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BFM - Berlin-Frankfurt-Munster; Hemelikasi ucciegoBaTeabCcKasi TpyIna MO M3YUYEHUIO
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CD - knacrep nuddepeHLIPOBKU

EGIL - European Group of Immunological Markers for Leukemias; EBpormeiickasi rpymria mo
MMMYHOJIOTMYECKOM XapaKTepUCTHUKe JIeIKO30B

FISH - ®nyopeciieHTHass rubpuausaanus in situ

MB - MockBa-bepnnH; Poccuiickass ucciaegoBaTenbCKasi TpyIiia II0 JeYEeHUI OCTPOro
mMdOo6IacTHOrO JIeiiK03a Y JIeTeil

TCR - T cell receptor; T-K1eTOUHBII1 pellerITop

AJIT — ananuHaMMHOTpaHchepasa

ACT - acnapraTaMuHoTpaHchepasa

BO3 - BcemupHas Opranusanus 34paBoOXpaHeHMsI

BIT-OJIJI — ocTpsiit muMbOOIaCTHBIN JIEKO3 U3 B-KIeTOK-ITpeaiecTBeHHMKOB
[-KC® - pekoOMOMHAHTHbIN I'PaHy/IOLUTAPHBIV KOJIOHMECTUMYIUPYIONINII (aKTop ueoBeka
I.M.H. — IOKTOP MeIUIIMHCKMUX HAYK

WUTK - MHTMOUTOPBI TUPO3UHKIMHA3

KU — knuHM4YecKue ucciaegoBaHMs

KM - KOCTHBI MO3T

KT — koMmnbioTepHast ToMmorpadusi

JIAI' — nakraTomeruaporeHasa

MKB 10 - meskmyHapoaHas Kiaccuduraims 6onesHeit 10-ro nmepecmorpa

MOB - MyHMMAaJIbHASI OCTATOUYHAS 00Ie3Hb

MPT — MarHMTHO-pe30HaHCHasI ToMmorpadus

OAK - o6miuit (KIMHUIeCKUIT) aHa/In3 KPOBU

OJIJT - ocTpslit 1MMbOOIACTHBIN JIEI KO3



OT-IILIP - obpaTHO-TpaHCKpHUITa3Has MoauMepasHas 1ernHas peakuys (I1LP)
[IP — nmonHas pemuccusi

[TIXT - monuxmummoTepanmus

[TLIP-PB —IIIIP B pexxuMe peajlbHOI'O BpeMeHU

COJI = cmHApOM OCTPOTO IM3MCa OITYyXOIN

TT'CK — TpaHCIIaHTa s TeMOMO3TUYECKUX CTBOJIOBBIX KJIETOK

T-OJIJI - T-nuHelHbI OCTPbIi TMMGOO6IACTHDIN JIEI KO3

V3U — yibTpasByKOBOE UCC/IeJOBaHME

OAD - ®paHKko-AMepuKO-bpuTaHCKas KOOIepaTBHAs IrpyIira

XT — xuMuorteparnus

I[IHC - neHTpasbHasi HEpBHAS CUCTEMA

YMH - yepertHO-MO3roBble€ HEPBBI

OKT - anekTpokapauorpadms

9x0-KI' - sxokapauorpadus

** — KM3HEHHO HeOOXOAMMbIe M BasKHEIIIMe JeKapCTBEeHHbIE ITperapaThl

# — mpemnapat, IPUMEHSIIOIIMIICS He B COOTBETCTBUM C ITOKA3aHUSIMM K IIPUMEHEHUI0 U
MIPOTUBOIIOKA3aHMUSIMM, CITOCOOAMM IIPUMEHEHNS U 103aMU, COIEPKALIIMMMCS B MHCTPYKIIUMA
T10 IIPMMEHEHMIO JIeKapCTBEHHOTO mpenapara (odd-eit6m)



TepMMUHBI U OIIpeae/iIeHUS

Octpsoiit tnMd@oo6acTHbIN Jeiiko3 (OJIJI) — 3To 370KauecTBeHHOe 3ab0/ieBaHye CUCTEeMbI
KPOBETBOPEHMSI, COCTOSIIIee B IMOSBA€HMM OIYX0JIeBOTO KJIOHA M3 KIETOK — KPOBETBOPHBIX
MpeAieCcCTBeHHUKOB JIMHUI TuM@pouaHo guddbepeHIIMPOBKA

Ph-nmosutusHbIii OJIJT (Ph+-0JIJT) — OJIVI ¢ Hanuuuem TpaHciaokauuu (9;22)(q34;q11) — u
obpasoBaHMeM xmumepHoro reHa BCR-ABLI.

