiikeMun (MHTpaTeKaabHOe
BBeJIeHME JIEKapPCTBEHHBIX IIPENapaToB, B OTAEIbHbIX CIy4asiXx — KpaHUaJIbHOE OOIydYeHUe)
[41,42,52-54]

VpoBeHBb yOenuUTeTbHOCTY PEKOMEHIAnuii — A (YPOBEHb JOCTOBEPHOCTU JOKA3aTeIbCTB —

D)

KommenTapumn: O6s3amensHsiM KomMnoHenmom 6 JiedeHuu OJUI sensemcs npoguaakmuxa u
JieveHue Hetiponetikemuu [55]. OcHogHbIMU Memodamu npourakmuku u JieueHust HelipoJielikemuu
ABNAIOMCS  UHMpPAmeKanvHoe 8eedeHue XUMUONPenapamos (Mmemompexkcam™*, —yumapabuu™¥,
27II0KOKOPMUKOUOBL) 8 8603PACIHbIX 003UPOBKAX U KPAHUAIbHOE 00J1yUeHlUe 8 PAHHUE CPOKU OM HAY4and
JeveHusl. KpanuansHoe ob6yueHue umeem HenocpedcmeeHHvle U omddneHHble N060UHble IPdekmol,
Nn03MoMYy 6 CO8PeMeHHbIX NPOMOKOJIAX OHO UCNOJIb3Yemcsl MOJIbKO 07151 HeBGOJIbWOLL UemKO 8bl0eIeHHOT
nodzpynnst nayueHmos — cm. pasoen 3.3. Unoe neuernue [1,17,41,42,52—-54,56].

e V manueHToB miazire 18 et ¢ Ph+-OJIJI (OJIVT ¢ HanuuueM putamenb@uiickoil XxpOMOCOMBI —
t(9;22)(q34;q11.2)/BCR-ABLI) peKOMeHAYeTCsI VCIIOJIb30BaHNe WHTMOUTOPOB MPOTEMHKWHA3
OIHOBPEeMEHHO U MToc/Ie CTaHAApTHOM Tepanuu [15,57-61].

VpoBeHb y6eauTeIbHOCTY pekoMeHmanuii — C (YpOBeHb JOCTOBEPHOCTM JOKA3aTeNIbCTB —
4).



KommenTtapum: Ocobyio mepanesmuueckyr epynny cocmagiasiom nayueHmst ¢ Ph-no3umueHsim
OJUI (c Hanuuuem t(9;22) unu BCR/ABL), mpaduyuoHHO omauuarnujuecs nJaoXum npozHO30M,
CBS3AHHBIM C NJIOXUM 0MeemoM HA UHOYKYUOHHYH mepanur U 8blCOKOL uacmomoli peyudusos. 1o
HedasHez0 8peMeHU CMaHdapmom mepanuu 01 MaKux nayueHmos 0vlia UHMeHCUBHAs 8bICOKOO03HAs
xumuomepanust ¢ nociedytoujum nposedeHuem TI'CK npu ycrnosuu docmuiiceHus pemuccuu. Yuumol8as
umerowjuecs Ha ce200HAWHULL 0eHb daHHble NPOBEJeHHbIX MeXOYHApOOHbLX UCCNe08aHULL, 2080psuiUe O
8bLCOKOU I(PPeKkmuUBHOCMU UCNONB308AHUSL Y MAKUX NAYUEHMO08 UHZUOUMOPO8 NPOMeuHKUHA3 Ha
(oHe xumuomepanuu CHUMEHHOU UHMeHCUBHOCMU, 6 3moll 2pynne nayueHmos ¢ 15-20 OHs
UHOYKYUOHHOII mepanuu pekoMeHdyemcs excedHesHblii npuem umamunuba** ¢ dose 300 mz/m? [62].
TICK Oonvlue He pexkoMeHOyemcs 6ceM nayueHmam 6 hepeoll pemuccuu, a ocmaemcs
mepanesmuueckoli onyueti y peppakmepHbsix hayueHmos u npu passumuu peyuousa 3ab0/e8aHus
[58,61].

B cnyuae peppakmepHocmu 603MOx*HO yéenuueHue 003l umamunuba™* e dea pasa (600 mz/m?/cym). B
cyuae omcymcmeust omeema Ha yeenuueHue 003wl, pekomeHdyemcsi nepexod HaA mepanuio
UHZUBUMOPAMU NPOMEUHKUHA3 2-20 NOKoNeHus (#daszamunu6™* 80 mz/m?/cym [63], #HunomuHu6**
230 mz/m? 2 pasa e denv [64]). Kpome mozo, nnoxas neperocumocms umamuHuba™* daxe Hecmomps
Ha docmuceHue pemuccuu, u Haauuue mymayuii 8 zeHe ABLI, makce 518/19emcsi 0CHO8aHUeM Osi
3aMeHbl €20 Ha UH2UOUMOp NPOomeuHKuHas 2-20 nokoneHust (#0azamunu6**) [57,58,61].

.0

Hcnonv3osanue #d0asamuxuba™* 6 nepeoii JuHUU mepanuu pekomeHdyemcs 6 cayude HAIUUUs
uHuyuaneHozo nopaxcerust IIHC, m.x. oH s6nsemcsi eOUHCMBEHHbIM UH2UOUMOPOM NPOMeEUHKUHA3,
xopowo npoHuxarwum 6 ITHC [61,65].

Ha cezo0uswnuil deHv He cywjecmeyem cmaHdapmHolx pexomeHoayutl omHocumensHo OnumensHocmu
mepanuu uHeubumopamu npomeuHkuras. OOHAKo umerowjuecss OaHHble N0380JIII0M PeKoMeHA08ams
npodosnxceHue MOHOMepanuu UH2UOGUMOpPaMu NPomeuHKuHas y nayuenmos ¢ Ph-nosumuensim OJLI
euje 8 meyeHue Kak MUHUMYM 3 Jiem nocse okoHuaxus xumuomepanuu [58].

e V nauyenTtoB muagiie 18 et ¢ BCR-ABLI-tiomo6ubiM OJIJT B clydae IJIOXOTO PaHHEro OTBeTa
Ha Tepanuio M Hanuuusg myTtauuii B reHax ABLI, ABL2, PDGFRB, CSFIR, peKOMeHAayeTcs
ucnonb3oBanyue UTK B fononHeHMe K CTaHIapTHOM Tepanuu [66—70].

VpoBeHsb yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —

5).

KommenTtapumn: Ocobyio mepanesmuueckyr epynny cocmasasitom nayueHmsl ¢ BCR-ABLI-
nogob6ubeiM O/ — eapuaHmom Jelikemuu ¢ npoguiem 3Kkcnpeccuu 2eHos, cXo0HsiM ¢ Ph+-QJLI,
00Hako 6e3 oOHapyxeHust xumepHozo zeHa BCR-ABLI. Oma nodepynna xapakmepusyemcst naoxXum
NpPOZHO30M, BbICOKUM PUCKOM pd3eumusi peyuousos u peppakmepHocmu, pasHooOpasuem
KAUHUYeCKUX NnposiejieHull, MH02000pazuem 6apuaHmos mymayuil, akmueupylouwux pasiuyHsle
cuzHanwvHsle nymu. Bce zeHemuueckue usmeHeHusl, onucaxHsle npu amom eapuaume OJUI, densm Ha
HecKkonbko nodepynn: nepecmpotiku CRLF2, nepecmpotiku 2eHo8 ABL xknacca, nepecmpoiixu JAK2 u
EPOR, mymayuu, akmusupyroujue cuzHansHoie nymu JAK-STAT unu MAPK, dpyzue pedkue HapyuieHus
KUHA3.

Hecmompst HA COXCHYHO 2eHemuuecKylo KapmuMy, uMmerujuecs Ha Cce2oOHAWHUll OeHb OaHHble
KJUHUYECKUX UCC/Ie008aHUli 2080psim 0 Haiuuuu 6 GonsuuuHcmae ciyuae8 BCR-ABLI-tiomo6Horo OJII,
MuuleHu 0ns mapzemuoli mepanuu. B HeCKOJIbKUX UCCIed08aAHUSX Obl1ad NOKA3AHA P pexmusHocms y
maxux nayuenmos UTK 8 komouHayuu ¢ xumuomepanueti. IIpu scex degpexmax ABL1, ABL2, PDGFRB
u CSFIR noxasaHa uy8cmeumenbHoCmMes K UHeUOUMOPAM MUPO3UHKUHA3 (UMAMUuHU6™* unu
#0azamuHu6™*).

Iepecmpotiku JAK2/EPOR u dpyeue, akmusupyiowjue nyms JAK-STAT, mozym Gbtmb uyecmeumebHol K
unzubumopam JAK2 (ATX — LO1XE, uHzubumopsl npomeuHKuHas) (#pykconumuru6™* 40 me/m? 2 pasa
6 deHo [71]).

e Bcem mnaumentam wtagume 18 jer ¢ OJIJI HacTosiTeIbHO PEeKOMEHAYyeTCsl IpOBefeHMe
MO/ IeP>KMBAIOIIEl Tepay MepKanTonypuHoM™* u metrorpekcarom™* [1,2,73,3-6,15,16,32,72].

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



KommenTapum: IToddepxcusarouias mepanusi npogooumcs: 00 0ocmuxceHust ooweti onumensHocmu
mepanuu 2 2oda. IToddepxcusaiowjass mepanus cocmoum u3 exe0HegH020 NepopanbHO20 Npuemd
MepKanmonypuHa** ¢ exeHedeibHbIM 88edeHUEM MemompeKkcama™* (8/m uau p/o 8 3agucumocmu om
mepanesmuueckozo  npomokxona).  O0s3amesibHbIM — YCN08UEM — A0EKBAMH020 — NpoB8edeHUs.
noddepxcusaioujeli mepanuu s18J1s1emcst ce0edpemMeHHas Koppekyust 003uposku MepkanmonypuHa™* u
Memompekcama** e 3asucumocmu om Koauuecmea Jjelikoyumos. 3adaueii s8nsemcs makas
rocmuposka 003, npexcde 6cezo MepKanmMonypuHa** umo6ol Jietikoyumst cmabuipbHo Oepicanuce 6
npedenax om 2000 do 3000/mkz1, He donyckas Kak passumus anaasuu, max u ygeaudeHus aetikoyumos
solue 3000-3500/mxn.

Ipomoxonst  cepuu Mockea—bepaux npedycmampusarnm maxxe npoeedeHue  peuHOyKyui
(Oexcamemason™* + @uHKpucmuH™**), kaxdvie 6 Hedenv noddepxmcusarweti mepanuu [74,75). Ha
nepevix Mmpex peuHOyKyusx npoeoodsmcss UHmMpameKkaabHole 88edeHUs 3 Xxumuonpenapamos.
Iayuenmam, Komopsim npoeoodunocs KpaHuaibHoe o0yueHue, UHMpameKkaibHo 8800s1Mcst MOIbKO 2
npenapama — memompexcam** ne egooumcs [20,32,46,47].

e [Maumentam mnaziie 18 net ¢ OJIVI, He ZOCTUTIIMM PEMMUCCUU TTOC/Te MHIYKUMOHHONM Tepanuu
(rpymmbl E wiim T-HR 1ipu crpatudukamnmm no mporokony ALL-MB 2015 mau rpy1ma BbICOKOTO
pucka o npotokoiny ALL IC-BFM 2002 — cMm. npuiokeHne A3) peKOMeHAyeTcsI IIpoBeneHue
MHTEHCUBHOV Bbicokono3HoM IIXT [1-4,6,16,32,47,48].

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

KommenTapum: [layuenmol, onpedeneHHole 8 2pynny 8bICOK020 PUCKd, N0 3agepuleHul UHOYKYUOHHOT
mepanuu, noayuaom UHMeHCUBHYI 6blcoOK0d03Hylo IIXT, npedcmasasiowylo co6oli Kopomkue
nociedosamervHole Kypcol uHmeHcusHoli IIXT — «6n0Ku». B 3asucumocmu om HAAUuus noKasauii,
COBMECMUMO20 OOHOpA U  OQOCMUMEHUS KIUHUKO-2eMAmonozu4eckoli pemuccuu, nayueHmam
nposodumcst TTCK 8 MakcumanvHo paHHue Cpoku.

Tepanus nayueHmos 8s1coK020 pucka (zpynnst E unu T-HR npu cmpamuguxayuu no npomoxony ALL-
MB 2015 unu epynna 8wsicokozo pucka no npomoxony ALL IC-BFM 2002 - cm. npunoxcerue A3)
nposooumcsi moJibko 8 YCI08USX KPY2J0CymouHozo cmayuoHapd. Ileped Hauanom Kkax0ozo 6710Ka
8b1c0K0003HOU XT 06513amesibHO Uccedo8amue 00ujez0 KAUHUUECK020 AHANU3d KPosu, GUOXUMUUECK020
aManu3a Kposu obujemepanesmuueckozo, ucciedosanue GyHKYuU HehpoHo8 no KaAupeHcy KpeamuHuHa
(npob6a Pebepza), pezucmpauus IKI. IInowjade nosepxHocmu mena 01s pacuema 003 JeKAPCMBEHHBIX
npenapamos nepecuumsl8aemcs 3aH080 neped Hauaiom Kaxc0ozo 610ka. OyeHka cmamyca pemuccuu
nposodumcs neped Hauanom Kaxcoozo 6oka XT.

Tepanus 00/KHA HAYUHAMBCS KAK MOMHO ObiCmpee, umo 0COOEHHO BaMCHO O NepebviX Mmpex
mepanesmuuecKux 3J1eMeHMos8. BpemeHHble NpPoMeIymKu Mmexdy 3/1eMeHmamu onpeodensromcs
8bIX000M U3 anadasuu, oOWUM COCMOSHUEM nayueHma u 00BeKMUBHO pe2ucmpupyemoti opzaHHol
MOKCUUHOCMBI0.  MUHUMANBHBIT — NPOMENCYMOK — Mewdy —Hauaiom 08yX  NOCae008amenbHbiX
mepanesmuueckux snemeHmos cocmasnsem 21 Oenv. Pedykyus 003 He npedycmMompeHda. B ciyuae
Heo6xo0umocmu CpoOKU 86edeHUs KOHKPEemH020 npenapama co8u2aiomcs wid OH OIMMeHSencs.
Tepanesmuueckuti 31eMeHm He 00JIyeH NPepsI8amspCsl.

e [Maumentam mutanmuie 18 et ¢ OJIJI Boicokoro pucka (rpymnmsl E wiin T-HR 1mpu crpatudukaiimm
o ripotokony ALL-MB 2015 wiu rpymia BbICOKOTO pucKa 1o rmpotokony ALL IC-BFM 2002 — cm.
npwioxkeHue A3), pebpaKkTepHbIM K CTaHAAPTHBIM KypcaM BBICKO03HOV XT, peKOMEeHAYeTCsI
JCIIONb30BaHNeE B COCTaBe OJIOKOB BBICOKOMO3HOM XT B KauecTBe Tepamuy 2-i JIMHUM HOBBIX
TperapaToB TPYIIIIbI aHAJIOTOB MMypuHa — KinodapabuHa/HemapabuHa** [76-84].

YpoBeHb Yﬁe,lII/ITEJII)HOCTM pexomennaunﬁ -C (YpOBeHb JOCTOBEPHOCTU A0Ka3aTeJIbCTB —
4)

KommeHTapum: Dma zpynna nayueHmos Hyxoaemcs 8 OaJbHeliuleli uHmeHcugukayuu mepanuu
nymem npogederus annozedHoli TI'CK. Heob6xodumsim ycioguem ycnewroti TTCK sensemca Hanuuue
MOB-HezamueHoli pemuccuu neped mpaHcniaHmayueti, Umo 3audacmyro a6Jemcs CJI0XCHoU 3adaueri
u3-3a 3HauumesvHoll npedneueHHOCmuU, peppakmepHocmu 3abonesanus K «cmavdoapmuoii» XT u
02PAHUYEHHO020 KOJIUUECm8a HOBbIX AKMUBHBLX XUMUONPENnapamos.

ZanHele nocieOHUX MeXOyHapoOHblx uccnedosauil 2080psam 00 3 @ekmusHOCMU UCNOIb308AHUS Y
2MUX NAyueHmos ¢ uyeavlo npeodosieHuss pesucmeHmHocmu u docmuxcerus MOB-HezamugHol



pemuccuu ¢ nocnedyioujum nposederuem TICK HOB8bIX npenapamos u3 zpynnsl aHan0208 NypuHa -
knogapabura (0na BIT-OJUT u Hekomopsix nodepynn T-OJUI) u HenapabuHna™* (dns T-OJLI).

Knogapabun — nypurosslii Hyk1eo3udHslli aHanoz 2-20 NOKONEHUs1, CO30aHHbLli € udeeti Ucnonb308aHUS
8cex npeumywecme ezo npeouleCmeeHHuUKos, #paydapabuna** u #kaadpubuma. MexaHusm e2o
deticmeus KOMOUHUPOBAHMBIL, OCHOBAH HA UHeUOUposaHuu ¢epmenmos curvmesa IHK, a makice
HenocpedocmeeHH020 8030elicmaust Ha MUMOXOHOpUU ¢ 8vldeseHUeM Nnpoanonmomuyeckux 6enKos u
yumoxpoma C.

Henapabun™* - nponekapcmeo  aHanoza 0e30KCUZYAHO3UHA, KOMmopoe  deMemunupyemcs
adenosuHndezamuHazoii 6 ara-G  u  ocopunupyemcs  0e30KCuU2yaHo3UHKUHA30l U
0e30KCUyUmMuOUHKUHAa3oli 8 5-MoHogocam, Komopwlli 3amem KoH8epmupyemcs 8 5-mpugocgam,
ara-GTP. Akkymynayus ara-GTP e nelikemuueckux 0J1aCMHblX KAeMKax npueooum K uHzubuposaHur
cunmesa /JHK u cmepmu kjiemku.

Iayuenmam ¢ OJUI epynnel 8blCOK020 puckda, He O00CMUWUM DPeMUCCUU NOCTe NpogedeHus
«cmaHdapmuoli» 8bicok0003HOl XT, pekomeHdyemcs UCNONb308aHUe KA0(papabuHa 8 MAakCUMAnbHbIX
003ax unu HenapabuHa™** (8 3asucumocmu 0m ummyHonozuueckozo sapuarma OJUI) 8 KomOuUHayuu ¢
Opyaumu Xxumuonpenapamamu 6 cocmase 6710k08 8b1coko003Hotl XT 6 kauecmee mepanuu 2-1i AUHUU.

e Jlanmentam wmnagme 18 ser ¢ BII-OJIJI Bbicokoro pucka (rpymnmbl E mam T-HR  npu
crpatuduKanyy mo mpotokony ALL-MB 2015 mau rpyrimna BbICOKOTO PUCKa IO MpOoToKomy ALL
IC-BFM 2002 - cm. mpwioxkeHue A3) ¢ BbICOKMM YypoBHeM MODB mocine mpoBeneHus
BBICOKOO3HON XT peKoMeHAyeTcsl MpuMeHeHKe OGMMHATyMoMaba™* C Lembi0 JOCTVKeHUS
MOB-HeraTuBHOM pemuccuu ¢ mocienywouym mposenenviem TI'CK [85-88].

VpoBeHb yoeaquTeIbHOCTY PeKOMeHanuii — B (ypoBeHb JOCTOBEPHOCTY JOKA3aTeIbCTB — 2)

Kommenrapum: Heobxodumsim ycnosuem ycnewHoti TICK sensemcs Hanuuue MOB-HezamugHol
pemuccuu neped ee nposedeHuem [33-35]. [ns pedpakmepHsix nayueHmos u3 2pynnel 8b6.COKO20
pucka, docmudiceHue Maxoli pemMuccuu 3auacmyio 8asemcst C10XcHoU 3adaueli u3-3a 3HaUUMeNbHOL
npeoneueHHoCmu U 02paHu4eHH020 KOJIUUecmea Ho8bIX AKMUBHBLX XUMUONPenapamos.

B nocnednee epems npucmajibHoe 8HUMAHUE OKA3bl8AEMCS UMMYHOMepanedmuueckum nooxodam 8
mepanuu OJUL. OOHUM u3 6apuaHmos s5eJ1emcs UCnoJib308aHUe MOHOKJIOHAIbHBIX AHMuimen -
bucneyuguueckux akmusamopoe T-knemok (BiTE AT), Komopvsle HANpamylo MOOUIU3YIOIN
appexmopHsle T-kiemku 0nsk NpomMueoonyxonegozo deticmsusi. O0Hum u3z maxux BiTE AT sensemcs
OnuHamymomab6™* — komopwlli  npedcmaensem  co00l  AHMUMENO-KOHCMPYKM,  CeJIeKMUBHO
cessvlgarujeecss ¢ anmuzeHom CD19, sxcnpeccupyemsiM HA NOGepXHOCMU B-Knemok, U aHmuzeHom
CD3, akcnpeccupyemsim Ha nogepxHocmu T-knemox. Taxkum o6paszom, OnuHamymomao**
nomeHyupyem HecmumyauposaHHvle T-Kaemku u UHOYyuUpyem npsimyro YumomoxcudHoCmy npomue
CD19+ B-numeobnacmos. Cambim uacmeim eapuarmom OJUI y demeli siensiemcs onyxonv u3 B-
KJ1emoK-npeduiecmeeHHUK08. Apecm OJuggepeHyuposku Moxem npousoiimu Ha a00oM 3dmane
paszsumus B-kiemxu, 00HAKO U HA PAHHUX, U HA 00jlee NPOOBUHYMbIX CMAJUSIX CO3PeBAHUsl OHU, KAaK
npasuo, akcnpeccupyrom CD19, makum 06paszom, CmaHosscb MuuieHsio 011 OauHamymomada ™

IHayuenmam ¢ BII-OJUI 8bicoko20 pucka (zpynnet E unu T-HR npu cmpamugukayuu no npomoxony
ALL-MB 2015 unu zpynna 8s1c0K020 pucka no npomokosry ALL IC-BFM 2002 — cm. npunoxeHue A3), ¢
ebicokuM yposHem MOB nocne npoeedeHus 8bicok0003HOU XT, pexkomeHdyemcs UCNONb308AHUE
6aunamymomada™* ¢ yenvto docmuxcerus MOB-HezamueHoli pemuccuu ¢ nocaedyrouum npogedeHuem
TICK.