BCR-ABLI-nnopnoousbiii OJIJI — mnoparpynmna OJIJI, He wuMelomass TpaHoiokaum (9;22)
(q34;q11), HO ¢ mpodumiaem 3KcIpeccuu reHoB, cXOXUM ¢ BCR-ABLI-no3utuBHbiM OJIJI
cBumeTenbCcTByOMEM 00 aktuBanyuy ABL1 u JAK2 THMPO3MHKMHA3HBIX CUTHAJIBHBIX ITyTeN).
OTtmeuaroTcs peappalkupoBku CRLF2, ABL1, JAK2, IKZF1, EPOR, PDGFRB u np.

ETP-OJIJTI - OJIJI u3 panHux T-kineTok-tnipexaiiectBeHHUKOB (early T-cell precursor ALL),
uMelonuit XapakTepHblii MMMyHodeHOoTUl (CD3 BHYTPUKIETOUHO, HMU3Kasi (MeHee 75%)
skcrpeccuss CD5, orcyrtcrBue skcrpeccun CDla u CD8, skcmpeccusi XOTsI 6bI OJHOTO U3
MMEJIOUIHBIX aHTUTE€HOB WIM aHTUTE€HOB KJeTOK-mpenaiiecTBeHHKOB (CD13, CD33, CD11b,
CD117,CD65, CD34, HLA-DR).

ITotHast peMuUcCcUs — OTCYTCTBME KIMHMYECKUX ITPOSIBJI€HMII 3a00/ieBaHMsI TIPU HATUUUU
< 5% 6GnacTHBIX KJI€TOK B KOCTHOM MO3re IIpy HOPMaJIbHOM COOTHOIIEHUM APYTUX POCTKOB
KPOBETBOPEHMS U OTCYTCTBUM 3KCTpaMeay/UISIPHBIX ITPOSIBIEHUIA.

MoekyasipHasi peMUCCUSI — O5TO II0JHAS KJIMHMUKO-TeMaTOJOTnYecKas pemMuccusi Ipu
OTCYTCTBUM B KOCTHOM MO3I€e MCXOOHO OIpenessiBIIMXCS MOJIEKY/ISIPHBIX MapKepPOB OCTPOTO
JIemKo3a.

Peuuaus - 3T0 mosiBjieHNe MOPQOTOTUUECKM BbISIBJIIEMbIX OGJIACTHBIX KJIETOK C JIeiKO3-
aCCOMMPOBAHHBIM  MMMYHO(QEHOTUIIOM TIIOC/e Iiepuoja, B  TeueHMe KOTOPOTo
UIEeHTUGUIIMPOBATh OITyX0JieBble KIeTKU LIUTOJOTMUEeCKMMIM MEeTOAAMM He MpeaCcTaB/sioCh
BO3MOXKHBIM. KocmHoMo032080ii peuudus — ob6HapykeHMe B KOCTHOM Mo3re 25% u 6oiee
OmyXxoJieBbIX JMMdoO6IacToB, 6e3 omHOBpeMeHHOro mopaxkeHnust LIHC wu/unm apyroro
9KCTpPaMeIy/JsIpHOTO  TMOpaskeHMsI Iocjae  KOHctatauuu  pemuccun. I[HC-peyudue
(Helipopeuudus) - TosABIeHMe JMMAOOIACTOB B JIMKBOpe IIPU  IIUTOJIOTUMYECKOM
UCCIeNOBAHMM, a TaKXKe HEeBPOJIOTMYeCKass CUMIITOMAaTHKa, He CBsI3aHHAas C OPYTUMU
3a601eBaHUSIMMU U TIOBpexaeHusiMu. [Ipu BHyTpudyepernHoMm obpaszoBanmu Ha KT/MPT u ripu
OTCYTCTBUM OJIACTHBIX KJI€TOK B JTMKBOpPE, KPOBU M KOCTHOM MO3Te, JIJisl IMarHOCTMPOBaHMS
u3onupoBaHHOro penyanBa [ITHC Heo6XoauMMO MOMYUUTh TUCTOIOTUUECKOEe TIOATBEPKIeH e
WJIN TIPOBECTU OAHO(POTOHHYIO 3MUcCMOHHYI0 KT rosoBHOTro Mmo3ra. B KocTHOM Mo3re 4ncio
OITyXO0JIEBBIX OJIACTHBIX KJIETOK JO/DKHO COCTaBJISITh MeHee 5%. TecmukynspHslii peyudus —
M30JIMPOBAHHBIN peUuAUB SUYKA [OUATHOCTUPYETCS TMpPU TMOSBJIEHUM OOHO- WIM
IBYCTOPOHHETO 6e360/Ie3HEHHOT0 SIMUKa M 3HAUMUTEIbHOTO YBEJIMUEHMS ero MJI0THOCTU TP
MayIbIIaMM IIPY HAJUUMM B KOCTHOM MO3Te <5% ormyxoseBbIX JMMGO06JaCcTOB U OTCYTCTBUU
nopakeHuss ITHC wu TpebGyeT TIUCTONOTMYECKOTO mMoATBepXkAeHMS. KomOuHupoeaHHvle



peuuduesl: coueTaHue JBYX U Oojee TMOpPaKeHUI pas3aMuHOi JoKanusauuu. Ilpu
KOMOMHMPOBAHHBIX PeLMAMBAX KOCTHBIV MO3T CUMTAETCS ITOpaskeHHbIM IIpU Hanuuum 5% u
6osee oryxoneBbiX JuMpo6maacToB. ITo30Huill peuudue - pelyaAMB, BO3HUKIINIA uepes
rojaroga ¥ Oojee IOCJAe OKOHUAHMSI IOAAepsKuBaiouleii Tepanuu. PanHuli peuuous -
peLuaMB, 3aperMCTPMPOBAaHHBI paHee, yeM uepe3 IMOJTOAa OT MOMEHTa OKOHYaHMS
Mo dep>KMBalOIel Teparum, HO Mo3gHee 18 mMecsiieB OT Hauvaa Tepanuu. QueHs paHHUil
(céepxpanHuii) peuuoue — pelUAUB, Pas3sBUBIIMICSI B CPOK OO0 18 MecsiieB OT Havajia
Tepanuun.

MOoJIeKy/JISIpHBI peluaAuB — 3TO IOSBJIE€HME MCXOOHO OMNpenessBIIMXCS MOJIEKY/ISIPHBIX
MapKepoB OCTPbIX JIEMIKO30B B IBYX ITIOBTOPHBIX aHaiaM3ax (MMPOBEHEeHHBIX C KOPOTKUM
MHTEpPBAJIOM BpeMeH)) Ha (OHEe COXPAHSIIOIIENCS KIMHMUKO-TeMaTOJIOTUYEeCKO PeMUCCUMN.

MuHumanbHasi octaTouHast 6onme3Hb (MOB; minimal residual disease — MRD) — Hanuune
OCTATOYHBIX JIEIKEMUYECKMX KJIETOK V TallieHTa B PeMUCCUN, HEe BBISIBISIEMbIX PYTUHHBIMU
MOpPGhOIOrMYeCKMMM METOAAMM, HO OMpeesisieMbIX MPY MOMOIIM BbICOKOUYBCTBUTENbHbBIX
nabopaTtopHbix TexHojoruii (IILIP B peasbHOM BpeMeHM /MY MHOTOLIBETHOW ITPOTOUYHOI
LIUTOMETPUEN).

BeccoObITHITHAsA BbDKMBaeMOCThb (event-free survival — EFS) — paccunThiBaeTcsl OT JaThbl
Hayaja JieueHus A0 JI000ro «OTPUIIATeIbHOIO» COOBITMS WM OaThl IOC/IeIHEeN! SBKU
nainuedTa. [lod «OoTpullaTebHBIM» COOBITMEM IMOHMMAIOT pelNUAMB, CMEepPTh MO JIH00i
MIpuYMHe, pa3BUTME BTOPOI OMYX0au Ui pedppakKTepHOCTb (OTCYTCTBME MOJHOM PeMUCCUN B
CPpOKM, OTIpeLieieHHbIe IIPOTOKOJIOM Tepamnum).