Baunamymomal™* HazHauaemcs KpyaJiocymouHoti HenpepwleHoli uH@y3ueti demsm, secom 0o 45 ke 6
dose 5 MKZ/MZ/Cym do 8-20 OHa, 3amem 15 MKZ/MZ/Cym do 28-20 OHs. [lemam ¢ secom Goablue 45x2 — 9
MKz/cym u 28 mKz/cym coomeencmeeHHO.

e [lauyentam 1-18 ger gng jedeHus CD19-monoXuUTeNbHOrO, OTPUIIATENBHOTO IO
bunagenbduiickoit  XpoMocome  peuuauMBuUpYyIOmero uauM  pedpaxreproro OJUT  u3
MpeaIIeCTBEHHMKOB B-mmM@onuToB (rTocste, 1o KpaiiHei Mepe, IBYX JMHUI MTpeanIecTBYIOIeit
Tepanuy WIM TIOC/Ie IepeHeCeHHOV aJIOTeHHOM TpaHCIUIaHTaUuM TeMaTONO3TUYECKMUX
CTBOJIOBBIX KJIETOK) PEKOMEHAYeTcsI TIpuMeHeHne GinmHaTyMmomMmaba™* B MoHoTepanmu [87].

VpoBeHb yoeaquTeIbHOCTY PeKOMeHanuii — B (ypoBeHb JOCTOBEPHOCTY JOKa3aTeIbCTB — 2)



Kommenmapuii: 0ns pepakmepHosix u peyuousupyowjux nayueHmos u3 2pynnsl 8bICOK020 PUCKA,
docmudiceHue NOJHOU pemuccuu ¢ nociedyroujum nposedeHuem TICK (8 mom uucie nosmopHO)
A6J151emMcsl HU3Hecnacanujum JjeueHuem. Pe3ynsmamsl 0mKpslmozo MHO20UEHMPOBO20 UCC/Ie008aAHUSL
Npo0eMOHCMPUPOBAIU  BbICOKYID A(PPexmusHocmy npumeHeHus OnuHamymomadba y OamHoOU
kamezopuu 00nvHbIx. Y 39% nayuenmos 6bl1 NOJIyueH NOHbIL 0maeem Ha mepanuto, U3 Komopolx 6oJiee
nosnosuHbsl docmueau NOIHOU KAUHUKO-2emamoJiozuyeckoli pemuccuu ¢ MOB-HezamugHslM cmamycom,
umo 6 nocnedyruiem n0360un0 evinonHums TICK.

Bnunamymoma6b ** HasHauaemcs Kpyz2aocymouHoti HenpepwieHotli uH@ysueti demsm, secom 0o 45 ke 6
doze 5 mrz/m?/cym do 8-20 OHs, 3amem 15 mre/m?/cym do 28-20 Ous. [Jemsam c eecom Gonvuie 45kz — 9
MK2/cym u 28 MKz/cym coomeemcimeeHHo.

3.1.2 ConnpoBOoauTeIbHAA TEPANUS

IIna adekeamHozo 8bINOJIHEHU Mepanesmuueckozo Npomokoaa Heo6Xo0umo cmpozoe cobodeHue
NPUHYUNO8 CONPO8oOUmMebHOL mepanuu, Komopsle N00PoGHO ONUCAHDL 8 KAXOOM mepanesmuieckom
npomokone u 3asucam om npumersemoli XT. OOHAKo cyuwlecmeyom «obujue» pekomeHOauull,
Komopele gkouaiom e cebs caedyrwujee [20]:

e Bcem nmauueHtam miagire 18 set ¢ OJIVI Ha nmepuon, MHTEHCUBHON Tepanuy PpeKOMeHAYyeTCs
YCTaHOBKa LIeHTPaJIbHOTO BeHO3HOro KateTepa [20].

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

KommeHTapun: Hanuuue yeHmpaisHoz0 8eHO3H020 Kamemepa, ob6ecneuusaroujezo 803MOXCHOCb
MOHUMOPUH2A YEHMPANbHO20 8EHO3H020 0d8JIEHUSl, UaACmblX 3a60pP08 KPOoBU U BblCOKYH CKOPOCMb
88edeHust Huokocmeti 67155emcss AGCONOMHO HEOOX00UMbIM HA HAYATLHBIX dManax mepanuu u y
nayueHmos 8v1cok020 pucka (2pynnet E unu T-HR npu cmpamuguxayuu no npomoxony ALL-MB 2015
unu 2pynna 8ulcoxkozo pucka no npomoxkony ALL IC-BFM 2002 — cm. npunoxeHnue A3), noayuarnwux
UHIMEHCUBHYH 8bICOK0003HYI0 XT.

e Bcem mnammeHtam wmiagiie 18 sger c¢ OJIJI B mepBble 7 [OHel Tepanuy HACTOSITEIbHO
pPeKOMeHAyeTCsI IIPOBefieH)e  TepaleBTUYeCKMX  MepPONpPUSTUII, HalpaBlI€HHbIX Ha
nmpowiakTuKy cuHapoMa Jjusuca oryxonu (COJI), B COOTBECTBMM C PYKOBOICTBOM TIIO
COTPOBOJMTEIBHON Tepamuu WM  KOHTPOMIO WMHOMEeKIMii TPy TreMaToJOTMUeCcKux U
OHKONIOTMYecKMX 3abomeBanusix [20,89,90].

VpoBeHb y6eauTebHOCTH pekomeHpauuii — C (ypoOBeHb JOCTOBEPHOCTU [OKA3aTe/IbCTB —
5).

Kommenrapum: COJI — 3mo Komnjiekc Memaboauueckux paccmpoticme 8 pe3yipbmaime MAaccugHozo
pacnada onyxonegulx KJIEMOK U 8blCBOOONEeHUs 8 naasmy u nepugepuueckue mKAHU
BHYMPUKIIEMOUH020 CO0epHUMO20 U Memabonumos. B ocHose namogu3uonozuu U KAUHUYECKOL
kapmuHst COJI iexcam HapyweHus Memabonusma u IKCKpeyuu Kaaus, Kansyus, Gochamos u mouesoli
kucnomst. Haubonee uacmo COJI passusaemcs 8 meueHue nepsevix 4 oHeti nocie Hauana IIXT, o0Hako
onucawsl cyuau u 6onee no3oHezo, 0o 7-20 OHs, debroma curdpoma. CmeneHs pucka passumus COJI
3aeucum om UHUYUANLHOU MAcCsl ONYXOau, COCMOsSHUs nayueHma Ha momenm Havana XT u
uHousudyanvHslx 0cobeHHocmeti Memaboau3Ma.

K saxcnetiwuum mepam npogunaxmuku COJI omHocames adekgamuas 2udpamayusl, 3awjesaqyusarue
Mouu, npedynpexcoeHue U KOppeKyus zunepypukemuu, a makxe 60psba ¢ 1eKmpoaumHsimu
Hapywerusmu. Cmandapmuoti Hazpy3koli sensemcst 3000 mn/m? mudkocmu, a y demeii 6ecom meHee
10 k2 — 200 ma/ke wudkocmu 8 cymku. basucHstli pacmeop 0ns uH@y3uu cocmoum u3 5% dekcmpo3ot **
u 0,9% Hampus xnopuda™* e coomHoweHuu 1:1. MHuyuansHas uH@ysus — 6e3 kanust. O0HAKo 6
OanvHeliwiem O00JHHA NPOBOOUMBCST KOPpeKyusl INeKmpoJiumos 6 coomeemcmeuu ¢ OaHHbIMU
OGuoxuMuUecKux amanu3os. InasHoiM Meponpusmuem s6J15emcsk UHUYUUPOBAHUE U noddepicaHue
8b1C0K020 Juypesa — 100-250 Ma/m?/u.

Yuumeigas Oosee HU3KYI0 PACMBOPUMOCb MOUe80ll KUCIOMmbl 8 Kucaoll cpede, HeoOX00UMO
obecneuums noddepicaHue HelimpaibHoz20 UU craboujenouHozo pH mouu: Hampus eudpoxapbonam™*
60 mmonb Ha aump uH@y3uu 0ob6asume K NOCMOSHHOU UHGY3UU YKA3AHHO20 8billle OA3UCHO20
pacmeopa (unu 100-200 mmons/m?/cym napannensHoli uHysuei) 6 yensix KynuposaHus
0eKoMNeHCUPOBaHH020 Memaboiuueckoeo ayudosa. Pezynuposanue Heo6X00umozo 06sémMa Hampus
2udpokapboHama™* coomgeemcmeenHo pH mouu.



Bcem nayuenmam 6 nepevie OHU mepanuu (5-8 OHell) noKAa3aHo HA3HaueHue alnlonypuHoia™* @ dose

10 mz/ke/cym 6 2-3 npuema (max — 500 mz/cym).

Ipu Hanuuuu 60BLWOL MACChl JeliKeMUuecKux KJAemoK U/l 8blpaieHHOll opzaHoMezanuu nepeas
do3a 2ntokokopmukoudos ons npogunakmuxu COJI domiHa cocmasasime /19— 1/ om cymouroti do3el.

e Bcem manmeHtam miaanuie 18 jer ¢ OJIJI, monyvyamwIMM XMMMOTEpanuio, peKOMeHAYeTCs
YHUBepcaabHasl npoduaakTMKa ITHeBMOI[MCTHOM ITHEeBMOHUMU KO-TPUMOKCa3071
[cynpdameToKCcazon + TpuMeTOnpuM|** Ha TPOTSIKEHUM BCETO TMepuoza JiedeHNsl B 103MPOBKax
COIVIACHO MHCTPYKUMM IO MEIUIIMHCKOMY IIPMMEHEHMIO JIeKapCTBeHHOro npenapara [20,91-
93].

VpoBeHb y6eAUTEIHHOCTY PEKOMEHAALNII — A (YPOBEHb JOCTOBEPHOCTU [OKA3aTe/IbCTB —
1).

e Bcem manuentam mitanume 18 jser ¢ OJIUI B ciayyae MOSIBJIeHUS JIUXOpPagKu WM OPYTUX
MPU3HAKOB MHQEKIMM He3aBUCUMO OT YPOBHS HENTPOOMIOB KPOBM PEKOMEHIYeTCs
HeMeJJIeHHOe HayaJlo SMITMPUYECKOi aHTMbaKkTepuanbHoit Tepanvu [20,94].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (ypoBeHb JOCTOBEPHOCTU [IOKA3aTENIbCTB —
5).

Kommenrapuun: Jluxopadxoii y nayueHma ¢ HetimponeHueii (Hetimpogunst < 500/mrn) cuumaemcs
00HOKpamHoe nosoluleHue 6azanvHoii memnepamypost meaa > 38,5°C unu HeckoJibKo nodsemos (3-4
pasa 6 cymku) 0o 38°C. I[IpuHumas 60 8HUMAHUE 8bICOKULL pUCK (hamanbHo20 ucxoda y nayueHma c
uH@exyueti, 1UXopadky y makoeo nayueHma c HelimponeHueti, pa3gusuLyio 8 xo0e Muea0cynpeccusHoli
IIXT, cnedyem pacyeHusamy Kaxk Haauuue uH@pexkyuu, umo mpebyem HemMedJIeHHO20 HAUANd
amnupuueckoti aHmubakxmepuanisHoli mepanuu u npogedeHust 00cnedo8aHus ¢ Yenvl) YmouHeHUus
xapakmepa uH@exyuu.

Ilpu esibope cmapmosoii KOMOUHAyUU aHmMuOUOMUKO8 Heo6X00UMO Yuumbsleams pe3yabmamol
N0BMOPHBIX 6AKMepuonoUHecKux Ucciedosauti 8 daHHOlU MeOUYUHCKOL opzaHudayuu y opyaux
nayuexHmos; OnumesbHoCmMs mekyweti Helimponenuu, npedutecmsyowuti kypc XT; UH(peKUUOHHDITI
aHaMHe3 nayueHma, npeduiecmeyrwujue Kypcol aHmubuomukos u ux 3ggexkmusHocmy; Haruuue
KJIUHUYECKOU CUMNMOMAMUKU.

AppexmusHocms cmapmosoli aHmubakmepuaivHoli mepanuu NOJIOXEHO oyeHusams uepe3 24-36
uacos 0ns mozo, umobsl cyoums 0 e€ JdocmamouHocmu, 00HaKo 8cezda Heob6X00UM NOBMOPHbBIL C
uHmepsaiamu 8—12 uacos demanvHulii OCMOMpP MAK020 nayueHmMa ¢ OYeHKOU cmabuipHocmu
2eMOOUHAMUKU U CMeneHU UHMOKCUKAYULU, NOsI87IeHUS. HO8bIX UH(DEKYUOHHDIX 04a208.

Y nayuenmos ¢ HelimponeHueli 6 cayuae 3¢dekmugHocmu aHmMubakmepuaibHol mepanuu
(omcymcmaue nuxopaoku u Opyeux NpPu3HaKo8 uH@ekyuu) oHa npodonxcaemcs 00 paspeuleHus
HelimponeHuu.

e V nauueHtoB Mianmie 18 jier ¢ OJIJI omHOBpeMeHHOe IIpMMEHEeHMe UTpaKoHasojla WIn
BOPMKOHA30J1a ¥ BMHKPUCTMHA BCIENCTBME PE3KOTO YCWJIEHMUS TOKCUMYHOCTU TIOCTIETHEro He
pekomeHayeTtcst [20].

VpoBeHb yoeaUTeIbHOCTH pekoMeHaanuii C (YpoBeHb JOCTOBEPHOCTH IOKA3aTe/IbCTB — 5).

e [Maumentam wMiamme 18 jyer ¢ OJIJI HasHaueHMe PEKOMOMHAHTHOTO TPaHYJIOIUTApPHOTO
KosioHMecTuMmyaupymoimero dakropa uenoBeka ([-KCD) pekomeHyeTcsi TOJNBKO B CIydasix
Pa3BUTHS TSIKEJTBIX JKU3HEYTPOKAOIIMX MHbekumii [20].

VpoBeHb y6eauTeIbHOCTU pekoMeHmanuii — C (YypOBeHb JOCTOBEPHOCTU JOKA3aTeIbCTB —
5).

Kommenrapum: FHmewoujuecs Ha ce200Hs  OaHHble  MeMOYHAPOOHbIX  UCCnedo8aHuil 00
appexmusHocmu u OGezonacHocmu npumererust [-KC® docmamouro pasHopodust [95,96]. Iloamomy
ucnonv3osaue I'-KCO pekomeHOyemcsi mosvko 6 Cyuae paseumust Msimenslx, HUIHEY2pOoIarujux
uHpexyuli Ha poHe annasuu KposemaopeHust C Yeavio CIumMyasayuu 2emonoasa. Mcnonvs3osarue I'-KCP
C YeJIbto CMUMyISyuU 2eM0oNn033a 07151 YKopoueHusl nepuoda annasuu 8He InU30008 MsxHenvlx UHQeKyuti
He pekomeHdyemcsl.



e Bcem manuentam wagmie 18 jer ¢ OJUI mpu CHWDKEHMM TeMOIIoOMHa Hioke 70 T/1 u
rematokpute meHee 0,3 MM PasBUTUM KIMHUYECKUX CHUMIITOMOB aHEMUYECKOTO CUMHAPOMA
(COHNMMBOCTb, TaxuKapaus, OJblllIKa) PeKOMEeHAYeTCs ManyeHTaM  TpaHchy3us
SpuUTpoLUTapHOIL Maccel [20,21].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YypoBeHb JOCTOBEPHOCTU JIOKA3aTENIbCTB —
5).

KoMmmenTapumu: 0o03a nepenusaemoli spumpoyumapHoti maccel — 10 mna/ke. Ilpu passumuu
nHe8MOHUU U OblxamenvHoli HedoCmamouHOCmu 3pUmpoyumapHass macca nepeausaemcss npu
CHUXCeHUU YPOB8Hs1 2emoeno0uHa Huxce 100 2/n

¢ Bcem nanuenTam muiajiie 18 et ¢ OJIJI py CHVOKEHUM YPOBHSI TPOMOOIIMTOB HIKE 10x10%/n
Jn60o mpu Gosilee BBICOKMX IIOKA3aTENIX TPOMOOIMTOB IpY HAIUUMKU TE€MOPPArudeckoro
cuHApOMa Uiy MHDEKIY pekoMeHayeTcs TpaHcdysus TpombokoHIeHTpaTa [20,21].

VpoBeHsb yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTM JOKAa3aTeIbCTB —

5).

KomMmeHTapum: Konuuecmeo nepeusaemsix mpombouumos cocmasnsem 1 dosza Ha 10 ke seca (4-6
003 Ha 1,5 M? nnowadu nosepxrocmu mena), npu smom 6 1 do3e mpom6oMaccs ONHHO COOePHAMBCS
0,5-0,7x10""  mpomboyumos. Ilpu Heo6GX0OUMOCMU BbINOJHEHUS UHBA3UBHBIX MAHUNYIAYUL
mpombomacca nepenusaemcsi 8 cayude, eciu mpomboyumos meree 40 000-50 000 moic/mra. B
Hacmosujee 8pemMsi NPAsUioM s8Jislemcst UCNO0b308aHue MpomboyUmMmos, NoJyueHHslx 0m 00HO020
JoHOpa nymém agepesa Ha cneyuaipbHblX NpubOpax cenapamopax.

3.2 Nnoe 1eueHue

e [IpoBemeHMe KpaHMATbHOIL JIyUeBOI Tepanuyu peKOMeHAyeTcs IalMeHTaMm miajiie 18 jer ¢
OJIJI B ciyyae clegylomyx ciaydasx (B 3aBUMCMMOCTM OT BbIOPAaHHOTO IPOTOKOJIA JIEUEHNS)
[1,2,97-99,3,4,15,41-43,54,56]:
© TalMeHTaM, MOTyJaloIIM JieueHue 110 mpoTokomy ALL-MB 2015:

= BCeM MalyeHTaM C MHUIMaIbHbIM TTopaskeHnem LTHC (8 I'p mJisg namyeHTOoB 110 3 net, 12 I'p
IS TTalMenToB 23 jier — 12 I'p)

= [anyeHTaMm rpymmsl B crapmie 15 et (12 I'p)

= manyeHTtam rpynn D u F crapure 3 siet (12 I'p)

© TmanMeHTaM, omyJyawiyum jedeHne mo nporokony ALL IC-BFM 2002
= TalMeHTaM IPYIIbl CTAaHAAPTHOTO ¥ TPOMEKYTOUHOTO pucKa — Toiabko rmpu T-OJIJI (12 I'p)
= BCeM MalMeHTaM IPyIIibl BbICOKOTO pucka (12 I'p).

YpoBeHb YﬁeﬂMTeJ’IbHOCTM peKomeHnaum‘i -C (ypOBeHb JOCTOBEPHOCTU J0Ka3aTe/IbCTB —

5).

KommenTapun: KpauuansHoe o007yueHue umeem HenocpedcmeeHHovle U 0modaneHHsle noGOUHble
2hpexmol, NO3MOMY 8 COBPEMEHHBIX NPOMOKONAX OHO UCNOTIB3YeMcss MObKo 0711 HeOGOAbUWOL UemKo
8bl0eNeHHOTl  N002PYNNnbl  NAYUEHINO08 NPOMENCYNOUHO020/8bICOK020 PUCKA (8 3asucumocmu om
peKkomeHOayuli 8b16PAHHO20 Mepanesmuueckozo nPomoKoIa).