O6mas BbDKMBaeMocTh (overall survival — OS) — paccunTbiBaeTcsl OT JaTbl Haudaia
JleueHMUs] 0 CMepTM TMalMeHTa I10 Jiioboit mpuunuHe. IlalMeHTOB, cyabba KOTOPBIX
HEM3BeCTHA, IIeH3YPUPYIOT B TOT MOMEHT, KOTAA ObIIO M3BECTHO, YTO OHU JKMBHI.

VHAYKIMA — 3TO IIepUOJ, HavYaJIbHOTO JIEUeHMs], 1IeJIbI0 KOTOPOTO SIBJISIETCSI MaKCUMAaJIbHO
ObICTpOE U CYIIECTBEHHOE COKpallleHue OITyXO0JeBOi MacChl M HOOCTVDKEHMe IIOJTHOM
peMICCUM, Ha3bIBAETCS IIEPUOIOM MHAYKLIVNA.

KoHconmupaumst — BTOpOM 3Tal Tepanuu, HApaBJeHHbI Ha 3aKpeIvieHue OOCTUTHYTOr'O
MpoTHUBOONyXoieBoro 3ddexra. 3amaueit 9TOro Imepmona SIBJASIETCS MO BO3MOXXHOCTM elle
00JIblllee YMeHbIIIeHMe UMC/Ia OCTAIIMXCS TT0C/Ie MHAYKIUM JIeIKeMUYeCKIUX KIeTOK.

IMogaepkuBaomiass Tepanus — 3TO AJUTebHAasI IIUTOCTaTUUeCcKas Tepalnys B HeOObIINX
I03aXx, HaITpaBjieHHasl Ha YHUUTOXXeHMe BO3MOKHOI'O OCTaTOUHOI'O OITyX0JIe€BOr0 KJIOHA.



1. KpaTtkasa mHpOpMaL M

1.1 Onpepenenne 3a00/1eBaHUS WIM COCTOSSHUS (TPYIIIbI 3a00/IeBaHUM
VJIM COCTOSIHUIA)

Octpsiit mumdobaactHbiii geitko3 (OJIJI) — 9To 3/I0KavuecTBeHHOe 3a00jIeBaHMe CHUCTEMBbI
KPOBETBOPEHMSI, XapaKTepu3ymwlleecsi HEKOHTPOAUPYeMOii mponndepalineil omyxojieBoro
KJIOHA M3 KJIEeTOK — KPOBETBOPHBIX IIpEOIIeCTBEHHUKOB JIMHUI  JUMQPOUTHOI
nuddepeHIIMPOBKM, COCTAB/SIONIET0 He MeHee 25% OT APYrMX SAEPHBIX KI€TOUHBIX
37IeMEHTOB KOCTHOI'O MO3ra, C BO3MOXXHbBIM BOBJIEUEHMEM B MPOLECC Pa3JIMUHBIX OPraHOB U
cuctem (uMmdonuaHas TKaHb JI00OV JOKanu3alyu), ¥ B CBOEM eCTeCTBEHHOM TeueHUU
Hen30eXXHO MPUBosIee K paTajbHOMY Mcxony [1-6].

1.2 3THos0orNUs U MaTOreHe3 3a00/IeBaHUSI UJIM COCTOSTHUS (TPYIIITbI
3a00JIeBaHMI WJIV COCTOSTHMIA)

Tounble npuumHbl pasButusg OJIJI HeusBecTHbI. PaccMaTpuBaeTcss BO3MOXHAas pPOJib
pasJIMUHBbIX IIpeApacriojaramoimmux @akTopoB (reHeTMUeCKMUX, BUPYCHBIX, paauaius,
XuMuueckoe 1 Gusmueckoe BO3MENCTBME U ApP.), OMHAKO UX TOUHOE BIMSHME Ha pa3BUTHE
OJIJI Ha ceromHAIIHMI JeHb He YCTaHOBJIEHO.

ITo coBpeMeHHbBIM IpenCcTaBlieHusIM B OCHOBe naroreHesa OJIJI nexuT myranus CTBOIOBOM
KPOBETBOPHOJ KJIEeTKM, KOTOpas IPUBOOUT K TOTepe CIOCOOHOCTM K HOpPMaabHOM
KJIeTOUHOI nud@epeHLIMPOBKe M HapyLIeHUSM B IMpolieccax Ipoan@epanuy u arorTosa.
MyTaHTHBI KJIOH IOCTaTOUHO OBICTPO BBITECHSIET HOPMaJIbHbIe IeMOTIO3TUYECKME KIIETKM,
3aMeliasi cob6oii Bechb remMoIi033. BbiTeCHeHMe HOPMaJIbHbIX T'e€MOIIO3TUUYECKUX KJIETOK U
3aMelleHe UX OITyXOJIeBbIMM KJIeTKaMM, HeClIOCOOHBbIMM K CO3peBaHMI0, 3aKOHOMEPHO
MIPUBOJIUT K YMEHbIIIEHNIO B epudepndeckoit KpOBY 3peJibIX KIETOK C pa3BUTHEM aHEMMUH,
TPaHyJIOLUUTONIeHMY,  JUM@OINeHUM U TPOMOOIMUTONEHUM, UTO  MPOSIBJISIETCS
COOTBETCTBYIOLIe KIMHUYECKOV KapTuHOW. OryxoneBble KJIeTKU MOTYT ITOKUAATH KOCTHBIN
MO3T ¥ MHQUABTPUPOBATH pa3jMuHble OpPraHbl U TKaHU (Cele3eHKy, MeYeHb, TMMQpOY3Jibl,
TUMYC, IeHTPa/IbHYI0 HepBHYIO cuctemy (LTHC), koxky u np.) [1-6].

1.3 dnuaemmonorus 3a6o1eBaHMsI UM COCTOSIHUS (TPYIIIIbI
3a00/1eBaHMI WJIY COCTOSTHMIA)

OJIJT coctaBisieT 0kosio 25 % OT Bcex 3/0KaueCTBEHHBIX OITyXOJjeil y MalieHTOB B BO3pacTe
o 18 net u IBASIeTCS CAaMbIM YaCTbhIM OHKOJIOTMUECKMM 3a00J/IeBaHMEM JIETCKOTO BO3pacTa.
3abomeBaeMoCTh cocTaBiseT okoio 4 Ha 100 000 meTckoro HaceneHus. [Tuk 3aboneBaeMoCT



OJIUI y pmeTeit NIpUXOOMUTCSI Ha AONIKOJbHBINA Bo3pacT (2 — 5 jeT npu menuaHe 4,7 roma).
HeckosibKko ualie 00JIel0T MaJIbuMKu — cooTHolleHue 1,6:1 gnsa B-nuueiiHoro u 4:1 mas T-
nunHeitnoro OJIJI [2,3,5].

1.4 Oco0eHHOCTH KOAVMPOBAHMS 3200/ IeBaHUSI MJIV COCTOSTHUSI
(rpymbl 3a00/IeBaHUI I COCTOSTHMIT) o MeXayHapoaHOM
CTAaTUCTUYECKOI Kaaccudmurammm 60JIe3Hel U MPood/eM, CBSI3aHHbBIX
CO 3J0pOBbEM

C91.0 - ocTpblit 1MM@O6IaCTHDIN JTEMKO3.

1.5 Knaccudurauys 3a601eBaHUA UM COCTOSTHUSA (TPYIIIBI
3a00/1IeBaHMI VIV COCTOSTHMIA)

Kinaccudmkamms ocrporo mmm¢o06IacTHOrO JieifKo3a y JeTeii cormacHo BO3 sBisieTcs
obuenpuHsTOi [2,7-10]:

1. OJUT u3 B-kietok mnpeniiectBeHHUKOB (BIT-OJLI)
e be3 crienuduuecknux xapakrepuctuk (NOS — not otherwise specified)
[IToreHeTMUeCKME TTOATPYIIIbI:

e 1(9;22)(q34;q11.2); BCR-ABL1, Ph+-ALL

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

e t(12;21)(p13;q22.1), ETV6-RUNX1 (panee TEL-AML)

® C rumnepauIIouanen

* C IUMOOOUIIIONOVEN

e t(5;14)(q31.1;932.1); IGH/IL3

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

® «yCJIOBHbIE/TIpeABapuUTeIbHbIe» MOAIPYIIIbI (provisional entity)
e BCR-ABLI1-11000OHBI

e iAMP21

2. OJUT u3 T-knetok npepiiectBeHHUKOB (T-OJLT)

* «yCJIOBHAsI/IIpeBapuUTe/ibHasI» MOATpyMIia (provisional entity)
e OJIJI u3 pauuux T-kineroxk-npenmecrseHHUKOB (ETP-ALL)

TpaguumonHo Bbigensitor OJIJI u3 B-knetok-npenmectBeHHUKOB (BII-OJUUT) u T-nuHeiiHbIN
OJUI (T-OJLI).