Bonbuioe 3HaueHue umeem 0x8amol8aHue naoUAObI0 00JyueHUs 8Cez0 MO03208020 uepend U
0043ameJibHO mpex 8epXHUX Ce2MeHmMo8 uietiHo20 omadena no3eoHouHuxd. Ocoboe sHuUMaHue ciedyem
o0b6pamums Ha Mo, umoOsl ObLIU 0XBAUEHBI PEMPOOPOUMATbHBLE 001ACMU, OCHOBAHUE Yepend, d MakKie
2/1y00KO Jlexawjue yuacmku 8 oOnacmu cpedHeill uepenHoll samku. ExceOHesHas 003a 00JHcHA
cocmasisimo 8 nepgulii deHv 1 I'p, 6 nocnedyroujue — 1,7 I'p. O6nyuame credyem 5 dHeli 8 Hedento do
docmudieHus coomaemcmeyioujeti ooweti 003v. O6UIaAs NPOJOSHUMENLHOCE 00TYUEeHUS 3A8UCUM OM
UHOUBUOYANILHO NOJIyudemblx Jiyueeslx 003. KpauuanvHoe 007yueHue OOMNCHO 6bINOJIHAMbCA Ha
JIUHELIHOM ycKopumerne.

seske

B nepuod ob6nyueHuss nposodumcs 2 uHmMpameKkaibHbIX 88edeHUsl npenapamos (Memompexkcam™*,
yumapabur** xopmuxocmepoudst) — 1 pas 8 Heden, a Maxkxe Ha3Hauyaemcs MepkanmonypuH** 50
Me/M? 6 DeHb 6HymMpbL exedHe6HO HA NPOMsXEeHUU 6Ce20 nepuoda KpaHudansHozo obnyueHus. Jjo3a
MepkanmonypuHa** koppuzupyemcs 8 3agucumocmu om Jietikoyumos Kposu.



e TMaumentam muammie 18 et ¢ OJIJI Beicokoro pucka (rpymmsl E vuin T-HR 1ipu crpatudukaiimm
1o nmpotokory ALL-MB 2015 wtu rpyrmina BBICOKOTO pycka 1o rpotokony ALL IC-BFM 2002 - cm.
npunoxkeHye A3) B IepBoil peMUCCUM, a TaKKe BCEM MallieHTaM, He JOCTUTIIUM PeMUCCUU UIN
peuMIMBUPOBABIIMM IIOCJAe TMPOBENEHMSI MHIOYKIVMOHHOM Tepanuy, PpeKoOMeHAYyeTcCs
nposenenue TI'CK [1,2,43,3-6,15,16,31,32].

VpoBeHs yoenuTenbHOCTU pekoMeHZanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —

5).

KommeHnTapum: B 3agucumocmu om Haauuusi nokasavuii, coemecmumozo doHopa u docmuxcerust CR
nayueHmam 2pynnsl 8bicokozo pucka nposodumcs TICK 8 MakcumansHo paHHue cCpoKu.

IIposedenue TI'CK nokasaHo ecem nayueHmam 6 zpynne 8svlCOK020 pucka 6 I1-oii pemuccuu u
nayueimam c peyuduseamu OJIJI (3a uckioueHuem nayueHmos ¢ NO30HUMU U30JUPOBAHHBIMU
IKCMPAMEOYINAPHBIMU — peyudusamu) npu ycio8uu O0OHApy#eHus pooCmeeHH020 NONHOCMbIO
cosmecmumozo doHopa (HLA-munuposaHue 8bICOK020 paspeuleHusl). IToamomy ecem nayueHmam
HLA-munuposavue u uHuyuayusi noucka 0oHopa OOJXCHbI NPOBOOUMbCS  Cpa3y  hocie
cmpamuukayuu nayueHmos 8 2pynny 8bICoK020 pucKd.

IMayuenmam, He docmuzwium pemuccuu nocie nposedeHus: UHOYKYUOHHOU mepanuu, 001uzamuo
nokasaua annozewHas TICK nwo6ozo muna (8 3asucumocmu om 00CmMynHocmu 0OHOpPO8 U Om
MexHuuecKux 603MoHxcHocmetl).



4. PeaOunuranus

e Bcem mnaumentam wuaguie 18 sier ¢ OJIJl pekoMeHAyeTcsA IpOBeieHME KOMILIEKCHOI
peabwuranyu [100,101].

VpoBeHb yoeauTeIbHOCTY pekoMeHganuii C (YpOBeHb JOCTOBEPHOCTH JOKa3aTEIbCTB — 5).

Kommenrapum: [Tpoyecc peabunumayuu demeti ¢ OJUI dns ocyujecmesieHust KOMNieKCHOCmu 00Ji#eH
nposooumscs ¢ nepsozo OHA 3a0o0e8aHusl pebeHKa ¢ yuemom cheyuduku mexyujezo nepuood.

3adauamu 20ChumMaibHO20 3dMana ABAANMCA  8blABNEHUE CONYMCMBYIOWUX 3a00ne8aHuli  u
OC/IOXCHEHULl, JieueHue OCHO8H020 3a00/7e8aHUsl, KOMNAEKCHAS MeOUUUHCKAS U NCUX002U4ecKas
peabunumauus, NPoQUIAKIMUKA OCI0#HeHUTl cheyuguueckoli mepanuu. B ¢6s3u ¢ 0co6eHHOCMAMU
ncuxono0zuueckoz0 cmamyca 60abH020 pedeHKa, HapyuieHueM KOMMYHUKAMUBHbIX QYHKUULl Ha ¢oHe
deuyuma obuieHus co 300p08bIMU C8EPCMHUKAMU, Nedazozuueckoli 3anyuieHHocmuoto, degopmayueti
0emcKo-pooumensCKUxX OMHOUWEHUTI 8 CIPOHY 2uneponeku, NCUX0a020-nedazo2uteckas peaduiumayus
a615emcst 8axcHeliuM KOMNOHEHMOM KOMNAEKCHOU peabunumayuu Ha daHHom smane. Ha smom
amane peabunumayuu makie pewlarmcs u makue, 8eCbMa 8axcHole st AOCMUXMCEHUS KOHeUHOLl yeu
peabunumayuu 3adaqu, Kak npedynpexcoeHue 803MOMHbIX HAPYUIEHUL pocma u pazeumus peGeHKa 8
€653U ¢ 3a0071€8aHUEM U 02paHUUeHUeM 08U2amesbHOll akmusHocmu, npedynpexioeHue 08UzamesbHbIX
paccmpoticms.

Iayuenm nepedaemcs epauy-neduampy (8pauy-zemamosiozy) o Mecmy *umeabcmed npu Haau4uu
nosHoli pemuccuu neped Hauanom nooddepxcusaroueli mepanuu. IToddepxcusarouiyro mepanuro
nayueHm nosyuaem no Mecmy xcumenscmed. Bpau-neduamp (8pau-zemamosnoz) no mecmy
JHUmMenbcmea pykosoocmeyemcsi pekoMeHOauusmu, OaHHbIMU — CNeyuanucmamu  MeouyuHcKol
opeanusayuu, nposodusuiezo neuerue. Ha amom smane nposodumcss makie medUKAMeHmMO3Has,
Gusuueckas u ncuxosnozuueckas peadunumayus, 60cCMaHosieHue QYHKYUOHATbHO20 COCMOSIHUS
cucmem nayueHmos, a makxxce adanmauus K YCA08UsSM U HAZPY3KAM aMOynamopHOo20 pexcumd,
80CCMAHOB/IEHUE NCUXO0I02UYECK020 CIamyca nayueHma, 80CCMaHoseHue cnocoGHocmu K 00yueHur/
mpyoocnoco6Hocmu.

Jucnanceproe HabniodeHue 0Cyujecmessemcs yuacmkoguMu epauamu-neouampamu u epaiamu-
2eMamosiozamu 8 mecHoli 83aumocssi3u ¢ dpysumu cheyuanucmamu (no nokasaxusm). KomniekcHas
peabunumayuu  s16Jsemcsk  HeOMseMAeMbIM  KOMNOHEHMOM  OUCNAaHcepHoz20  HAOn00eHus —
NCUXonpoQuIakmuKa, 8visejieHue 0moaieHHslx nocaedcmeuti mepanuu U  CONYMCMeYUUx
3abonesaHuti, MeOUKAMEHMO3HAs, Ncuxonozuyeckas, Qusudeckas peadurumayus, CcoYUuaIbHo-
npasosas peabunumayusi: odyueHue, npopopueHmayusi, cemetiHoe KOHCYbMuposaHue.



5. IIpodunakruka

Cneyuguueckux npogurakmuueckux meponpusmuii 6 omHoweHuu nayueHmos ¢ OJUI He
paspabomato.

e Bcem naumentam wmague 18 ner ¢ OJIJI pekoMeHAyeTcCsl IpOBeAeHME OUCIIAHCEPHOTO
HaOI0eHNs y Bpada-reMaTonora/Bpava-neauarpa [1-4],85].

VpoBeHb yoeauTeIbHOCTU pekoMeHganuii C (YypOBeHb JOCTOBEPHOCTU TOKA3aTENbCTB — 5).

Kommenrapumu: Ilayuenm nepedaemcs 8pauy-neduampy (8pauy-zemamoniozy) no mecmy
HUMenbCmea npu HAIUYUU NONHOU peMuccuu neped Hauaniom noddepxcusaioujelti mepanuu.
Ioddepxcusarowyto mepanuto nayueHm nojayuyaem no mecmy xcumenbcmed. Bpau-neduamp (8pau-
2eMamoJsioz) N0 Mecmy HumesbCmea pyKkogoocmeyemcst pekomeHdayusimu, OGHHbIMU CNeyuaIucmamu
yupexcdeHusi, nposodusuiezo JieueHue. [lanvHeliuee JuchaHcepHoe HaGnO0eHUe O0CyujecmeJisemcs
YUACMKO8bIMU  8paUAMU-NeoUuampamu U 2emMamosiozamu 8 mecHoll 83aumocessu ¢ Opysumu
cneyuanucmamu (N0 NOKA3AHUSIM).

OCHOBHBIM KOMNOHEHMOM OUCNAHCEPHO20 HAOM00eHUSI QOJIHCHO Oblib C80e8PEMEHHOE 00HApPYXHEeHUE
npozpeccuposaHus 3a60ae8aHus, paseumus onyxoau 0pyzoli 1o0Kaiu3ayuu.

ITepuoduuHocms 1a60PAMOPHLIX U UHCINPYMEHMATBHBIX UCCIE008AHULL, OCMOMPOB CNEYUATIUCTO8:

1. O6wuti  xnuHuueckuii auanu3 xKposu ¢ OJupgepeHyuposaHHsiM nodcuemom Jelikouumos
(netikoyumapHoii popmynst) nposodumcs 1 paz e Hedento 00 OKOHUAHUS noddepicusaroujeti
mepanuu. ITocne okoHuaHus noddepxcusarouieli mepanuu — 1 pas e mecsy.

2. AHanu3s Kkposu OGuoxumuueckuii obujemepanesmuueckuti, 6Kauaowull 6ce nouyuu, onpedensemole
npu duazHocmuke, 00 OKOHUAaHUs noddepxcusarouieli mepanuu nposodumcs 1 pas e 3 mecaya. Ilocne
OKOHUAHUSsI noddepxcusaroujeli mepanuu — 1 pas e 6 mecsuyes.

3. [IyHKYuu KOCMHO20 M032d U CNUHHOMO3208ds1 NYHKYUS NPOBOOSIMCS MOJILKO 8 Ciyude Nosi8leHUsl
nodo3peHus Ha paszsumue peyuousda 3a60ne8aHusl.

4. Y3U opzanose OpiowHOL noa0Ccmu, Maunoz0 masda u 3abpouuHH020 NPOCMPAHCMBA 00 OKOHUAHUS
noddepxcusaroweti mepanuu npogoodsimes 1 pas 8 3 mecsaya. Ilocne okoHuanust noddepxcusaioulet
mepanuu — 1 pa3 8 6 mecayes.

5. Bpau-zemamoJioz, npogoduswiuli seueHue, nocie Hauaia noddepxcusaruleli mepanuu u nepedauu
nayueHma 8pauy-neduampy (8pauy-zemamonozy) no mecmy xumenscmea ocmampusaem
nayuenma 1 pa3 8 3 mecaya 0o okoHuaHus noddepicusaroweti mepanuu, 1 pas 8 6 mecsayes nocne
OKOHUAHUS noddepxcusarouieli mepanuu u npu nodo3peHuu Ha paszsumue peyuousa 3a601e8aHusl.

6.IIpu nepedaue nayueHma epauy-neduampy (8pauy-zemamosnozy) hno Mecmy HUMenvcmeaa
Heo6X00uUMoCmu 8 NJIAHO080M OCMOMpPe CNeYUANUCTNAMU CMEXCHbIX CheyuansHocmeli Hem. B criyuae
HaIuuus y nayueHma namosiozuu Kaxkoti-1ubo cucmemsl 0pzaHos, 803HUKLULEL 8 hpoyecce mepanuu
u nompebosasuieii 8MeUIAMeNbCME8ad CMEMCHbIX CNeYUanucmos, nNepuoouyHoOCmMs KOHMPOAbHbIX
0CMOMPO8 YCMaHasiu8aemcst UHOU8UIYaibHO U onpedensiencst CAMuM CMENCHBIM CNeyUanucimom.

OpraHusanyus okasaHuUs MeAUIIMHCKOM ITOMOIIN

MenuuyHCcKasi TOMOIIb, 3a MCKIIOYEHMEM MEeOUIIMHCKONM IMOMOIUIM B paMKax KIMHUYECKON
armpobauyy, B COOTBETCTBUU C demepaqbHbIM 3akoHoM or 21.11.2011 N2 323-®d3 (pex. oT
25.05.2019) «O6 ocHOBax OXpaHbl 3[I0POBbS TpakaaH B Poccuiickoit demepanny» OpraHn3yeTcs u
OKa3bIBaeTCs:

® B COOTBETCTBMM C TOPSIKOM OKa3aHUS MEeIOUIIMHCKON TIOMOIIY HaceJleHWI0 o Tpoduio
«[emaTonorusi», yTBEp>KOeHHOMY IPUKa3oM MuHMUCTepCTBa 34paBooXpaHeHMs Poccuiickoit
®eneparnyu ot 15.11.2012r. N2930H;

® Ha OCHOBAHMM HACTOSIIVX KIMHUNYECKMX PeKOMeHIalNii;

® C YyYeTOM CTaHAAPTOB MeAMaTpPUUecKoll  MeOMIIMHCKON  IIOMOILM, YTBEPXKIEHHBIX
YIIOJTHOMOYEHHBIM (e/iepaJbHbIM OPTaHOM UCTIOTHUTEIbHOI BJIACTH;

® JMHBIX HOPMATMBHO — MPaBOBbIX JOKYMEHTOB I10 TPOMWI0, 063aTeIbHBIMM JIJIsST MCITOJTHEHMS
Ha Tepputopun Poccuiickoit @epepaniiy BceMyu MeIULMHCKUMM OPraHU3alysIMU.



ITepBUUHasT MeOMKO-CAHMUTApHAsT ITOMOIIb BK/IIOUAET B Ceb6sT MepOIpUSITUS IO MPO(PUIaKTUKE,
IVATHOCTMKE, JIeUEeHMIO 3a0o0JieBaHMiI KpOBM, KPOBETBOPHBIX OPraHOB, 3JI0KaueCTBEHHBIX
HOBOOOpa30oBaHMil JMMGOUIHON, KPOBETBOPHO! M POACTBEHHBIX MM TKaHei, MeIVIIMHCKOM
peabwiutanyyu 1 GOPMMUPOBAHMIO 3IOPOBOT0 00pa3a KU3HU.

Ilpu mnomospenuu y mnamyenta OJIJI Bpau-memgyaTp YYaCTKOBBIM, Bpad oOIIeii IMPaKTUKU
(ceMeliHBIN Bpay) WJIM MHbIEe BpauM-CIIELMAINCTBI B CPOKM, YCTAHOBJIEHHbIE 3aKOHOLATEIbCTBOM,
HAIpaB/SIIOT MalMeHTa Ha KOHCY/IbTAUMI0 B MEOVLVHCKYI OpraHM3aluuio (reMaTOIOTMYecKuit
KabMHeT, KIMHUKO-AVATHOCTUYECKOe OTHe/NIeHVe TeMaToJOTuM) JJid OKa3aHWusl TepBUYHON
CreuMaan3upPoOBaHHONM MeAMKO-CAHUTApPHOM IIOMOILM, B KOTOPO MPOBOASITCSI OCHOBHBIE
JIMarHOCTUUYECKME MEPOIPUSTHS C 1[eIbI0 YTOUHEeHMUsT U BepuduKauuy quar{osa, B TOM YMCTe, C
JUCIO/Ib30BAHMEM  CHENUAJIM3MPOBAHHBIX  MAHMITYJASUMIA  (DYHKLUMS ~ KOCTHOTO  MO3ra,
TPeraHoOMOICYSI KOCTHOTO MO3Ta).

B c1yyae HEBO3MOXKHOCTY MPOBeLEeHMS AMAarHOCTUUYECKUX UCUIeLOBaHMI MalMeHT HaIllpaBJ/IsSeTCs
B MHYI0 MEIMUIIVHCKYI0 OpraHM3aInio, KOTOpasi OKa3bIBaeT MPOMWIbHYI0 MEeIUIVHCKYIO TTOMOIIb
MamnyeHTaM € reMaToJOTMYeCKMMM 3a00JIeBaHMUSIMU [JIsT YCTAHOBJIEHUSI IMAarHO3a M OKa3aHUs
creluaaM3upoBaHHO, B TOM UlMC/ie BBICOKOTEXHOJIOTUYHO, MeIUILIMHCKOI TTOMOIILN.

CnenyanusupoBaHHas, B TOM UMC/Ie BICOKOTEXHOIOTMYHAS, MEIUIIMHCKAST TIOMOIIb OKa3bIBAETCSI
BpauyaMM-TeMaTojioraMy M MHBIMM BpauyaMy - CIeIuaJuCcTaMM B YCUIOBUSIX CTallMOHapa
KPYIJIOCYTOUHOTO MpeObIBaHUS M BKIIOUAeT B cebsd MpoPWIaKTUKY, AUATHOCTUKY, JieueHue
3a60/IeBaHMIT ¥ COCTOSIHMIA, TPEOGYIOIIMX MCIIOMb30BaHMSI CIEIMaTbHbIX METOMOB U CJIOKHBIX
YHUKQJIbHBIX MEIMIIMHCKUX TEXHOJOTMI, a Takke MEOUIMHCKYIO peabuauTalnio, KOTopasi
OKa3bIBAeTCSI MEIOUIIMHCKMMM OpPraHM3alMsIMM, WMEIOMUMM Heo6XOOMMYI0 MaTepuaabHO-
TeXHUYECKYI0 0a3y, HaluuMe BbICOKOKBATMMUIMPOBAHHBIX CIEIMAINUCTOB M JIMIEH3UI0 Ha
OCYIIEeCTBIEHME MEAUIIMHCKOI eSITeTbHOCT.

Ha manHOM ypoBHe OKa3saHMsI MeOUIIMHCKOI oMoy namyeHtam ¢ OJIJI, TakTuKa o0cieoBaHus
M JIeYeHMs, a TaKkke OIpefe/eHle 1eeco06pasHOCTY TOCIIUTANM3ALNMY YCTAHABIMBAETCS
BpauaMM-TeMaTojioraMy C IIpUBJEYEeHueM, B CIyyae HeOoOXOAMMOCTM. WHBIX Bpaueii-
CrienuanucToB. PemeHne KOHCWIMyMa Bpadeit 0hopMIISIETCSI TTIPOTOKOJIOM, TIOITMCHIBAETCS BCEMMU
YYaCTHMKAMU Y BHOCUTCS B MEIULIMHCKYIO JOKYMEHTAIMIO TIaljMeHTa.

IIpu BhIgBIeHMM UaM momospeHuy Ha OJIJI B xome OKasaHMUs CKOPOJ MEIMUIIMHCKON ITOMOIIM
MalyeHTa HapaBIsSiOT B MeOUIMHCKME OpPTaHM3alyy, OKa3bIBAKOIIMe MeIMUIIVMHCKYI0 TOMOIIb
MaiyeHTaM ¢ TIeMaTOJIOrMUYecKUMM/OHKOJIOIMYecKuMM 3a00/IeBaHUSIMM, [IJIsS  OIpene/IeHus
TaKTUKM BeJeHMS] ¥ HeoOXOOMMOCTM TIPUMEHEHMSI [IOIOJHUTEIbHO JPYTMX METOMOB
CITeNMaIM3MPOBAHHOIO ITPOTUBOOIYXO0JIEBOTO JIEUeHNS.

IlokasaHus AJisi TOCIUTANIMU3ALVN B CTallMOHAp (IVIAHOBO):

1.TlepBUYHO TIpM IIOHO3PEHMM Ha 3JI0KAaUYeCTBEHHOEe 3a00/ieBaHMEe KPOBM [JIT IIPOBEIEHMUS
IMarHOCTMYECKOTO JTara
2. Heo6xogyMoCTb IIpOBeAeHNS OUePEIHOr0 STama Tepamnuu (KpoMe MOoAAe PsKMUBAIOIIeli Teparm)

IlokasaHus 4151 TOCOUTAAN3ALMA B CTAIOHAP (3KCTPEHHO):

1. Jlio6oe yxyalieHue COCTOSIHMS TalyieHTa, Pa3BUTHE OCIOXKHEHMIi, TPeGyoUMX MpOoBeIeHus
9KCTPEHHO Tepanuu B YCIOBUSIX CTal[MOHapa
2. [lomo3peHue Ha peluauB 3a00IeBaHNs/Pa3BUTIE BTOPOI OITyX0JIN

Iloka3saHus K BBINVICKE MalieHTa U3 MegUIIMHCKOMI opraHmsanuu

1. OkoHUaHMe 3Tama Tepanuu TPU YCIOBUU OTCYTCTBUST MHOEKIMOHHBIX M TOKCUUECKUX
OCTIOXKHEeHUI, CUCTEeMHBIX HapyIIeHI1, TPeOYIoX Tepanuy B YCIOBUSX CTAIlMOHAPA

2. OKOHUYaHVe MHTEeHCUBHO Teparnuu Mpyu COXpaHeHUM KIIMHUKO-TeMaTOIOTUYeCKO peMUCCumn

3. B ciydae npu3HaHMS TAIMEHTa UHKYPAOETbHBIM, JJIS AaJbHENIIero oka3aHus MauiMaTUBHOMN
MeIUIIVTHCKO ITOMOIIY B MEAUIIMHCKOI OpraHM3aiuu 1Mo MeCTy KUTeTbCTBA.



6. lonmoHuTebHasAs MHGoOpMaIs, BAUIIONIas Ha
TeyeHye ¥ ¥ICXO0H 3a00/IeBaHus

BakuuHanus naryesTos ¢ OJIJI [85]:

1. B mepuop, ieyeHusT BaKI[MHALVST He TIPOBOIMUTCS (MCK/TIOUEHME COCTAB/ISIET BaKI[MHAIIVS IPOTUB
rematuTa B, KOTOPYI0O MOXHO MPOBOAMTHh Ha (OHE Tepamnuy MO CHeUMaJIbHON cxeme Ijist
MMMYHOKOMITPOMETMPOBAHHBIX MTaIIIEHTOB).

2.Tlocie OKOHUYAHMS TIOAMEPKMBAIOIIEI Tepamuy TP YCIOBUM HAIUUMS TIOTHON pPeMUCCUU
BaKIMHAIMIO0 MOKHO ITPOBOAUTD B TIOJTHOM 00beMe, MCKITIOUMB JKMBbIE BaKIIMHBI.

B03MOKHOCTB IIpeGhIBAHNS B OPraHM30BaHHOM KO/UIEKTUBE:

1. He xenaTesibHa Ha nepuop, IpOBeeHUSI UHTEHCUBHO Teparui.

2. OrpaHnyeHa SMUAEeMUOIOTUUECKOI CUTYalIMel M KIMHUKO-Ta00paTOPHbIM CTATyCOM IalieHTa
B mepuof, IpoBeJleHNs MOoAAepsKMBalolleli Teparmn.

3. He orpaHuyeHa 1ocjie OKOHUaHMS MOAAepKMBaloleli Teparmi.

Bo3MOXHOCTB Harpy3oKk u 3aHATUIN CIIOPpTOM:

1. ®usuyeckue HaArPy3KM He skeaTe/ibHbI B TepUO[, MPOBeAeHMsI MHTEHCUBHO Tepanuu.

2. OrpaHnyeHbl KIMHUKO-TA00pPaTOPHBIM CTATyCOM IIaliieHTa B I[epuofd  IPOBeIeHMs
MOOAeP)KMUBAIOLLENi Teparum.

3. Ilocme OKOHYAHMS MOAJEPKMUBAIOIIeil Tepaluy OrpaHMYEeHbl TOJBKO pa3BUBIIENiCcS B Mepuop,
JleueHMsI TIATOJIOTMel OIPHO-ABUTATeIbHOTO ariaparta WIM TSDKeJbIMU COMYTCTBYIOIIVMU
3a60meBaHMSIMUA. [IpyU X OTCYTCTBUM HE OrPaHMYUEHbI.



KpMTepMI/I OL€HKM KauyeCTBa MQ,Z[I/IIJ,I/IHCKOﬁ

IIOMOIIM

Kputepum kauectsa

YpoBeHb
AOCTOBEPHOCTH
AoOKa3aTeNbCTB

YpoBeHb
y6eautenbHoctn
pekoMeHAaauui

MauuneHTy mnagwe 18 net ¢ nogospeHunem Ha OJ1J1, a ¢ BepubrUMPOBaHHbIM
OJ1/1 Npu nepBMYHOM npueme, Ha 8 AeHb MHAYKLMOHHOW Tepanuu u panee
BO BpeMsi npoeeaeHust XT BbIMNONHEH O6WMIA (KIMHUYECKUIA) aHann3 KpoBu
pa3BepHyTbIf [ andbdepeHUMpoBaHHbIM noacyeTom neiKkounToB
(nenkoumnTtapHas dopmyna)

@

MauneHTy Mnagwe 18 neT C NOAO3PEHMEM Ha uOJ‘IJ‘I, a Takke ¢
BepuduunpoaHHbiM OJ11 Ha aTane MHAYKUMK (Ha 15-i aeHb Tepanuu 1 no
OKOH4YaHuUu VIH,CLYKLLVIVI) BbINOJSIHEHO MOJIy4eHUe LUTOI0rnM4yecKoro npenaparta

e
KMy TeM Ty RO C TOCAeA Y O g TooT TS ecKitM cCAeAoBaR e MasKa

kAR sa

YpoBeHb

YpoBeHb

MauneHty m™nagwe 18 ner ¢ noajo3peHvem Ha OJU1  BbINOAHEHO

AOCTOBEPHOCTH
g@okasaresnbCcTe

yoennTt T

BeKoMeHaaumi

HMTOXVIMTSeCKOe MCCeAoBatte perapaTa KM

MauneHty M™nagwe 18 netr ¢ noao3peHneM Ha OJUJT BbINONHEHO
MMMYHO(DEHOTUMMPOBAHNE FEMOMNO3TUHECKUX KETOK-MPeAWecTBEHHUL, B KM

MauneHty m™nagwe 18 ner ¢ nopjospeHvem Ha OJU1  BbINOAHEHO
LMTOreHeTUYecKoe nccneaoBaHne (KapuoTun) v MosieKysipHO-reHeTu4yeckoe
unccneposaHve (FISH-meTon) Ha oAHy napy XxpoMocom acnupata KM

MauneHTy Monoxe 18 net c nogo3peHnem Ha OJIJ1, a Takke C
BepudunLMpoBaHHbiM  OJIJT B AMarHOCTMYECKW nepuoa W B npouecce
Tepanuu  BbIMOJSIHEHbI _ CMIMHHOMO3roBasi  MyHKUMS € NOCneayoLuM
nccnenoBaHMEM ypoBHSA 6enka B CMMHHOMO3roBOM XWAKOCTU, uccneaoBaHme
YPOBHSA FJIOKO3bl B CMUHHOMO3roBOM XKNAKOCTH, MUKPOCKONU4eckoe
unccneanosaHune CMUHHOMO3roBOM XUAKOCTKU, NOACHET KNIETOK B CcYeTHOM
KaMmepe (onpeaeneHve LWTO3a) M LMTONOMMYECKOe MCCieAoBaHue KNeTok
CMUHHOMO3roBOM XKNAKOCTU

MauveHTy Monoxe 18 ner c BepudPUUMPOBAHHbIM AnarHosom OJI1
Ha3HayeHo JileyeHWe MO OJHOMY U3 C/eAyloWuX TeparneBTUYecKnX
MPOKTOKOMI0B, MPOTOKONbI rpynnbl MockeBa-BepnanH (ALL-MB-2008 wnnu ALL-
MB-2015) nn6o npoTtokonsl rpynnsl BFM (ALL-BFM-95 nnn ALL-BFM-2000)

MauveHTy Monoxe 18 ner c BepudPUUMPOBAHHbIM AnarHosom OJI1
BbIMONIHeHa NpodunakTuKa Wan neyeHne HeiponenkemMmm

MauneHty m™nagwe 18 net ¢ BepuduUMpOBaHHbIM aAnarHosom OJI1
Ha3HayeHa noaAepXxueawuas Tepannu aHTuMeTabonutTamm

10.

MauuneHTy mnaawe 18 net ¢ Ph+-0J1J1 (OS] ¢ Hanuumnem dpunagensduninckon
xpoMmocombl - t(9;22)(q34;q11.2)/BCR-ABL1) Kk cTaHAapTHOW Tepanuun
pobaeneHbl UTK

11.

Mauventam mnagwe 18 ner c BepuduUUpoBaHHbIM AunarHozom OJU1 Ha
nepuoj WHTEHCUBHOW Tepanuu YCTAHOBMEH LEHTPaSbHOrO BEHO3HOro
KaTeTepa

12

NauveHTy Mnaawe 18 net ¢ BepudurLMpoBaHHbIM AnarHosom OJ1T B nepsble
AHV  (Hepenu) Tepanuu  NpOBOASATCS  TepaneBTUYEeCKMe MeponpusTus,
HanpaefieHHble Ha npodunakTuky COJI
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IIpunoskeume Al. CocTaB padboueri rpyIinbl

1. Kapauyackmuit A.I. — n.M.H., ripodeccop, OUPEKTOP MHCTUTYTA OHKOJOTUM, PAAVIOIOTUU U
spepHoit meguinHbl @I'BY «HanyoHanbHbI MEAUIMHCKUIA MCCIeA0BATEeNIbCKUI LEHTP JEeTCKOM
reMaToJIOTUM, OHKOJIOTUMM ¥ MMMYyHOJOTMM MMeHM Imutpusi PoraueBa» M3 P®; mpodeccop
KadeApbl OHKOJIOTMM, TeMaTojaoruuM U JydeBoil Tepamuu 1/¢p OPIBOY BO «Poccuiickumii
HAILlMOHAJIBHBIN MCC/IeL0BATENbCKUI MeOUIMHCKUI yHUBepcuTeT umenu H.W.IMuporosa» M3
P®; uien npasaeHust HalyoHaapHOro 06IIecTBa JeTCKMUX reMaToI0TOB U oHKoj10roB (HOIT'O).

2. PymsauneB A.I. — akagemuk PAH, n.m.H., mpodeccop, IIpesument O®I'BY «HaimoHaabHbIA
MeIOUIMHCKUIA UCCIef0BaTeIbCKUIA [EHTP OEeTCKOI IreMaToJIOrMM, OHKOJOTUM Y UMMYHOJIOTUN
umenn [Imutpus PoraueBa» M3 P®; rpodeccop kadeapbl OHKOIOTUM, TeMATOJIOTUA U JIy4eBOit
teparmmu 11/ ®I'BOY BO «PoccuitcKuii HaIMOHAIbHBIA MCCAeA0BATEIbCKUI MeIUIIMHCKII
yHuBepcuter umenu H.U.IIuporoBa» M3 P®; rnaBHbIVi BHENITATHBINA OETCKUII CHELMATUCT
remartosior; IIpesumeHT HaIlMoOHaJbHOrO 00IIECTBA [OETCKMX TeMaTOJIOTOB M OHKOJIOTOB
(HOIT'O), unen npasnenusi Corosa neguatpos Poccum.

3. PymsauneBa 10.B. — O.M.H., JOIIEHT, 3aB. OTAEIOM MCCAeTOBaHMS TUMOOIPoandepaTUBHbIX
3aboneBanmnii PI'BY «HauyoOHaIbHbIN MEOULIMHCKUIL MCCIem0BaTENIbCKUII IIEHTP IeTCKO
reMaToJIOTMM, OHKOJIOTUMM M MMMYyHOJOTMM MMeHM Imwutpusi PoraueBa» M3 P®; mpodeccop
Kadeapbl OHKOJIOTMM, TeMaTojJoruuM u JiydeBoi Tepamuu 1/¢p OIBOY BO «Poccuiickumii
HALMOHAJIbHBIM MCCAeL0BaTeNbCKMII MeAULMHCKMUI yHuBepcuTeT uMenu H.M.IImuporosa» M3
P®; unen HauyoHaabHOro 06IIeCTBa JeTCKMUX reMaTojI0roB 1 oHKoj0roB (HOITO).

4.TlomoB A.M. - K.M.H., 3aB. jjabopaTopyeii UMMYHOMEHOTUIIMPOBaHMS reMobacto3oB OIBY
«HanyoHanbHbIV MEIUUIMHCKUI MCCIeN0BaTEeNIbCKUI LEHTP JEeTCKOV remMaToJIOTUM, OHKOJIOTUY
U UMMYHOJIOTUY uMeHu Jmutpust PoraueBa» M3 PO.

5. Onpmianckass }0.B. — K.M.H., 3aB. jjabopaTopueii HUTOTEHETUKM M MOJIEKYISIPHOM TE€HTUKU
OI'BY «HaumoHanbHBIVI MEOUIIMHCKUI WMCC/IeN0BATENbCKUIA IIEHTP [OeTCKO TIeMaToJIOTUM,
OHKOJIOTMM ¥ MMMYHOIoruu umenu Imurpus Porauesa» M3 PO.

6. CrepanoB [I.H. — HayuHbIil COTPYAHUK, 3aB. HAyYHO-OPraHM3ALUMOHHBIM OTHeroM DIBY
«HauyoHa/nbHbI MeOUIIMHCKUIA UCCIeL0BATENbCKUI LEHTP AeTCKOM IreMaTo/I0rMM, OHKOIOTUY
M UMMyHoJoruu wumeHu [Omutpusi PoraueBa» M3 P®, uneH Poccuiickoro ob6iecTsa
OHKOTeMaToJIOTOB

KoHbmuKT MHTEpeCcoB OTCYTCTBYET.



ITpunoxxenue A2. MeTomonorusi pa3padoTKu
KJIMHUYECKMX PEKOMeHIalun

IleneBass ayguTOpUs JAaHHBIX KIIMHNYECKUX PEKOMEHAATIIA:

1. Bpau-remaTtosnoru

2. Bpaun-oHKoa0r"

3. Bpaun-negmatpsl

4. Bpaun KIMHUKO-Ta60paTOPHOM AMAarHOCTUKA

Tao6mmua 1. Illkana oleHKM YpOBHE! JOCTOBEPHOCTY [NOKa3aTelbCTB /ST METONOB JIMAarHOCTUKYI
(IVarHoCTMYeCKNUX BMellaTe/lIbCTB)

van PacwuundpoBka

1 CucteMaTuueckme  0630pbl  MCCNEAOBAHWA  C - KOHTPONeM pedepeHCHbIM  MeTOAOM  WMAW - cucTeMaTuueckuii  063op
PaHAOMW3NPOBaHHBIX KIMHUYECKUX UCCNIEA0BAHMIA C NPUMEHEHUEM MeTa-aHanunsa

2 OTAenbHblE UCCNEAO0BaHWUS C KOHTPONEM pedepeHCHbIM METOAOM WAV  OTAeNbHble PaHAOMU3MPOBAHHbIE KIIMHUYECKUE
VUCCNeAoBaHUs M cucTeMatuyeckune 0630pbl  UCCNEAOBaHME NO60ro  Au3aiHa, 33 WCK/YEHUEM paHAOMU3UPOBaHHbIX
KJIMHUYECKNX UCCNef0BaHNi, C MPUMEHEHVEM MeTa-aHanmsa

3 Wccnenosannsa 6e3 nocneaoBaTeNlbHOr0 KOHTPONS pedepeHCHbIM MeTOAOM WM UCCNefoBaHus C pedepeHCHbIM MeTOOM, He
ABNAOWMMCA HE3ABUCUMbIM OT UCCIeAyeEMOro MeTtoaa Uan HepaHAOMU3MPOBAHHbIE CPABHUTENIbHbIE UCCNeA0BaHUSA, B TOM Yyucne
KOropTHble uccrienosaHus

4 HeCpaBHMTEI‘IbeIe nccnenoBaHus, onmcaHue KNMHUYeCcKoro cnydas
5 MmMeeTcs b 060CHOBaHME MexaHu3Ma ,D,eﬁCTBMﬂ WU MHEHWE 3KCNepTOB
Ta6auoa 2. [llkasa OLEHKM YPOBHEN [OOCTOBEPHOCTM [OKAa3aTeNnbCTB [Jisi METOLOB

podUIaKTUKY, JIeUeHUsT U peabuanTaunm (IpoOuIakKTUIeCKUX, JIe4eOHbIX, peadINTalMIOHHbIX
BMeIIaTeIbCTB)

yaan PacwudpoBka

1 Cucrematunyeckumii 063op PKU ¢ npyMeHeHneM MeTa-aHanusa

2 OtpenbHble PKW 1 cnctemaTtnyeckme o630pbl nccneaoBaHuii noboro ausaiiHa, 3a uckatodeHnem PKW, ¢ npumeHeHnem meTta-
aHanusa

3 HepaHaoMU3MpoBaHHble CPaBHUTENbHbIE UCCNEA0BaHWUS, B T.4. KOrOPTHbIE UCCNEA0BaHUS

4 HecpaBereanble nccnenoBaHnAa, onucaHne KAMHUYeCKoro cnyyas uav cepumn cnydaes, nccnenoBaHus <<Cﬂy‘-lal7I-K0HTp0flb>>

5 MmeeTcs nuwb 060CHOBaHME MexaHu3Ma ﬂeﬁCTBMﬂ BMewaTenbCTBa (AOKI‘IVIHVIHECKI/IE VICC}'IE,CLOBEHI/IH) W MHEHWE 3KCNEepPTOB

Ta6auma 3. Illkaja OIEHKM YPOBHeH yOeouTeNbHOCTM pPEeKOMEeHAAIMii [Jjis MeTOHoB
MPOGMIAKTUKY, IMATHOCTUKY, JIeUeHUS] U peabuantauym (popuiakTMIeckux, AMarHoCTUYeCKIX,
Jieue6GHbIX, peabuINTALIMOHHBIX BMEIIaTelbCTB)

YYyP Pacwudposka

A CunbHasi pekomeHaauus (BCe paccMaTpuvBaeMble KPUTEPUW IDMEKTUBHOCTU (MCXOAbI) SIBASIOTCS BaXHbIMU, BCe
nccnenoBaHUAa MMEKT BbICOKOE UK YAOBIETBOPUTEIbHOE METOA0/10MMYecKoe KavyecTso, UX BblBOAbI MO UHTEPECYOLWUM
ncxoaam ABNATCA COI'J'IaCOBaHHbIMl/I)

B YcrnoBHasi pekoMeHAauus (He Bce paccMaTpuBaeMble Kputepun aheKTUBHOCTU (MCXOAbl) SABMSAIOTCS BaXXHbIMU, He BCe
VCCNefoBaHNA UMEIOT BbICOKOE WU Y[OBETBOPUTENIBHOE METOAOIONMYECKOe KayecTBO W/WAWM WX BbIBOAbI MO
MHTEPECYIOWMM NCXOAaM He SBNSIOTCS COrNacoBaHHbIMU)

C Cnabas pekoMeHfauus (OTCyTCTBME [OKasaTenbCTB HaAsexallero kavectsa (Bce paccMaTpuBaeMble KpuUTepun
3(hPEKTUBHOCTU (MCXOAbI) SBASIOTCS HEBAXHbLIMU, BCE UCCNEA0BAHNUS UMEIOT HU3KOE METOAO/IOMMYECKOe KayecTBO U UX
BbIBOAbI MO UHTEPECYIOLLMM UCXOAAM HE SBSIOTCS COrNacoBaHHbIMM)

ITopsAmOK OGHOBIEHMS KIMHUUECKNX PeKOMEH AL,

MexaHM3M OOHOBJIEHMSI KIMHMYECKMX PEKOMEHOALMil MpeaycMaTPUBAET UX CUCTEMATUUYECKYIO
aKTyaJM3aluio — He peske 4yeM OAMH pa3 B TPU Toja, a TakKe IMPU MOSIBJIEHUM HOBBIX JaHHBIX C
MO3ULMY [OKA3aTeJbHOM MeOUIMHBI 10 BOIPOCAM OMAarHOCTUKY, JIeueHUs], TPOPUIAKTUKA U
peabunuTaly KOHKPETHBIX 3a00/eBaHMii, HaJMUMM OOOCHOBAHHBIX JOMOIHEHMIT/3aMeuanmii K
paHee yTBepxkAEéHHbIM KP, HO He yaiie 1 pa3a B 6 Mecs1eB.



ITpunoxenue A3. CBI3aHHbIE JOKYMEHTbI

IIpunoxenue A3.1. IIporokonsl nedyenus: OJIVl y nanyeHToB 1o 18 et

A3.1.1. OcHOBHBIE TIOJIO)KEHMSI M CXeMbl TepanuM IIPOTOKOJIAa POCCUIICKOT
nccIenoBaTenbcKoii rpynnsl ALL-MB 2015 [44].

B wucciepoBanuy ALL-MB 2015 BMeCTO TOHSITUMS «TpYIIIa pPUCKa» MWCIIONb3YeTCS TEePMUH
«TepareBTuUYeckas rpyimmna». TepamneBTuueckasi rpylna OMNpeAensieTcsl NMpelBapuUTeNIbHO Iepe[
HayvaJIOM Tepaluy ¥ OKOHYATEIbHO OIpenessieTcs IocIe MOoyuYeHusl Pe3y/lbTaTOB FeHeTHYeCKOro
uccinenoBaHusi. [IOBTOPHO KaXkAblii MalyeHT OlleHMBaeTcsl Ha 36 meHb Tepanuu (jst OJUUT us B-
KJIETOK-TIpeIIeCTBEHHMKOB), Ha 15 u 36 menp (mis T-OJIJI) mu, B caydae IUIOXOTO OTBETa Ha
JleyeHue, IepeBOSUTCS B OLHY M3 IPYIII BBICOKOTO PUCKa.

[TpoTOKOJ /11 KOHKPETHOI TepareBTUYeCKOi TPYIIIbI JOKHBI TIOyYaTh TOJBKO T€ MAI[MeHTHI, Y
KOTODPBIX M3BECTHbI BCe MHMIIMAIbHBIE JAHHBIE U MPOBELEHbl BCe HEOOXOnMMble 00CIen0BaHMS.
Ecmm  uHbopManusi 1Mo KakoMy-mu60 TIYHKTY OTCYTCTBYeT (HAampumep, He TPOBEIEHO
MMMYHODEHOTUTIPOBaHME, TEPBUYHAS CIMHHOMO3TOBasl (IIoMOanbHas) NyHKIUS W T.1.),
TanyeHT He MOXKeT ObITh OTHECEH K OTIpeJieIeHHO TepaneBTUUeCKO IPpyTIre, M TepareBTUIecKuit
TJIaH [IJIS Hero yCTaHABAMBAETCS WHAVBUIYATbHO PYKOBOAMTENEM MCC/IeAOBAHUS COBMECTHO C
BpayaMy KIMHUKMU.

Bece nauneHTwl (27 soda u < 50 nem)
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FpynnaE

Crpatudukanys Ha TeparieBTUUeCKIe TPYIIbI B MccaeqoBanum ALL-MB 2015

Bce manmeHThl M3HAYAIBHO CTPATUGULIMPYIOTCS B 3aBUCUMMOCTU OT MMMYHO(EHOTUIIa 6JIaCTHBIX
ki1eTok Ha OJIJI mu3 B-kimerok-mpeminectBeHHUMKOB ¥ T-OJIJI. IlaimeHThl ¢ Hajauuuem Ph-
nosutusHoro OJII (t(9;22); BCR-ABL1) BbIIeNsI0TCA B OTHeNbHYIO rpynimy (rpymnma F).

Cpenu nauyenToB ¢ OJIJI u3 B-KIeTOK-IpeAieCTBEHHUKOB BbIIESTIOTCS :

e IMayuenmest c t(12;21) no60T0 BO3pacTa M HE3aBUCUMO OT HaJIMUMS/OTCYTCTBHUS JIFOOBIX APYTUX
KpUTepUeB, BBIOENSIOTCS OTHENbHO. B  3aBUCMMOCTM OT HaauUuMsg WIU  OTCYTCTBUS
IOTIONTHUTENIbHBIX KIMHUYECKUX KPUTEpUEeB OHM JeNSITCS Ha 2 Tpymnbl: rpymmy «1221-SR»
(TTauMeHThI «CTaHIAPTHOTO pUcKa») u rpymny «1221-IR» (maumueHTsl «IPOMEXYTOYHOTO PUCKA»)

I'pymma «1221-SR»: MHUIMAIbHOE KOMMYECTBO JIeHKOIMTOB <30x10%/1 U pasmMepsl cele3eHKM <4
cMm, craryc HUHC I/I1. Tpynna «1221-IR»: MHMIMaTIbHOE KOINYECTBO JeVKOLUTOB >30x10%/m n/mn
pasmepbl cesie3eHku >4 cm u/mim cratyc ITHC III (mocTaToOuHO OGHOTO KPUTEPHS).

e B mepanesmuueckyto epynny D He3aBUCMMO OT BO3pacTa BbIJENSIOTCS TAaLMEeHThl C
MHULIMATBHBIM JleitkonuTo3oM >100x10%/1 (rpynma «D1») u/mam HanuumeM t(4;11) He3aBUCUMO
OT MHMUMANBHOTO Jeyikonurosa (rpynmna «D2»). Ilpu 3TOM DauMeHTbl C MHULMAIbHBIM
nejikonmTo3om >100x10%/1 u t(12;21) B rpymmy «D1» He BKIIIOYAIOTCS.

e Cpeou OCTalbHBIX TMALMEHTOB IMPOBONUTCS CTpaTUdMKANMS B 3aBUCUMMOCTM OT BO3pacTa:
nayuenme! maadute 15 jiem MOMYYAIOT TePanuio B 3aBUCUMOCTU OT HAIUYUS UIU OTCYTCTBUSI



TIOTIOJTHUTENbHBIX KpUTEPUEB: IPyIiNa «A» — MalMeHThl «CTAHJAPTHOTO pUcKa» U rpymmna «B» —
MalMeHThl «IIPOMEKYTOYHOTO puckar. I'pynma «A»: MHUIIMATbHOE KOJIMYECTBO JIEMKOLUTOB
<30x10%n u pasmepnl ceneseHku <4 cm, cratyc LIHC I/II. Tpynma «B»: MHMIMAIbHOE
KOIMYECTBO JIeHKounToB >30x10%/1 1/mmm pasMepsl ceneseHku >4 cm u/mau cratyc LTHC III
(IIOCTATOUHO OJTHOTO KPUTEPUS).

e Ilayuenmst cmapuie 15-mu sem BbIOEISIOTCS B OTOEIbHYIO TepaIreBTUUECKYIO TPYIITy «C».

e JTamuentsl ¢ OJIVI u3 B-KaeTok-mpeaiiecTBEHHMKOB BCeX TepaneBTUUYECKUX TPyMIl («A», «Bx»,
«C», «D1», «D2», «1221-SR», «1221-IR») mpm OTCYTCTBMM DeMMCCHM Ha 36 AeHb Tepanuu
TIepeBOJSTCS B IPYIIITY BBICOKOTO pUcKa (rpyra «E»).

MauuenTsl ¢ T-OJIJI He3aeucumo om eo3pacma pasfesioTcsl Ha 3 TepaneBTUYeCKue TPYIIIIbI
(HM3KOrO, TTPOMEKYTOUHOTO ¥ BBICOKOTO pycKa). CTpatudukauys Tpou3BOAUTCS HA OCHOBAaHUU
akcripeccuu CD1a u T-kinetounbix perientopoB (TCR — T cell receptor) Ha 61aCTHBIX KJI€TKaX U
orBeTa Ha 8, 15 u 36 meHb Teparnuu. st Kaskmoit rpyiibl («T-LR», «T-IR», «T-HR») mpemycmMoTpeHa
CBOSI IMHUS Teparmm.

I'pymma «T-LR»: «CDla+, TCR—» Ipy MHMLMAIbHOM Jeiikonurose <500x10%/1 u mpu ycmoBun
xopomiero orBeta Ha 8 (<1000 6GmactHbiXx KiaeTok/MKa IIK) u 15 (<30% B KM) nHM Tepanuu u
TOCTVKeHMsS peMuccum Ha 36 meHb tepanuu. [Ipy Hammuny Ha 8 meHb Tepanuy >1000 61aCTHBIX
kietok B MK IIK mauyeHTsl nepesogsaTcs B rpymiy T-IR.

I'pynmna «T-IR»: «CD1a+, TCR+» wiu «CDla—, TCR—» npwu yoIoBMM XOpOLIero otBeta Ha 15 meHb
Tepanuu (<30% B KM) 1 mocTvkeHUs] peMUcCUM Ha 36 JieHb Tepariui.

[MamyenTs! rpymmn T-LR u T-IR mpu rutoxom otBeTe Ha 15 menb (>30% B KM) uiau He TOCTVDKEHUM
pemuccuy Ha 36 LeHb Tepalluy IepeBOAsITCS B IPyIITy BbICOKOro pucka (T-HR).

[MaumenTs! ¢ BapuaHToM sKcrpeccun «CD1a—, TCR+» n3HavanbHO OTHOCSTCS K rpymne T-HR.
TepaneBTHUYECKME TJIAHBI

[MammenTh! rpynm «A», «Bx», «1221-SR», «1221-IR» momy4aroT MHOYKUUIO, TPU KOHCOMUOAUUU U
noaAepXuBarwllyo Tepanuio. [lammenTsl rpynmnbl «B» B Bo3pacte 10 jeT M cTapiie MoJy4amT
JIOTIOJTHUTETbHO KpaHKAJIbHOE 06yueHue B go3se 12 I'p.

Tepanust rpynnbl «1221-SR» pakTUYecKku He OTAMYAETCSI OT TAKOBO B IpyTiiie «A», a «1221-IR» —
OT TakoBOJ B rpymnme «B». ENMHCTBEHHBIM OTIMYMEM SIBJISIETCS TO, UTO HMUKTO M3 IIALIMEHTOB
IpymIbl «1221» He oy4yaeT KpaHUaabHOe OOTyueHue.

[ManyeHTsl rpymimbl «C» MOCIe MHAYKIMK TTOYYaloT 6 KOHCOMMAALMIA ¢ OOIIMM KOJIMYECTBOM 36
BBeIeHMIt acmaparrHasbi**, Ho B mgo3e 5 000 EII (Takum o006pasoMm, KyMyJISTMBHas mo3a
acraparuHasbl™* COOTBETCTBYET TaKOBOJ IS MAIMEHTOB ITPOMEXKYTOUYHOTO PUCKA MCCIeq0BaHMI
ALL-MB 2002 u ALL-MB 2008), u noppep>xuBaroily Tepanuio. [larMeHTsl 5TOM TPymIibl NpU
OTCYTCTBUM MHUIMANbHOTO TTopaskeHust ITHC He o6yyaroTcst.

[MauyeHThI TPyMIbl «D1» MOMYYar0OT MHAYKIMIO, TPY KOHCOMMIALMM, KpaHMAIbHOE 00MydeHue B
nose 12 I'p 1 moaaep kKuBaloulyio Tepamnuto. IlanyuenTtam atoii rpymnmnsl [I9T-acmaparMiasa BBOOUTCS
Ha 5-e CyTKM MHAYKIMY (2 He Ha 3-1, YUUTHIBAsI, KaK IPAaBUIIO0, GOJIBIITYI0 MAacCy OITyXOJIn).

Tepanus B rpynmne «D2» aHa/JIOrMYHa TaKOBOI B rpymiie «D1», HO C AOTIOIHUTENIbHBIM BKIIOUEHEM
BBeJleHMIt #60pTe3oMuba™* B peMHIYKIUSIX.

[MauyenTsl rpymnn «T-LR» 1 «T-IR» mony4aioT MHAYKUNIO, TPY KOHCOMMI ALY U TIOJAeP5KMBAIOLTYI0
Tepamnuio. [lallMeHTBl 3TUX TPyNI I[PU OTCYTCTBUM MHULMAIbHOTO ImopakeHuss LIHC He
o6yyarorcst. IlanyeHTs! Tpynmbl «T-IR» momy4yaroT JOMOMHUTENBHYIO 2-10 a3y MHIYKUMOHHOM
tepanuu (Protocol 1b).

[MaryeHThI TPyIIbl «F» IMOMyYarOT MHAYKIMIO, TPY KOHCOMMIOALMM, KpaHMAJbHOE OOyuYeHue B
nmose 12 I'p u nmopmepskMBaloIIylo Tepamnuio. HaunHas ¢ 15 IHS MHOYKINWY, B T€UeHNe BCeil Tepanumu
(BkiIIOUasl MOAAEpPKMBAIOLIYI0) M KaK MMHMMYM ellle 3 rofia mocjie ee OKOHUaHMS, MallieHTbI
TIOCTOSIHHO TIONYYaloT #UMaTUHUG** B mo3e 300 Mr/M2/CyT, eciu B TIPOIecce MOHUTOPUPOBAHMUS
MOJIEKY/IIPHOTO OTBETA HE BO3HMKHET HEOOXOOMMOCTYM B YBEJMYEHUM [103bl MMAaTUHMOA MU B
CMeHe Ipernapara Ha Jpyroit MHrMOUTOp TUPO3UHKMHASHI.



Bce mamueHTbl Tpymmn «A», «B», «C», «1221», «T-LR», «T-IR» mpu Haauumu MHULMATIbHOTO
nopaxenust LTHC (LUHC III) mosmy4daroT Tepammio COIACHO IPOTOKOMY [JISI COOTBETCTBYIOILEN
TeparneBTUYECKOl TPYMIIbI C TOMOJHUTEIbHBIM MPOBEIEHNEM KPAaHUAIbHOTO OOJyUEHUS B [103€
12 Tp.

MMauuents! rpyni «E» 1 «T-HR» (maiueHThI BBICOKOTO PUCKA) 10 OKOHYaHUYM MHAYKLIUY [TOTy4aioT
6moxu I[IXT «Fl» u «F2». [lanee, B 3aBUCUMOCTM OT CTaTyca PEMUCCUU U UMMYHOJIOTUUYECKOI
TIPUHAJIJIESKHOCTU  OacTHBIX KiIeToK (He-T-OJUI/T-OJIJI), pasnuuyHbie OJIOKM WHTEHCUBHOI
XUMMoTepanuu. B wryuae pedpakTepHOCTM K CTaHAAPTHBIM KypcaMm BbIcOKomo3Hoi IIXT B
KavecTBe 2-if JMHUM Tepamnuyu MOTYT TPUMEHSThCS Hemapabuu** win kinodapadbuH. B psge
oryyaeB  TaiueHTam rpynmbl  «E»  MoxkeT ObITh TIpeJiokeHa Tepamnus — IperapaTom
6mHATYMyMa6™**, TpefCcTaBISIOIMM U3 cebsi MOHOKJIOHAlIbHOE Oucrenyduieckoe aHTUTENO
aHTu-CD19. Bcem mnaunmentam rpynn <«E» u «T-HR» (mamyeHTbl BBICOKOTO pUCKA) IOCIE
JOCTVOKeHMS PeMMCCUM B paMKax XMMMOTepamnuy BBICOKOTO PUCKA B MaKCUMMAaJIbHO KODOTKMeE
CPOKM 06/1MraTHO ITOKasaHa ayioreHHas TKM ji060ro Tuma (B 3aBUCUMOCTM OT JOCTYITHOCTMU
IOHOPOB M OT TEXHUUYEeCKUX BO3MOHOCTel). [losTomy Bcem mnauyeHtam 35Tux rpynn HLA-
TUNMPOBaHME U MHMUIManus noucka HLA-coBMeCTMMOTO AOHOpa OOJIKHBI IMTPOBOOMUTBHCSI Cpasy
rocse crpaTuduKanuy MaluyeHToB B 3TY TeparneBTUYeCKYIO IPYIIITY.

CxeMbl Tepanumn

o Hnoykuyus JlekcaMeTa3oH** — 6 MI/M2/CyT per 0s B 2 IpuéMa (BBeJieH!s) B IeHb C MHTePBATIOM
COOTBETCTBEHHO B 12 wacoB. Inu ¢ 1-ro mo 28-ii. IlomHasti cyTouyHasi o3a AOCTUTAeTCs
MOCTEeINIeHHO B 3aBUCMMOCTM OT MHUUMAIbHONM Macchl onyxonu. C 29 gHS Tepanuy HauMHAETCsI
CHIKeHMe [03bI JekcameTasona: 29-31 nuu — 3 mr/m2, 32-34 guu — 1,5 mr/m2, 35-36 guu — 0,75
Mr/m?; Iajee IeKcaMeTa3oH OTMeHSIeTCsl TIOTHOCTBIO.

o BusKpUCTHMH** — 1,5 Mr/m? (MakcuMMasbHasi 03a 2 MT) B/B cTp. Ha 8, 15, 22, 29 1 36-0i1 gHM.

e JlayHOPYOMIIMH** — 45 Mr/M% B/B KaIl. Ha 8 1 22 IeHb Teparmyu. Y MaLyeHTOB TPy «A» 1 «1221-
SR» BBeeHMe Ha 22-0i1 IeHb OCYIIEeCTBIISIETCSI TOJIBKO IIpM 0O0HapY:ReHUM 60s1ee 10% 61acTHBIX
KJIETOK B KOCTHOM MO3Te Ha 15-bIii eHb JIeueHus..

o #/IMaTMHM6™* — TALMeHThI TPYMIIL! «F» ¢ 15 AHS MHAYKLIMK B 1o3e 300 Mr/mM2%/cyT per os.

e HMHTpaTeKaabHO (METOTpeKcaT**, uTapabuH™*, mpeIHN30/JI0H**) — B BO3PACTHBIX JJO3MPOBKAX B
0/1, 8,15, 22, 29 u 36-0i1 mHU JTeUeHNs].

,Z[OBMpOBaHI/[e IIperapaToB OJisd I/IHTpaTeKaJIbHOﬁ TeparinMM B 3aBUCMMOCTH OT BO3pacTa:

Bospacrt MeTtoTpekcat** (mr) UuTapabun** (Mr) MpeaHnsonon** (Mr)
Menee 1 roga 6 20 4

Ot 1 ropa o 2 net 8 30 6

Ot 2 net go 3 net 10 40 8

Crapwe 3 net 12 50 10

Konconudayus 1

o MepkanTonypur**— 50 Mr/M> B JIeHb per 0S eXxeJHeBHO (7-12 Hemens); B rpymie «T-IR» — 12-17
Henens

o #MeToTpekcar** — 30 mr/m? BHyTpuMbIIIeyHO 1 pas B Hemermo (7-12 Hemens); B rpymie «T-IR» —
12-17 Hepeng

Jlo3a wmepkanmonypuHa™* u Mmemompekcama®* Koppuzupyemcs 6 3asucumocmu om
Jlelikoyumoe Kpoeu.

e AcmaparmMHasa™* — BHYTpMMBIIIEYHO 1 pa3 B HeJeIi0 POBHO depe3 CYTKM ITOCTAe BBeIeHMUS
MeToTpekcaTa, (7-12 Hemens; B rpymnme «T-IR» — 12-17 Hepmens); B go3e 5 000 Ex/m? B rpymmax
«A», «C», «1221-SR», B fo3e 10 000 Ex/m? B rpymmax «B», «D1», «D2», «F», «1221-IR», «T-LR», «T-
IR»

e HHTpaTeKaJabHO (MeTOTpeKcaT**, 1uTapabuH™**, MpegHn30I0H**) — B BO3PACTHBIX JO3MPOBKAX
Ha7,9,11u 13 Henene; B rpymnie «T-IR» — 12, 14, 16 u 18 Hepens

e JlekcaMeTa30H** — 6 Mr/M2/CyT per os B 2 Tpuéma (BBeleHVs) B [€Hb C MHTEPBAIOM
COOTBETCTBEHHO B 12 yacoB Ha MpoTsbkeHuu 10 mHei ¢ mocienyomieii 6bICTPOii OTMEHOI B
TedeHMUe 3-x nHel — Hefenu 13-14; B rpynme «T-IR» — 18-19 Henenst

o BusKpuCTHH** — 1,5 mr/m? (MakcuManbHasi 103a 2 Mr) B/B cTp. Ha 85, 92 neHs (13, 14 Hezens); B
rpynmne «T-1R» — Ha 124, 131 nensb (18, 19 Henens)



o JlayHOpY6UIMH** — 30 MT/M> B/B Kam. JBaXabl B rpynmax «B», «D1», «D2», «F», «1221-IR», «T-
LR» — Ha 44 u 65 quu (wemenu 7, 10), «T-IR» — Ha 79 u 93 nuu (Hemenu 12, 14); v oguH pa3 B
rpyrre «C» — Ha 85 meHb (13 Hepmens).

o #VIMaTMHUO™* — MaIVMeHTbI TPYNIIbI «F» MOCTOSHHO B TeUeHNMe BCeli KOHCOMMAAINH TTOTyYaloT B
nose 300 MI‘/MZ/CYT per os

o #BopresoMm6** — mammeHTsl rpynmbl «D2» B mose 1,3 mr/m? B/B 6OMIOCHO 3a 3-5 cek ¢
MOCJIeIYIOIIMM ITPOMbIBaHMeM KaTeTepa (GM3MOoIOrMIeckKuM pacTBopom Ha 85, 89, 92, 96-it mHu
(13, 14 Hepens).

Konconudauus 2

o MepkanTonypur**— 50 Mr/m? B ieHb per os exxeqHeBHO (15-20 Hemens); B rpymme «T-IR» — 20-
25 "Hepens

o MertoTpekcat** — 30 mr/m> BHyTpuMbIIeuHo 1 pa3 B Hememo (15-20 Hemens); B rpymie «T-IR» —
20-25 "epens

Jloza mepkanmonypuHa®* u Memompekcama®** Koppuzupyemcs 6 3asucumocmu om
J1elikouyumoe Kposu.

e AcmaparmMHasa®™* — BHYTpMMBIIIEYHO 1 pa3 B HeJeIi0 POBHO depe3 CYTKM ITOCTIe BBemeHMUS
MeToTpeKcara, (15-20 Hemenst; B rpymie «T-IR» — 20-25 Henens); B mo3e 5 000 En/m2 B rpymmax
«A», «C», «1221-SR», B foze 10 000 Ex/m? B rpymmax «B», «D1», «D2», «F», «1221-IR», «T-LR», «T-
IR»

e VHTpaTeKaJbHO (MEeTOTpeKcaT**, nuTapabmMHu™*, mpeagHn30JI0H**) — B BO3PACTHBIX JO3UPOBKAX —
OIHOKpAaTHO Ha 141 meHsb (21 Hemenst) B rpynmax «A», «B (Te, KOMY IUITaHMPYETCST OOIyUeHE)»,
«D1», «D2», «F», «1221-SR»; 4 BBemeHus B rpymnmax «B (He momyuaromjye Jy4yeByIO Teparmio)»,
«1221-IR», «C», «T-LR» Ha 15,17,19 u 21 Hepesne; B rpymiie «T-IR» — Ha 20, 22, 24 u 26 Henene.

o JlekcameTa3oH™* — 6 MI‘/MZ/CYT per os B 2 mpuéma (BBeleHMs) B [AeHb C MHTEPBAIOM
COOTBETCTBEHHO B 12 yacoB Ha TpoTsbkeHuu 10 mHelt ¢ rociaemyrouieii 6bICTPOi OTMEHOI B
TeueHue 3-x qHel — Hepenu 21-22; B rpymnre «T-IR» — 26-27 Henenst

o BuskpucTHMH** — 1,5 mr/m? (MakcuManbHas fos3a 2 Mr) B/B cTp. Ha 141, 148 pmenn (21, 22
Hepens); B rpyrie «T-IR» — Ha 180, 187 nenb (26, 27 Henens)

o JlayHOpy6uImMHE** — 30 Mr/M> B/B Kam. JBaxabl B rpynmax «B», «D1», «D2», «F», «1221-IR», «T-
LR» —Ha 98 m 121 meub (Hemenu 15, 18), «T-IR» — Ha 135 n 156 mau (Hemenu 20, 23); M oguH pas
B rpymne «C» — Ha 141 geHb (21 Hepens).

o #MaTUMHMUO™** — MALIMEHTBI TPYIIILI «F» IIOCTOSIHHO B TeUeHMe BCeil KOHCOMMUIAIMM ITOTyJaioT B
mo3e 300 Mr/M%/cyT per os

o #BopresoMm6** — maumeHTsl rpynmbl «D2» B mose 1,3 mr/m? B/B 6OmIOCHO 3a 3-5 cek ¢
MOC/IeAYIONMM IPOMbIBaHMEM KaTeTepa (p13Knonornueckum pacTBopom Ha 141, 145, 148, 152-ii
nHu (21, 22 Hepens).

Konconudauus 3

o MepkanTonypur**— 50 Mr/m> B IeHb per 0s eXxeJHeBHO (23-28 Hemens); B rpymme «T-IR» — 28-
33 Hemens

e MeToTpekcaT** — 30 Mr/mM? BHyTpMUMBIIIeYHO 1 pa3s B Hezmemo (23-28 Hemest); B rpymme «T-IR» —
28-33 Hepens

Jo3a wmepkanmonypuxna™* u Mmemompekcama®* Koppuzupyemcs 6 3asucumocmu om
Jlelikoyumoe Kpoeu.

e AcmaparmHasza** — BHYTPMUMBIIIEYHO 1 pa3 B HEIENI0 POBHO uepe3 CYTKM ITIOC/TIe BBeIeHUS
MeToTpeKcaTa, (23-28 Hezensi; B rpymie «T-IR» — 28-33 Henens); B gose 5 000 Ex/m? B rpymmax
«A», «C», «1221-SR», B gose 10 000 Ex/m? B rpynmax «B», «D1», «D2», «F», «1221-IR», «T-LR», «T-
IR»

e HHTpaTeKaabHO (MeTOTpeKcaT**, uTapaduH**, MpegHU30JI0H**) — B BO3PAaCTHBIX TO3MPOBKAX —
OmHOKpaTHO Ha 197 meHb (29 Hemens) B rpynmax «A», «B (Te, KOMY IUIaHMPYETCST OOITydeHE)»,
«D1», «D2», «F», «1221-SR»; 4 BBemeHus B rpynnax «B (He mosyvamoliue Ty4eByl0 Tepamnmnio)»,
«1221-IR», «C», «T-LR» u «T-IR» Ha 23, 25, 27 u 29 Henerne; B rpytie «T-IR» — Ha 28, 30, 32 u 34
Henene

o JlekcaMeTa3oH** — 6 Mr/m%/cyT per os B 2 mpuéMa (BBeleHMs) B J€Hb C MHTEPBAlIOM
COOTBETCTBEHHO B 12 uyacoB Ha mpoTsbkeHuu 10 mHeir ¢ mocienyiomieii 6bICTPOii OTMEHOI B
TeueHue 3-x nHeit — Hemenu 29-30; B rpymie «T-IR» — 34-35 Hepens



o BuHKpMCTHH** — 1,5 Mr/m? (MakcuMabHas 703a 2 MT) B/B cTp. Ha 197, 204 meHb (29, 30 Hemerns);
B rpymite «T-IR» — Ha 232, 239 nenb (34, 35 Henens)

e JayHopy6unuu** — 30 mr/m> B/B Kan. OGHOKpPATHO B Tpymmax «B», «D1», «D2», «F», «1221-IR»,
«T-LR» — Ha 163 genb (24 Hepens); B rpynmax «C» u «T-IR» — Ha 197 neHb (29 Hepens).

o #IMaTUMHUO™* — MALMEHThI TPYIIILI «F» MMOCTOSIHHO B TEUEHMEe BCeli KOHCOMUIAIVY TIOJTYYaloT B
mo3e 300 mMr/m%/cyT per os

e #BopresoMmu6** — manyeHTbl Tpymmnbel «D2» B mose 1,3 Mr/M% B/B GOMIOCHO 3a 3-5 CeK ¢
MOCJIeIYIOIIMM ITPOMbIBaHMEM KaTeTepa (hM3MOIOrMyeckuM pactBopom Ha 197, 201, 204, 208-it
nHu (29, 30 Henens).

Konconudayus 4 (mosivko nayuernmot epynnst «C»)

o MepxanTomnypun**— 50 Mr/m? B IeHb per 0s exeHeBHO (31-36 Hemerns)
o MetoTpekcaT** — 30 Mr/M> BHyTpUMbIIIeyHo 1 pa3s B Hememo (31-36 Hemens)

Jo3a mepkanmonypuHa™* u memompekcama** Koppuzupyemcs 8 3aeucumocmu om
Jlelikoyumoe Kpoeu.

e AcmaparmMHasa®™* — BHYTpMMBIIIEYHO 1 pa3 B HeJeII0 POBHO depe3 CYTKM ITOCTe BBemeHMUS
MeTOoTpeKcarTa, (31-36 Hemernst); B mo3e 5 000 En/m>

e HHTpaTeKaabHO (MeTOTpeKcaT**, uTapaduH™*, MpegHU30JI0H**) — B BO3PAaCTHBIX TO3MPOBKAX —
OIHOKpPATHO Ha 253-71 meHb (37 Hemens).

e JlekcaMeTa30H** — 6 Mr/M2/CyT per os B 2 mIpuéma (BBeleHVs) B [€Hb C MHTEPBAIOM
COOTBETCTBEHHO B 12 yacoB Ha MpoTsbkeHuu 10 mgHei ¢ mocienyiomieii 6bICTPOii OTMEHOI B
TeueHMe 3-X mHel — Hegenu 37-38.

o BuHKpMCTHH** — 1,5 Mr/m? (MakcuMa/bHas 103a 2 MT) B/B CTp. Ha 253, 260 nuu (37, 38 Hemerst)

o TayHOpYyOUIIMH** — 30 Mr/M2 B/B Karl. OmHOKpaTHO Ha 253 meHb (37 Hemens).

Konconudauus 5 (monvko nayuermet epynnst «C»)

o MepkanTonypur**— 50 Mr/m> B ieHb per os exxeHeBHO (39-44 Hefers)
o MeToTpekcaT** — 30 Mr/M2 BHyTpMUMbIIIedHo 1 pas B Hemermo (39-44 Hemerst)

Joza mepkanmonypuHa** u memompeKkcama** Koppuzupyemcsa 6 3asucumocmu om
J1elikoyumoe Kposu.

e AcmaparmMHasa®* — BHYTPMMBIIIEYHO 1 pa3 B HeIeII0 POBHO Yepe3 CYTKM ITOCTIEe BBeIEeHMS
MeToTpekcaTa, (39-44 Hezens1); B fo3e 5 000 Ex/m>

e UMHTpaTeKaabHO (MeTOTpeKcaT**, uTapabuH™*, mpemHU30JI0H**) — B BO3PACTHBIX TO3MPOBKAX —
OIHOKpaTHO Ha 309-11 neHb (45 Hemens).

e JlekcaMeTa3oH** — 6 MI‘/MZ/CyT per os B 2 mpuéma (BBeleHMsI) B AeHb C MHTEPBAIOM
COOTBETCTBEHHO B 12 yacoB Ha mpoTsbkeHuu 10 mHelt ¢ rociaemyrouieii 6bICTPOi OTMEHOI B
TeueHMe 3-X nHeit — Hemenu 45-46.

o BuHKpUCTHMH** — 1,5 Mr/mM? (MakcuMasbHas §o3a 2 Mr) B/B cTp. Ha 309, 316 muu (45, 46 Hemerst)

e JlayHOpyouumMH** — 30 Mr/M2 B/B KaIl. OpHokpaTHO Ha 309 meHb (45 Hemens).

Konconudayus 6 (monvko nayuenmet epynnot «C»)

o MepkanTonypur**— 50 Mr/mM> B JeHb per os eXxeJHeBHO (47-52 Hefens)
e MeToTpekcaT** — 30 Mr/M2 BHyTpMUMbIIIeYHO 1 pa3 B Hemento (47-52 Hemens)

Jo3a wmepkanmonypuHa™* u Mmemompekcama®* Koppuzupyemcs 6 3asucumocmu om
Jlelikoyumoe Kpoeu.

e AcmaparuHasza** — BHYTPMUMBIIIEYHO 1 pa3 B HEZIENI0 POBHO uepe3 CYTKM IIOC/Ie BBeIeHUS
MeToTpeKcaTa, (47-52 Hefensi); B mo3e 5 000 En/m?

e VHTpaTeKasbHO (MeTOTpeKcaT**, uurapabuu™, mpegHnsonon™*) — B BO3paCcTHbIX AO3MPOBKAX —
OIHOKpATHO Ha 365-1t meHb (53 Hemens).

e JlekcaMeTasoH™™ — 6 MI‘/MZ/CYT per os B 2 mpuéma (BBeleHMSs]) B [eHb C MHTEpPBAIOM
COOTBETCTBEHHO B 12 yacoB Ha mpoTsbkeHun 10 mHeit ¢ rociaemyrouieii ObICTPOi OTMEHOI B
TeyeHMe 3-xX nHeit — Hegenu 53-54

o BuHKpUCTHH** — 1,5 Mr/mM? (MakcuMasbHasi fo3a 2 MT) B/B CTp. Ha 365, 372 feHb (53, 54 Henmens)

Bmopas ¢a3za undykyuu (npomoxkon Ib) (monsko nayuermot epynnot «T-IR»)



o Iuknodochamua*— B gose 1000 mr/m2, B/B Kar. 3a 1 uac, B juu 43 1 71.

o Mecna** — 400 mr/m? BHYTpMBeHHO Teper, MHMYy3ueil muknodocdammza, a Takke Ha 4 u 8 yac
Toc/Ie BBEAEHNS Mpernapara.

e IluTapabun** — B mo3e 75 Mr/m%/cyT, BBOOMTCS BHYTPUBEHHO CTPYItHO, B IHU 45, 46, 47, 48; 52,
53,54,55;59,60,61, 621 66,67, 68,69 (ueTbipe 4-X-THEBHbIX 0JI0KA).

o MepkanTonypur** — B o3e 60 Mr/M%/cyT, per os, ¢ 43 110 71 feHb (Bcero 28 qHeit; 4 Hemenu)

e HHTpaTeKaJbHO (MeTOTpeKcaT**, 1uTapabuH™**, MpegHn30JI0H**) — B BO3PACTHBIX JO3MPOBKAX
Ha 52 1 66-071 feHb.

Tepanusa nayueHmoe 8vlcOK020 pucka (zpynnot «E» u «T-HR»)
Bnok F1-F2

o MeTunmpegHU30M0H** — 80 MI/M2/CyT, per/os uau B/B B Tpy ripuéma; gy 1 - 5; 11 - 15
o BuHKpUCTHH** — 1,5 Mr/m? (MakcMMasbHasi 03a 2 Mr) B/B cTp.; AHu 1, 6 1 11.
e MetoTpekcaT** — 5 000 mr/m> B/B 3a 24 yaca B JieHb 1.

1/10 ob1ieii 10361, KaK HATPY30YHYIO 703y B/B Kall. 3a 30 MUHYT
9/10 ob11est 10361 B BUIE IINTEIbHOI BHYTPUBEHHOM MHQY3MM 3a 23,5 yaca.
o QonMHAT KaAbIMI** — 15 Mr/m> B/B Ha 42-0it, 48-0i 1 54-bIi1 Yackl MHQY3MM MeTOTpeKcaTa**

Yeenuuenue Koauuecmea eeedeHuii u 0o03vl onuHama Kanrbuyua** e 3asucumocmu om
KOHUeHmpauyuu memompexcama** ¢ Kpoeu

e [urapabua™* — 2 000 MT/M%B/B B BUIE 3-X 4aCOBOI vHby3uM Ha 11-i1 u 12-7 nHU. 4 BBeIeHUS C
VIHTEpPBAJIOM B 12 yacoB

e UHTpaTeKaabHO (MeTOTpeKcaT**, nurapabuH™**, mpegHN30JI0H**) — B BO3PACTHBIX AO3UPOBKAX;
moau 1 m 15.

bnok HR-1

o MeTunmpegHu30M0H** — 80 MIr/M2/CyT, per/os Wau B/B B Tpy puéma; guu 1 — 5
o BusHKpUCTHH** — 1,5 Mr/m? (MakcuMasbHasi fo3a 2 MT) B/B CTp.; AHU 1 1 6.
e MeToTrpekcar** —5 000 Mr/M2 B/B 3a 24 yaca B 1eHb 1.

1/10 ob1ieit [03bI, KaK HATPY30UHYIO 03y B/B Katl. 32 30 MUHYT
9/10 o6t 10361 B BUIE IIUTEIbHOI BHYTPUBEHHOM MHOY3MM 3a 23,5 yaca.
o Kambuys domuHaT ** — 15 Mr/m? B/B Ha 42-0i1, 48-0i1 1 54-bIit yacsl MHAY3UM MeTOTpeKcaTa**

YeenuueHue Konuuecmea eeedeHuli u 003vl  Kaasyus Qoaunama** e 3asucumocmu om
KOHUeHmpayuu memompexcama** ¢ kposu

o [uxnodochammum™* — 200 Mr/M2 B/B KamenbHO 3a 1 uac ; IHU 2 — 4. 5 BBeeHMiT ¢ MHTePBAJIOM B
12 gacos

e MecHa** — 70 Mr/M2 BHYTpMBEHHO Ieper uHMY3Meil nuKnodochaHa, a TakKe Ha 4 1 8 yac ocye
BBeIEHMsI IIperapaTa

e Ilurapabunr** — 2 000 Mr/m?B/B B BUIe 3-X 4acoBOil MHOY3MM HA 5-i1 JeHb. 2 BBeJEHUS C
VHTEePBAJIOM B 12 yacoB

e MHTpaTeKkalbHO (METOTpEeKcaT

skesk ks

, UMTapaObuH™*, MpeIHN30JI0H**) — B BO3PACTHBIX JO3MPOBKAX;
B 1-Ji eHb.

bnok HR-2

o MeTuImpegHN30M0H** — 80 MIr/M2/CyT, per/os WM B/B B Tpy puéma; guu 1 — 5
e MeTtoTpekcat** -5 000 mr/m2 B/B 3a 24 yaca B meHb 1.

1/10 ob1eli 10361, KaK HATPY30YHYIO J03Y B/B Kall. 3a 30 MUHYT
9/10 o611eit D03kl B BUJIE NIUTEIbHOV BHYTPUBEHHON MHbY3MM 3a 23,5 yaca.

o QonmuMHAT KaAbIMI** — 15 Mr/mM? B/B Ha 42-0it, 48-0if U 54-bIi1 yackl MHQY3MM MeTOTpeKcaTa**



Yeenuuenue Koauuecmea eeedeHuii u 003wl ponuHama Kanrbyusa** e 3asucumocmu om
KOHUeHmpayuu Memompexkcama**e Kposu

e IIsracmaprasa — 1 000 En/M2 B/B KaIleJIbHO 3a 2 yaca; Ha 6-71 1eHb.

e VHTpaTeKaJbHO (MeTOTpeKcaT**, murapabuH™*, mpegHU30JI0H**) — B BO3PaCTHBIX ITO3MPOBKaX;
B 1-71 IeHb.

o BuHKpUCTHH** — 1,5 Mr/m? (MakcuMasbHas pa3oBasi fo3a 2 MrT) B/B B JHU 1 11 6.

e Hdochamup** — 800 mr/m?, B/B B TedeHme 1 yaca, oy 2 — 4. 5 BBeJIeHNi1 ¢ MHTEPBAJIOM B 12

Yacos.

o MecHa** — 400 mr/m? BHYTpuBeHHO nepey, uHby3Meit ndochammza, a Takke Ha 4 U 8 yac Toce
BBeIeHMSI ITperapara.

e JlayHOpy6uImH — 30 Mr/mM2, B/B KaIl. 3a 24 yaca, IeHb 5.

Baok HR-5

o MeTuImpenHN30M0H** — 80 MIr/M2/CyT, per/os WM B/B B Tpy puéma; guu 1 - 3

o KnodapabuH — 52 mr/m? (m1s manyeHToB Muazme 30 jeT) B/B KaIl. 3a 2 yaca, JHu 1-5

e [uxnodochamum** — 300 mr/M2 B/B Katl. 3a 1 yac; guu 1 — 5. 5 BBeIeHMiI ¢ MHTEpBAJIOM B 24
yaca

o Mecna** — 100 mr/m?> BHyTpUBeHHO mepern uHMYy3umeil nukaodocdana, a Take Ha 4 1 8 yac
Toc/Ie BBEAEHNS Mpernapara.

e Jromo3um** — 100 mr/mM?, ZHU 3-5, B/B KaIl. 3a 2 4aca. 3 BBEEHUS C MHTEepBaaoM B 24 yaca.

e VHTpaTeKaJbHO (MeTOTpeKcaT

*%

ek

, UMTapadbuH™*, MpeIHN30JI0H**) — B BO3PACTHBIX JO3MPOBKAX;
B 1-11 IeHb.

bnok HR-6

o MeTuImpegHN30M0H** — 80 MIr/M2/CyT, per/os WM B/B B Tpy puéma; guu 1 — 5

e Hemapabua™* — 1 400 Mr/M2B/B Karl. 3a 1 yac ;oM 1,3, 5.

e IluTapabun®*— 300 Mr/mM> B/B 3a 34aca, IHU 3-5. 6 BBeeHMil C MUHTEPBAIOM B 12 4acoB

o Iuknodochamma* — 200 mr/mM? B/B KameabHo 3a 1 yac; quu 1 — 5. 5 BBeIeHMi1 C MHTepBaJIOM B
24 4aca.

o MecHa** — 70 Mr/m? BHyTpUBeHHO Teper; uHy3ueit nuknodochaHa, a Takke Ha 4 1 8 yac ocse
BBeIEeHMs IIperapara.

e [Isracmaprasa— 1 000 En/M2 B/B KareJIbHO 3a 2 yaca; Ha 6-Ji JeHb.

e VHTpaTeKasbHO (MeTOTpeKcaT**, nurapabua™*, mpegHusoNon**) — B BO3PacTHbIX J0O3MPOBKAX;
Ha 6-11 IeHb.

bnok HR-7

e JlekcaMeTa3o0H™™* — 6 MI‘/MZ/CYT, per/os v B/B B ABa Iipuéma; qum 1 — 5

o Kodapabus — 52 mr/m? (m1s manyeHToB Maazme 30 jeT) B/B KaIl. 3a 2 yaca, IHu 1-5

e Ilurapabun** — 1000 mr/m*B/B B BuAe 3-X 4acoBoii MHGY3MM, OHU 1-5. 5 BBemeHMit c
VHTepBaJIOM B 24 yaca

e Upapy6unma** — 8 Mr/m?2, B/B KaIl. 3a 6 4acoB, HY 3-5

KpaHuanbHoe 061yueHmne
PexkomeHa1u 1o ay4eBOii Tepanuy — CM. pas3zei 3.2 JaHHbIX peKOMeHIaluii.
o nep:xuBaIas Tepanus

lMogpepkmBaroliass Tepanus HauMHaeTcsl Ha 31 Hefene NPOTOKONA [JiS TALMEHTOB
TeparneBTUYeCKUX TPyl «Ax», «B», «D1», «D2», «F», «1221-SR», «1221-IR», «T-LR». Y mauyueHTOB
rpymrbl «C» OHAa HaUMHAETCS Ha 55 Hepmernne Tepanuu. Y mamyeHToB rpymiibl «T-IR» — Ha 36 Heperne.

IMogpepskuBalolias Tepanusl MPONO/IKAETCS OO0 MOCTVKeHMs OOIIeil IIMTeIbHOCTU JIeUeHUS 2
roga. OHA COCTOMT M3 6-TM HeOedbHBIX KypcoB MepkamnTomypun™**+MeToTpekcar™™, ¢
rnocenymoueii 2-x HemeabHOM peuMHIyKImeiir «JlekcameTas’oH™*+BUHKPUCTUH**» C OZHUM
MHTpaTeKaJTbHbIM BBeOEHMEM 3-X ITpeIapaToB (MEeTOTpeKcaT**, murapabuH™*, mpemHMU30I0H**).
VIHTpaTeKaabHas Tepamnys MPOBOAUTCS TOBKO HA 1-M romy Tepammn.
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o MepkanTonypua**— 50 Mr/m> B ieHb per os exxe[JHeBHO
o MeToTpekcaT** — 30 Mr/M? BHyTPUMbIIIEYHO 1 pas B Heferno.

Jloza mepkanmonypuHa** u Memompekcama** Koppuzupyemcs 6 3asucumocmu om
J1elikoyumoe Kposu.

e JlekcaMeTa3oH™* — per 0s eXeJHEBHO Ha MpoTsskeHuu 10 mHelt ¢ mociaemymomuieii O6bICTpOit
OTMeHOI1 B TeueHMe 3-x nHeii. CyTouHas [o3a MperapaTra paclpeneisercss Ha 2 mpuema C

MHTepBaJIOM 12 4acoB.

o BUHKpUCTHH** — 1,5 Mr/M? (MaKcMManbHas Jo3a 2 Mr) B/B cTp. 1 pa3 B Hemento (B 1-it u 8-it mHM
PEVHOYKIIUN).

e UMHTpaTeKaabHO (MeTOTpeKcaT**, nurapabuH™*, npegHn30I0H**) — B BO3PACTHBIX JO3UPOBKAX
Ha 37, 45 u 53 Hemene (BMecTe C MEPBbIM BBeIEHMEM BUMHKPUCTMHA Ha KaKIOM PEMHIYKIINN).
Hanee MHTpaTeKa/lbHasl Tepamus He MPOBOAUTCS. VIHTpaTeKajabHasi Tepamnus MoOCje JIyueBoit
Tepanuy MPOBOAUTCS ABYMS TiperapaTaMu (UTapabuH™*, mpeaHu30I0H**)

A3.1.2. OcHOBHbBIE

IT0JIOKEeHUSA nu CXeMbI Tepanun

ucciaegoBarteabckoy rpynnsl ALL IC — BFM 2002.

Ipynna cmandapmmozo pucka

e Xopormii oTBeT Ha dop-dasy npegun3onoHom (<1000 61acTHBIX KIETOK/MK/I KPOBY Ha 8 meHb

Tepannmn)

e Bospact >1 roma u <6 et

o VHMIMATBHOE KOMUUECTBO IeiKonToB <20x10%/1

e <25% 61aCTHBIX KJIETOK B KOCTHOM MO3Te Ha 15 meHb Tepanumu
e JlocTUXKeHe peMUCCUM Ha 33 NeHb Tepannmu

Bce kpumepuu o0a3ameivHsl

Tpynna npomexcymouHozo pucka

e Xopomuii oTBeT Ha Gop-dasy npemgunsonoHom (<1000 61aCTHBIX KIETOK/MK/I KPOBM Ha 8 meHb

Tepamnmnmn)

e Bospact <1 roga uiau 26 aet u/Wiu MUHULMAJIbHOE KOJINYeCTBO JIeVIKOIMTOB >20x10%/n

e <25% 67aCTHBIX KJI€TOK B KOCTHOM MO3Te Ha 15 JeHb Tepanumn

e JlocTmkKeHMe peMUCCUM Ha 33 IeHb Tepanumn

W/ Unu

e KpuTepuu rpyIimsl CTAHAAPTHOTO pUCKa + >25% 6/1aCTHBIX KJIETOK B KOCTHOM MO3Te Ha 15 meHb

+ DOCTVKEHME peMUCCUM Ha 33 meHb Tepannmn

Tpynna 6b1COK020 pucKa

e [lnoxoit orBeT Ha dop-Pasy npemunsoaoHoM (21000 61aCTHBIX KIETOK/MKJI KPOBU Ha 8 IeHb

Tepamnmnmn)

e Kputepuu rpymnmbl TPOMEKYTOYHOTO pyucka + >25% 6GaCTHBIX KJIETOK B KOCTHOM MO3Te Ha 15
JIeHb Tepanumn

e Het pemuccun Ha 33 IeHb Tepanumn

e Hannune t(9;22)

IIPOTOKOJIa



e Hannune t(4;11)
JocmamouHo 00H020 Kpumepus
TepaneBTHUYECKME IJIAHBI

IManyeHThI TPYNIT CTAaHAAPTHOTO M MPOMEKYTOUHOTO pycKa romydaoTt I[Tpotokosn I, mpoTokon M,
ITporokon II ¥ moAmepsKMBAIOIIYI0 Tepanuio. KpaHuamabHOe OOIy4YeHMe ITPOBOAUTCS TOJIBKO
nanyenTaM ¢ T-OJIJI.

[MareHThI TPYMIIIBI BBICOKOTO pPUCKa IosydaroT IIpoTokon I, 3areM 6 OJIOKOB MHTEHCUBHOI
BBICOKOMIO3HOV XumuoTepanuu, [Iporokon II, KpaHuaabHOe OONyUYeHME Y TIOIepP’KUBAIOIIYIO
Tepanuio.

Cxembl Tepanumu
ITIpomoxon I

o TIpenHu3omon** — 60 Mr/m%/cyT per os. JIuu ¢ 1-ro mo 28-ii. [ToHast CyTOYHAsI ;03a JOCTUTAETCS
IIOCTEIIeHHO B 3aBMCMMOCTY OT MHMLMAABbHONM Macchl onyxonu. C 29 gHs Tepanuy HauMHAeTCs
CHIDKEHMe [03bl TPeSHNU30I0Ha 0 ITOTHOM OTMEHBI 3a 9 fHeii.

o BuHKpUCTHH** — 1,5 Mr/m? (MakcuMaJbpHasi fo3a 2 Mr) B/B cTp. Ha 8, 15, 22, 1 29-71 IHM.

o JlayHOpy6UIMHE** — 30 Mr/M> B/B KaIL. 3a 1 yac Ha 8, 15, 22 u 29-it geHb Tepamuu. Y HalyeHTOB C
BIT-OJIJI rpyniibl CTaHAAPTHOTO pUCKa BBedeHus Ha 22 U 29-11 IeHb He IPOBOISITCS.

e AcmaparmHasa** — B/B KaIl. 3a 1 yac B gose 5 000 Ex/m? Ha 12, 15, 18, 21, 24, 27, 30 1 33-i1 feHb.

o ITuknodochamun™*— B moze 1000 mr/m2, B/B Kart. 3a 1 yac, B iHU 36 1 64.

o MecHa** — 400 Mr/M? BHyTPMBEHHO Tiepes; uHMYy3Meit myknodochammza, a Takke Ha 3, 6 1 9 yac
1oCJie BBeeH)s IIpernapara.

e IluTapabun** — B Ho3e 75 MI/M%/CyT, BBOOUTCS BHYTPUBEHHO CTPYITHO, B IHU 38, 39, 40, 41, 45,
46,47,48,52,53,54,551 59, 60, 61, 62 (4eTbIpe 4-X-THEBHBIX OJIOKA).

o MepkanTonypur** — B fo3e 60 Mr/M%/cyT, per 0s, ¢ 36 TI0 63 IeHb (Bcero 28 qHeii; 4 Hemen)

e VHTpaTeKaJbHO (MeTOTpeKcaT**) — B BO3pACTHBIX JO3MPOBKax Ha 1, 12, 33, 45 u 59-it gun. ¥
nanueHToB co crarycoMm LIHC 2 u 3 mpoBoauTCs ABa OOMOJHUTENbHBIX BBedeHus Ha 18 u 27
IeHb [102].

Ho3upoBaHye penapaToB JJ1s1 MHTPAaTeKaJbHO Tepanuy B 3aBUCUMOCTU OT Bo3pacTa [103]:

Bospact <1 ropa =21<2 ner 22<3 net =3 ner
MeToTpekcaT** (Mr) 6 8 10 12
IIpomoxon M

o MepKanTomypur** — B 1o3e 25 Mr/M%/cyT, per os, ¢ 1 1o 56 IeHb.
e MeToTpekcaT** — B/B Karl. 3a 24 yaca B nHu 8, 22, 36 u 50 B mo3e 2 000 Mr/M> (marmeHTsI ¢ BII-
OJIJT) wm B mo3e 5 000 mr/m? (maryeHTsI ¢ T-OJIT)

1/10 ob1eli 10361, KAK HATPY30YHYIO 703y B/B Kall. 3a 30 MUHYT
9/10 o611t 10361 B BUIE OIUTEIbHOI BHYTPUBEHHOM MHQY3MM 3a 23,5 yaca.

o domuuaT KaIbIus** — 15 mr/m% B/B Ha 42-0i1, 48-01t 1 54-b1it yacel MHPY3UM MeTOTpeKcaTa™*
YeenuueHue konuuecmea éeedeHuii u 003sl N€liKOBOPUHA 6 3A6UCUMOCMU Ol KOHUeHmpauuu
MemompeKcama 8 Kpoeu

e UHTpaTekaabHO (MeTOTpeKcaT**) — B BO3paCcTHbIX JO3UPOBKAxX Ha 8, 22, 36 1 50-i1 qHu.

ITpomoxon I1

£

e JlekcameTasoH™* — 10 MI‘/MZ/CYT per os. Iuu ¢ 1-ro nmo 21-ii. C 22 nHS TepanuMyu HauMHAETCS
CHUKEeHMe JO3bl eKcaeTa3oHa J0 MOJIHOM OTMEHbI 3a 9 THeiA.

o BusKpUCTHH** — 1,5 Mr/m? (MakcuMaspHast o3a 2 Mr) B/B cTp. Ha 8, 15, 22, 1 29-71 mHMu.

e Jokcopybuuma** — 30 mr/m? B/B Katl. 3a 1 yac Ha 8, 15, 22 u 29-71 neHb Teparmun.

e AcmaparmHasa™* — B/B Karl. 3a 1 yac B go3se 10 000 En/m? Ha 8, 11, 15 n 18-i1 meHb.

e [Muxnodochamun™*— B moze 1000 mr/mZ%, B/B Karl. 3a 1 uac, Ha 36 qeHb.

e MecHa** — 400 Mr/M? BHYTPUBEHHO Tepen uHby3meit nukiaodocdamuia, a Takke Ha 4 1 8 yac
IocJIe BBeAEHMS IIpernapara.



e IluTapabun** — B 103€ 75 MI/M%/CyT, BBOLUTCSI BHYTPUBEHHO CTPYITHO, B JHU 38, 39, 40, 41 1 45,
46,47, 48 (nBa 4-x-THEBHBIX 6I0KA).

o MepkanTomypua** — B 1o3e 60 Mr/mM2/cyT, per 0s, ¢ 36 1o 49 neHb (Bcero 14 mHeit; 2 Hemenn)
[104]

e VHTpaTeKaJbHO (METOTPeKCaT**) — B BO3PAaCTHbBIX TO3MPOBKax Ha 38 u 45-i1 mHU. Y MalieHToB
co cratycom LIHC3 mpoBOAUTCS Ba NONOJHUTENbHBIX BBeeHMs Ha 1 u 18 meHsb.

Tepanus nayueHmMoe 6bICOK020 pucKa
bnoxk HR-1

e JlekcaMeTasoH** — 20 MI‘/MZ/CVT, per/os; oHu 1 -5
o BusHKpUCTHH** — 1,5 Mr/m? (MakcuMasbHasi fo3a 2 Mr) B/B CTp.; AHU 1 1 6.
e MeToTrpekcar** -5 000 mr/M2 B/B 3a 24 yaca B 1eHb 1.

1/10 o6i1eit m03bI, KaK HAarPy304YHYIO 103V B/B Kal. 3a 30 MUHYT
9/10 ob1ett 1036l B BUIE IIUTEIbHOI BHYTPUBEHHOM MHOY3MM 3a 23,5 yaca.

e @omuHAT KaIbIus** — 15 mr/m% B/B Ha 42-o0i1, 48-0it 1 54-b1it yackl MHPY3UMU MeTOTpeKcaTa™*
YeenuueHue koiuuecmea eéeedeHuli u 003wl J1eliKoBOPUHA 6 3A8UCUMOCIU 0M KOHUeHmpauuu
MemompeKcama e Kposu

e [uxnodochammg™* — 200 Mr/M?% B/B KamenbHo 3a 1 yac; oM 2 — 4. 5 BBEIeHM ¢ MHTEPBAJIOM B
12 vyacosB

o MecHa** — 70 Mr/m? BHyTpMBEHHO neper uHMY3Meit myknodochaHa, a Takke Ha 4 1 8 yac rmocye
BBeIEHMsI ITperapaTa

e Ilurapabun®* — 2 000 Mr/M*B/B B BMUAE 3-X 4acoBOil MHAY3MM Ha 5-i1 JeHb. 2 BBeJEHMS C
VHTePBaJIOM B 12 yacoB

e Acmaparunasa** — 25 000 Ex/m? B/B KarenbHO 3a 2 yaca; gHu 6 1 11.

e VHTpaTeKaJbHO (MeTOoTpeKcaT**, nurapabun™*, mpegHmu3oNIoH**) — B BO3PaCTHBIX JT0O3MPOBKAX;
B 1-J1 IeHb.

sk

I,HOBI/IpOBaHI/Ie IIperapaToB OJisd MHTpaTEKaHbHOVI TepalriMM B 3aBUCMMOCTH OT BO3pacTa:

Bospacrt MeTtoTpekcat** (mr) UuTapabun** (Mr) MpeaHnsonoH** (Mr)
Menee 1 roga 6 20 4
Ot 1 ropa o 2 net 8 30 6
Ot 2 net po 3 ner 10 30 8
Crapuwe 3 net 12 30 10
Baok HR-2

e JlekcaMeTa3oH** — 20 MI‘/MZ/CYT, per/os; oHu 1 - 5
e MeTtoTpekcaTt** — 5 000 mr/m% B/B 3a 24 uaca B [eHb 1.

1/10 ob1eii 10361, KAK HATPY30YHYIO 703y B/B Kall. 3a 30 MUHYT

9/10 o611t 10361 B BUIE OIUTEIbHOI BHYTPUBEHHOM MHQY3MM 3a 23,5 yaca.

o donuuaT KambIus** — 15 mr/m% B/B Ha 42-0i1, 48-01t 1 54-b1it yacel MHPY3UM MeTOTpeKcaTa™*
YeenuueHue Konuuecmea ééedeHuli u 003sl J1€liKOBOPUHA 6 3A8UCUMOCINU 0 KOHUeHmpauuu
MemompeKcama é Kposu

e Acmaparunasa** — 25 000 En/m? B/B Kare/bHO 3a 2 yaca; JHu 6 1 11.

e VHTpaTeKaJbHO (MeTOTpeKcaT**, HurapabuH™*, mpegHU30JI0H**) — B BO3PaCTHBIX ITO3MPOBKaX;
B 1-it menp. YV mainueHToB co crarycom ITHC3 mpoBOOuUTCSl NOTOMHUTETbHOE BBeAEHME Ha 5
IeHb.

e BuHIe3VH — 3 MI/M? (MaKcyMaJIbHast pa3oBasi £03a 5 Mr) B/B B IHU 1 1 6.

e Udochammp** — 800 mr/m2, B/B B TedeHme 1 yaca, oHU 2 — 4. 5 BBeJeHUi1 ¢ MHTEPBAJIOM B 12
YacoB.

o MecHa** — 400 Mmr/m? BHyTpuBeHHO nepey, uHMYy3Meit ndochammza, a Takke Ha 4 U 8 yac 1oce
BBeIEHMSI IIperapara.

e JlayHOpy6MIMH — 30 MI/M%, B/B Kall. 3a 24 yaca, IeHb 5.

Baok HR-3



e JlekcaMeTa3oH** — 20 MI‘/MZ/CyT, per/os; oHu 1 -5

e [urapabua™* — 2 000 MTI/M%B/B B BUIe 3-X 4aCOBOIi MHOY3uM Ha 1-it u 2-ii THU. 4 BBeOEHMS C
VHTEePBAJIOM B 12 yacoB

e AcnaparmuHasa™* — 25 000 En/m? B/B KamenbHO 3a 2 vaca; IHM 6 1 11.

e Jromosun** — 100 mr/m2, muu 3-5, B/B KaIl. 33 1 yac. 5 BBeIeHMii C MHTEepBaJoM B 12 yacosB.

e VHTpaTeKasbHO (MeTOTpeKcaT**, nurapabuu™*, mpegHu3oNon**) — B BO3pacTHbIX J0O3MPOBKAX;
IeHb 5.

KpanuaabHoe 06ayueHne
PexomeHpauyy no Jiy4eBoli Tepanuy — CM. pasaen 3.2 TaHHbIX PeKOMeHA AU,
Ilonnep:kuBaloias Tepanns

IMonmepskuBarolias Teparnusi HauMHAETCS uepe3 2 HemeJM TOC/Te OKOHYAHUS MHTEHCUBHOI
Tepanuu 1 IPOI0JIKAETCS A0 JOCTVUKEHMSI OOIIe IIMTeIbHOCTY leueHns 2 roma (104 Hemenmn).

o MepkanTonypur**— 50 Mr/m> B JeHb per 0s exxeJHeBHO
e MeTtoTpekcaT** — 20 Mr/mM2 per os 1 pa3 B HeZleJio.

Jo3a wmepkanmonypuxna™* u Mmemompekcama** Koppuzupyemcs 6 3asucumocmu om
Jletikoyumoe Kpoeu.



IIpnnokenue b. Airopurmsl BejeHMs nalnyieHTa

OCTPBII JIHMPOBIACTHBI IEIKO3 (OJLT)
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IIpunoxenue B. UHGopmanius ajis1 IaMeHTOB

Jleiiko3, uan jeiikemust — 3a60/ieBaHMe KOCTHOIO MO3ra, B 00MXOfe MHOI[A Ha3blBaeMoe «PakoM
KpoBu». IIpM jeiiko3e HapyIIeHO HOPMaJIbHOE KDOBETBOPEHME: IPOMU3BOAUTCS M3OBITOUHOE
KOJIMYECTBO AHOMAJIbHBIX HE3PENIbIX KJIETOK KPOBM — IIPEAIEeCTBEHHMKOB JEMKOIUTOB. ITU
67aCTHBIE KJIETKM, PasMHOXKAasCh ¥ HaKaIUIMBasICh B KOCTHOM MO3Te, MeIIalT BbIPabOTKe U
(DYHKIIMOHMPOBAHMIO HOPMAaJIbHBIX KJIETOK KPOBM, UTO ¥ OOYCJIOBIMBAET OCHOBHBIE CHMIITOMBI

3a00j1eBaHMs. KpOMe TOTO, 3TU OITyXOJIEBbI€ KJI€TKM MOI'YT HAKAIJIMBATbHCSI B JII/[M(I)QYBHaX, IevYeHn,
Ccejie3eHke, ueHTpaanoﬂ HepBHOf/I cucremMe M Opyrumx oOpraHax, TaK)Ke BbI3bIBAsl ITIOABJIEHME
CHELU/[(l)I/[‘-IeCKI/IX CUMMIITOMOB.

Octpslit tumbobmacTHeIi nefiko3 (OJIJI) — caMblii pacripoCTpaHEHHbIN BUI, JIeiiKo3a y AeTeil u
TIO/IPOCTKOB, HAa €ro MO0 IpuxoguTcst 75-80% Bcex OIMyXoJieBbIX 3ab0/ieBaHMII KPOBETBOPHOI
cucreMsbl y gereit (3-4 coyvas Ha 100 Teicsu geteit B ron). Yame Bcero OJIJI Bo3HMKAeT B BO3pacTe
Io 14 neT; NMMUK [ETCKOI 3a00JeBaeMOCTY MPUXOOUTCS Ha Bo3pacT 2-5 jeT. Y MaJbuMKOB 3Ta
60/Ie3Hb BCTPEUYAEeTCsl valle, YeM y JeBoueK. TepMUH «OCTpbIii» O3HAvaeT ObICTpOe pa3BUTHE
60Ie3HM, B MTPOTUBOIIOIOXKHOCTh XPOHMUYECKOMY Jieliko3y. TepMuH «1Mb06IaCTHBI» O3HAYAEeT,
YTO He3pesible KIETKM, COCTABJSAIONINE OCHOBY GOle3HM, SBISIOTCS aumdbo6aacTaMm, TO eCTb
TpeAIeCcTBeHHKaMU TMM(OIUTOB.

OJIJI xapaKTepusyeTcsl MHOKECTBOM pasIMUHBIX TPMU3HAKOB M Y PAa3HbIX MAI[l€HTOB MOKET
MIPOSIBJISITBCST  T10-PA3HOMY. BOJIBIIMHCTBO HAOIIOLAEMBIX CUMIITOMOB, OJHAKO, O0OYCIOBJIEHO
TSDKEJIBIMM  HapyLIIeHUsIMM KpoBeTBopeHus. O6GbIYHO HAOII0AAOTCs  ¢1aboCcTh, 6GIeIHOCTD,
CHIDKEHMe alllleTMTa, MOTepsl Beca, ydyalleHHOe cephiebueHne (TaxMKapausl) — TMPOSIBIEHMS
aHeMMy M OIIYXOJI€BOM WMHTOKCUMKauuu. HemocTaTok TPOMGOIUMTOB MPOSIBASIETCS METKUMMU
KPOBOM3IMUSIHUSIMM Ha KOXE U CIU3UCTBHIX 06070YKaX, KPOBOTEUEHUSIMU U3 TeCeH, HOCOBBIMU U
KUIIEYHBIMY KPOBOTEUEHMSIMY, KPOBOTIOATEKAMM, CHHSKaMu. K3-3a HAKOIUIEHMS] OGIaCTHBIX
KJIETOK YacTO YBEJMUYMBAIOTCS JUM(OY3Ibl — B YACTHOCTH, II€iiHbIe, TIOAMbBIIIEYHbIE, TAXOBbIE.
Hepenko yBenMUMBAIOTCSI TaKXkKe TeUeHb U cene3eHKa. Jle@UIUT TOTHOIEHHBIX JIeHKOIUTOB
MPUBOOUT K OCTaGMeHMI0 MMMYHMTETa, pa3BUBAIOTCS UacTble WHGEKIMM C BBICOKOM
TeMIepaTypoi.

PacmpocTpaHsIsICh TI0 OpraHM3MY, JeiKeMUJecKie KIETKM IMPUBOIAST He TOJbKO K M3MEHEHMSIM B
coctaBe KpoBM. Tak Kak JIeMIKO3HbIE€ KJIETKM 3arOIHSIOT KOCTHBIE IOJOCTM M KOCTHBI MO3T, TO
TIOSIBJISIIOTCST 6OJIM B KOCTSIX M CYyCTaBaX, MHOIA BO3HMKAIOT IIATOJIOIMYECKIe (TO eCTh BbI3BaHHbBIE
3a00eBaHMEM) IIepejioMbl KocTeil. OmyxoyieBble KJIETKM MOTYT CKaIIMBaThCsSd B IIEUEHMU,
ceye3eHKe U IMMGATUUECKUX y3/1aX; MOTYT HaOMIOAaThCsl 60U B SKUBOTE. B HEKOTOPBIX CTydasix
OJIJT BpI3bIBAET M3MEHEHMS U B PYTUX OpraHax: IMiazax, oukax, iMukax y MaJbuiMKOB U IMUHUKAX
y [IeBOYEeK, MpUUEM y MaJIbuMKOB TOpakeH}e TOJIOBbIX OpraHOB Habmwomaercst yaie. Hepemko
BO3HMKAaeT MopakeHue 1IeHTPaIbHOI HEPBHOV CUCTeMbl — HeliponeiikeMusl.

Tak Kak Bce HaOJIOmaeMble CMMIITOMbI MOI'YT ObITh CBSI3aHBI M C OPYIMMM 3a00/I€BaHMUSIMU U HE
creunduunsl mas OJIJI, mepen HavyajoM JiedeHMs Heob6xomyma JabopaTopHas OMarHOCTMKA,
KOTOpasi B CPOYHOM ITOPSIIKE TTPOU3BOANUTCS B YCIOBUSIX MEIMIIMHCKOM OpraHmM3aIiit.

HpI/I OJIJ/l BO3HMKAIOT M3MEHEHMsS B OOBIYHOM KIMHMUUECKOM aHaIu3e KPOBU: MOTIYT OBITH
IIOHMJKE€HbI YPOBHU 3NDUTNOLIMUTOB U TPOMOOIIUTOB, MOIBJISIOTCS 0JaCTHBIE KJIeTKNM, MOXXeT OBITh
YBEJIMUEHO KOJJIMNMYECTBO JIeikouuTOB. HO [y OKOHYaTenbHOW JOMAarHOCTUKU HeOGXOJlI/IMO

TIOJTYUYUTD KJIE€TKM KOCTHOTO MO3ra, 4Jid 3TOM Le/n HEO6XO,£[I/IM3 KOCTHOMOS3TOBAs ITyHKITV.

[TIpy MOPGOIOrMYECKOM UCCIENOBAHNIA IUArHO3 «OCTPbIi IMM(GOO6IACTHBI JIeIKO3» CTABUTCS IIPK
obHapykeHuu 6osee 25% GIACTHBIX KJIIETOK B KOCTHOM Mo3re. Ho 06s3aTeTbHO MPOM3BOISTCS
6osiee TOHKME WCCIENOBAHMS: LIMTOXMMMUYECKOe (OKpallMBaHME KIJIETOK, TMO3BOJIsIONlee Gosee
TOUHO YCTAHOBUTb WX TMPUPOIY), LUTOreHeTUdYeckoe (U3yUYeHMe CTPOEHMS XPOMOCOM B

JIeiIKeMUYeCKMUX KJIeTKaxX), UMMYHO(GEHOTUIMPOBaHME (U3yueHUe OeTKOBbIX MOJIEKYJT Ha
TOBEPXHOCTY KJIETOK). [le/I0 B TOM, UYTO BaXKHO He TOJIbKO AuarHoctupoBaTh OJIJI, HO U ONpeiesuTh
KOHKpeTHbII BapuaHT OJIJI. DTo BaskHOe YCIOBME IJIs TUIAHMPOBAHMSI TEPAITNA.

Kak Tonbko OmarHo3s Jieiikosa IMMOCTaBJIEH, JId IIJIAaHMPOBAHUSA Teparnumn HEO6XO,EU/IMO BBISICHUTD,
HACKOJIbKO B IIpoLieCC BOBJIEUEHLI Apyrue OpraHbl, KpomMe KOCTHOIO MO3ra. Bosnee TOYHYIO
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I/IHd)OpMa]_U/II'O AJAaI0T TakKuMe MeTOObl OUATHOCTUMKM KaK YJIbTPAa3BYKOBO€ W PEHTreéHOBCKOEe
ucciaeaoBaHne, MaraMTHO-pe30HaHCHada M KOMIIbIOTePpHas1 TOMOI‘paCl)I/IH nnap.

B xome muarnoctuku OJIJI Takke HEOOGXOAMMO MCCIENOBATb COCTOSIHME LIeHTPabHO HepPBHOI
CHUCTEeMBI. AHaIN3 CIMHHOMO3TOBOM >XUIAKOCTU (JIMKBOpA) IMO3BOJSET OINpPENenuTb, HET JIU Y
TanyeHTa MopaskeHNs LIEHTPAIbHOM HEPBHO cUCTeMBbI — Heliponeiikemuu. Obpaselr IMKBOpa AJis
aHaIM3a TOTYYaloT MMOCPEICTBOM IIYHKLIMY CITMHHOMO3TOBOTO KaHaia (JIloMOaibHast TyHKIIVS).

Ilepen, seueHueMm (M B TIIpolecce) Yy pebeHKa IMpOBEPSIIOT, Kak paboTaeT ceppie
(anektpokapauorpamma — JKI' u sxokapamorpamma — IXoKI). KoMmruiekcHble j1abopaTOpHbIE
MCCIeIOBaHMST TIOMOTAl0T OObeKTUBHO OI€HUTh COCTOSIHME pebeHKa ¥ OOHAPYKUTh HapyIIeHMs
obMeHa BeIecTB MM QYHKINI KaKuX-JIM60 OPraHoB. DT U3MeHEeHUs 00s13aTeTbHO YUUTHIBAIOTCS
BO BpeMmsl jeueHust. 1711 BO3MOXKHO HEOOXOAVIMBIX IepeTVBaHNUI KPOBM YCTAHABIMBAIOT TPYIIITY
KpPOBM MaLleHTa.

LlenTpanbHoe mecto B JjeueHuu OJIJI 3aHMMaeT XuMuoTepamnus. Y HEKOTOPbIX MalMieHTOB
JIOTIOJTHUTETBHO 06/TydaeTcCs IeHTpabHAsl HePBHAS CYCTEMA /UM TIPOBOIUTCST TPAHCIUIAHTAIMS
CTBOJIOBBIX KJIETOK. Llesib eueHrss — 0 BO3MOXKHOCTU TOTHOCTBI0 YHUYTOXUTD JIefiKeMUUecKue
KIeTKM BO BCceM opraHusMe. VIHTEHCHMBHOCTb ¥ IIPOLO/DKUTENBbHOCTb XMMMUOTEpPAIIUN,
HeOoOXOAVMOCTD JIYYeBO Teparnuu U TPAaHCIUTAHTAI[MM, & TAK)Ke TTPOTHO3 3aBUCST OT TUTIA JIeiiK03a,
Pas3IMYHbIX (AKTOPOB M OTBETA HA TEPAINIO.

XumuoTrepanusi — 3TO JiedeHre MeAMKaMeHTaMy (IIUTOCTATUKM), KOTOpbIe OJOKMPYIOT JefeHue
KJIETOK WIM YOMBAIOT OITyXOJeBble KiaeTKu. st Hambomee 3¢pGheKTUBHOTO JieYeHUs TTPUMEHSIOT
pasinyHble KOMOMHAIIVY TTPerapaToB.

CoBpemenHoe neyeHue OJIJI OCHOBaHO Ha pa3feseHu MalMeHTOB Ha IPYIIbl PUCKa, OT KOTOPO¥i
3aBUCST IIPOTHO3 3a00/IeBaHMST M TIAaHMpPyeMoe JieueHye. Tak, TOBOPSIT O CTAaHOApPTHOM PIUCKe,
BBICOKOM pucke u T.n. OTHeceHMe K TOW MM MHOI TPYIIIIe 3aBUCUT OT MHOTMX (DaKTOpPOB.
COOTBETCTBEHHO, MAIIVIEHTHI, OTHOCSIIVECS K TPYIITaM 60Jiee BHICOKOTO pyUCKa (TO eCTh Te, Y KOro
M3HAYAIbHBIA IIPOTHO3 XYXKe), MOJyJaloT 6ojiee MHTEHCUMBHYIO Tepaliuio, a B Tpymmax Oosee
HM3KOTO pMCKa MOKHO MCIIONb30BaTh MEHee MHTEHCUBHYIO TepallMio M TeM CaMbIM K3beraTb
WU3JIUIITHEN TOKCUMYHOCTU U TSIKEbIX OCTOKHEHUIA.

Tepanust OJIJI, Kak IIpaBmio, COCTOUT U3 TPeX ITAIOB:

1. UHOyKUMsT peMMUCCUM — 3TO HAavajbHbIN 3Tall MHTEHCUBHON XMMMOTEepamnuu, 1elb KOTOPOro
YHUYTOXUTb 338 KOPOTKOE BpeMsI MaKCMMaJbHO BO3MOXKHOE YMCJIO JIEMKO3HBIX KIETOK U
IOCTHYL pemuccuu. JledeHme [INTCI IPUOIMUSUTENBHO 6-7 Hemenb. Ilom pemuccueit
oA pa3yMeBaeTCs cofiepskaHye MmeHee 5% OIACTHBIX KIETOK B KOCTHOM MO3Te U OTCYTCTBYE VX B
KPOBU B COYETAHUU C MPU3HAKAMM BOCCTAHOBJIEHMS HOPMAaJIbHOIO KPOBeTBOpeHUsd. Ha sTom
grare TPUMEHSIOTCS PasjJiM4yHble TPOTUBOOIYXONEeBble MpenapaTbl. MHAYKINUS TO3BOJISET
IOCTUTHYTb peMuccuu bosee yem y 95% nereii.

2. KoHconupanysa (3akperieHue)_ pPeMUCCUM HalpaBjJeHa Ha YHUYUTOXEHMEe OCTAaTOUHBIX
AHOMAaJbHBIX  OIAaCTHBIX  KJIETOK BO  M3bexkaHue pelnunuBa  3aboneBanud. Q61ag

OPONO/DKUTENbHOCTb 3TOI'0 3Tdlld COCTABJSAET HECKOJIbKO MeCAlleB M CUJIbHO 3aBUCUT OT
KOHKPETHOI'O ITPOTOKOJIA JIeUeHWU .

CylecTByeT Takke TOHSITUE PEeUHAYKIUU: 3TO TepPUogUYecKy MOBTOpRSeMble yKe I1ocie
MOCTVKEHUST PeMUCCUY LUK/l TOIUXMMUOTEPAINy, aHAJOTWYHbIE WCIIONb3yeMbIM IIpU
MHIYKIMUKA. PeVMHAYKIMS TIO3BOJISIET NOTIOMHUTENbHO CHU3BUTH YMUCIO JIEHKEMUUECKUX KIETOK U

TeéM CaMbIM ITIOBBICUTDb «HAAE>KHOCTb» peMUCCUN.

3. llogmepskMBaloIias Tepamus TMPOBOOUTCS [JIsT TIOAAEPIKaHMS PEeMUCCUM, TO €eCTb IS
IOTIOJTHUTETbHOIO CHIKEHMSI PUCKA pelyayBa II0Cae 3TAlloB MHAYKIIMY M KOHconumanuu. Ha
9TOM 3Talle Ha3HayalTCs HEeBBICOKME M03bI XMMMOIpernapaToB. OCOOEHHOCTh 3aK/IIOUaeTCs B
TOM, YTO Tepamnust MPOBOAUTCS IJIUTEIbHOE BPeMs M HEIMPEPbIBHO — IO HOCTMKEHUS 2 JIET OT
Hauasia JIeueHusI.

Ha sTamax WHOYKIMM ¥ KOHCOMMIALIMM BBENEHME XUMMUOTEpAIleBTUUECKUX IIpernapaToB
MMPOM3BOAUTCS B OCHOBHOM BHYTPMBEHHO ¥ BHYTPMMBIIIEYHO, B YCIOBUSX CTallMOHApa WU
IHEBHOro crauuoHapa. IlogmepskuBaromias Tepamus IIpeIcTaB/seT co00ii 3Tal HauMeHee
MHTEHCUBHOTO JieueHusl, TpebbIBaHMe B MEAUIIMHCKOI OpraHu3alMu TPy 3TOM He TpebyeTcs (3a
UCKITIOUEHVEM TIEPUOJA PEUHIYKIINIA).


http://podari-zhizn.ru/main/node/7731
http://podari-zhizn.ru/main/node/7757
http://podari-zhizn.ru/main/node/7767
http://podari-zhizn.ru/main/node/7700
http://podari-zhizn.ru/main/node/7726
http://podari-zhizn.ru/main/node/7728
http://podari-zhizn.ru/main/node/7727
http://podari-zhizn.ru/main/node/7727
http://podari-zhizn.ru/main/node/7774
http://podari-zhizn.ru/main/node/7774
http://podari-zhizn.ru/main/node/7789#monopoly

Ins nedeHus u Mpo@WIAKTUKM HelpoaeiikeMuy Ha MepPeuMucAeHHbIX dTaraxX XMMMUOIIpernapaThbl
IO/DKHBI BBOOUTBHCS MHTpPATEKaJibHO, TO €CTb B CIMHHOMO3IOBOI KaHald IIOCPENCTBOM
JIIOMOa/bHBIX MYHKIM. VIHOTHA JIeKapCcTBa BBOIST B JKEIYIOUYKM (OCOObIE ITOJIOCTM) TOJIOBHOTO
MO3Ta uepe3 CrielMalbHblil pesepyap OMmaiis, KOTOPbI YCTaHABIMBAETCS ITOA, KOXKeN rojioBbl. Y
HEKOTOPbIX MAI[MEHTOB UCIIOIb3YeTCs 1 00JIyUeHlEe TOIOBbI — KpaHUAJIbHOE 00TyUYeHue.

B xome neyenns OJIJI moskeT IIPMMEHATHCSA TPAHCILIaHTALIVA KOCTHOI'O MO3rd OT POACTBEHHOIO

MM HEPOACTBEHHOIO JOHOpPA. Ecin no IUIaHY JieueHMs IMpeayCMOTpeHa TPAaHCIUVIaHTalusda, TO ee
IIPOBOIMAT ITOC/TIE€ OOCTUMIKEHMSA DEeMUCCHUMN. Kak IIpaBMIO, TPAHCIJIAHTALMS ITIOKa3aHa TOJIbKO IIPpU
BbICOKOM pPHUCKe, ITOCKOJIbKY BEPOSATHOCTb XOPOWIEro OTBeTa Ha CTAHAAPTHYIO TepaIinio Impm OJUT B
cpeagHeM BbICOKa, 0COOEHHO y neTeri.

K COXa/JIEHNI0, HECMOTPpS Ha BCe IepeuMnMCJIi€eHHbI€ MeEpbl, MHOIDAd BO3HMKAET pEeuuanB OJIT -
KOCTHOMOBFOBOﬁ, 3KCTpaMe,HYJUIHprII7[ (TO €CTb BHE KOCTHOI'O MO3ra — HaIlIpyMep, C IIOpa’>keHnem
HEHTpaHbHOﬁ HepBHOﬁ CUCTeMbI MJIN HI/I‘IEK) nim KOM6I/IHI/IpOBaHHbII7L B sTom c/1ydyae IMpoBOAUTCA
IIPOTMBOpEeUUAMBHAA Tepalims.

Xummoreparmsi OJIJI BbicOKO3(dEKTUBHA, HO 3aYacTyI0 TSIKEeJIO IePeHOCUTCS M MOXKeT ObITh
CBsSI3aHA C Cepbe3HbIMM TOOOYHBIMU 3ddexkTamu. Tak, B TIpollecce JIeUeHUS ITO[ABIISIETCS
KDPOBETBOpPEHVE U ObIBAIOT HEOOXOAVIMBI IepeVMBAaHNUSI KOMITOHEHTOB IOHOPCKOW KPOBU —
TPOMOOLIUTOB BO u36€XaHMe KPOBOTEUEHWII MpM OUe€Hb HMU3KOM YPOBHE COOCTBEHHBIX
TPOMOOIIUTOB TAI[MEHTOB, 3PUTPOLIUTOB AJiE OOpPbObI C aHemueil. [lepenuBaHMUS JOHOPCKUX
JIEMKOLUTOB (TPAaHYJIOLIUTOB) TIPUMEHSIIOTCSI TOJABKO B PEOKMUX CJIydasx TIPU  TSDKEIbIX
MHQPEKIVOHHBIX OCTIOKHEHUSIX.

B umciie mo60uHBIX 3(1)(:1)6KTOB XMUMMOTEpPAIIMM MOKHO TaKXXe Ha3BaTb TOITHOTY, PBOTY, BbIIlaleHME
BOJIOC. Y KaXXAOT0 U3 IIUTOCTATUKOB €CTh CBOU ITOOOYHbIE Bd)d)EKTbI. Yamie Bcero OHM BO3HUKAIOT
BpeMEHHO, HO MHOTAa COITPOBOXKAAIOT BE€Chb KYypPC JICUEHMNS.

Cepbe3Has mpobjiemMa CBsSI3aHa C BO3MOKHOCTBIO a/UIeprUUecKuX peakinii Ha XMMMUOIpernaparsl,
BIUIOTh [0 aHaMIAKTMUYECKOrO I[IOKAa — JKM3HEYIrPOKAIOLIero COCTOSIHMSI, KOTOpPOe
XapaKTepU3yeTcsl OTEKOM, 3aTPyJHEHMEM [bIXaHUs, CUJIbHBIM 3yJOM M T.O. Tak, CpaBHUTETbHO
YaCcTO BCTPeuaeTCss a/uleprusl Ha acraparrHasy, ¥ MOXKeT GbITb HeoOXOOMMO MCIIO/Mb30BaHMe
aHaJIOTOB 3TOTO Iperapara.

[TockonMbKy ¥ JIEMKO3 caM 1o cebe, ¥ VCIIOAb3yeMasi IIPU ero JeueHUU XUMUOTepanusi pe3Ko
CHMUKAIOT COMPOTUB/ISIEMOCTh OPraHM3Ma pPa3JMYHbIM MHQPEKIMSIM, TO TMal[MeHTaM BO BpeMsi
nedeHus Heo6xoaumMbl 3hdeKTUBHbIE aHTUOAKTEePUATbHbIE U TTPOTUBOIPUOKOBBIE JIeKapCTBA ISt
MPOGUIAKTUKY U TePATTUY MHPEKIIMOHHBIX OCOKHEHUIA.

MHTeHcuBHOe eueHne OJIJI HaKIaAbIBAeT Cepbe3Hble OTPaHMUEHMST HA 00pa3 KM3HM MaIMeHTa.
HeobxomyMo co6IomaTh OIpefeIeHHYI0 OMETy M CTPOruMe TUTMeHuYecKue TpeboBaHus. Bo
u3bexxaHre MHOEKIU OrpaHMUMBAIOTCS KOHTAKThI C BHEHNITHUMM MMPOM. IIpy OueHb HU3KOM
YPOBHE TPOMOOIIMTOB HEJb3sI HE TOJNBKO JIOMYCKAaTh TPaBMbI, HO JaXKe, HAIIPUMED, UUCTUTD 3yObI
3yOHOI IIETKOI - YTOOBI He CIPOBOLIMPOBATH KPOBOTEUeHME U3 JeceH. Ilocie MOCTMKeHUs
DPEMMCCUU CTPOTOCTh ITUX OTPAHMYEHUIT TOCTETIEHHO CHYDKAETCs. Bpauu 1 MeicecTpbl COOOIIAIOT
KaKIOMY IMAIMeHTY, YTO €My MOKHO M UTO HeJTb3s1 Ha TEKYIIEM 3Tarle JeueHmsl.

Be3 neuenuss OJUUI mpuBOOUT K TMOeNM TAIMEeHTa B TeUeHMEe HEeCKOJNbKUX MeCSIeB VUM Jaxe
Henenb. OMHAKO MCIOIb30BAHME COBPEMEHHBIX ITPOTOKOIOB JieueHust paer ripu OJIJI oueHb
XOPOIINiI Pe3ysbTaT: MOXHO BbUIEUNUTb OKOJMO 80% mMalMeHTOB JeTeli (HEKOTOpble MCTOYHUKU
TIPUBOAST U 60Jiee BbICOKMeE 1MUMPbI - HATTpUMeED, 10 85%).
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