Cpeny uTOreHeTUYeCKMX MOATPYIII, BeifenseMbix mipu BIT-OJIJI, B iocieqHeM repecMoTpe
(2016 r.) ximaccupuxanuu BO3 6bUIM mobaBieHbl JBe HOBble moarpyrmnbi: BCR-ABLI-
nogo6HbIit (0oH ke Ph-momo6ubiii OJIJI) m BII-OJUI ¢ iAMP21 (BHYTpMXpOMOCOMHas
ammupukanus yactu 21 XpoMoCOMBbI).

Cpeon T-OJIJI oTmenbHble TeHeTUUYECKME TIOATPYIIbI He BBIAEISIOTCS, OLHAKO, OIMMCAHbI
Hauboyiee 4acTO BCTpevaroluecs MyTaluy, TakKue KaK mepecTpoiiku reHoB TALI, TLXI,
TLX3, LMOI1, LMO2 v np., a Takke mytauuu B reHax NOTCH1, FBXW7, PTEN, KOTOpble MOTYT
OKa3bIiBaTh BJMSIHME Ha IPOTHO3 3aboseBaHus. ComiacHO TMoOcaenHelr  Bepcum
knaccupukauuu BO3 cpemu T-OJIJT otmenbHO Bbigensgercs OJIJI u3 paHHux T-KiIeTok-
npenmectBeHHMKOB (early T-cell precursor ALL, ETP-OJIJI), uMemomuii XapaKTepHbIi
MMMYHO(EeHOTHII.

1.6 KnuHu4yeckas KapTuHa 3a00/IeBaHUSI MJIN COCTOSTHUS (TPYIIITbI
3a00/IeBaHUI VIV COCTOSTHMIA)

IIMTenbHOCTh aHaMHe3a 3a0ojeBaHMsS OT MOMEHTA IIOSIBJ€HUSI IIEPBBIX KIMHUYECKUX
MIPM3HAKOB 10 MopQoornyeckoii BepuduKauyuy AMarHosa COCTaB/ISIET OT HeCKOJbKUX
Hene/lib [0 HeCKOJbKUMX MecdaleB. KamHuueckass KapTUHA OIpeneiseTcs CTeneHblo
HapyueHus (PyHKIMII KOCTHOTO MO3ra (aHeMusl, reMOopparmueckmii CMHIPOM M pa3BUTUE
MH@eKLNI pa3aIMUHOM CTeIIeHU TSKeCTH) M HaJuuueM OITyX0JieBOi MaccChl (OpraHoMerasms,
00JIbIIIOe KOJIMYECTBO OMYXOJIEBBIX KIETOK B Imepudepuyeckoii KpoBu, TMMdoageHOIaTus 1
nopaskenue cpemoctenusi, ITHC, Koxku, suuek, geiikemudyeckass MHQUAbTPaALMSI ceTyaTKu). B
HEKOTOpbIX Cydasx HabaomaeTcsi pasBuTue 0601eBOTO  CUMHAPOMA, CBSI3aHHOTO C
Topa>keHuemM KOCTeIA.



2. IluarHoCTHUKA

Mmozue pekomeHO08aHHbvle Memodvl QUAZHOCMUKU 3a0071e8aHUSL U CBA3AHHBIX C HUM COCMOSIHUTL
uMerm ozpaHuueHHyw dokasamenvHyr 06a3y (8 coomeemcmeuu co WKAaaiamu OUeHKU YpOo8Hs
docmogepHocmu 0JoKa3amenbCme u ypoeHs YybedumenvbHocmu pekomeHOayuti) no npuyuHe
omcymcmeust NoCBsIUeHHbIX UM KAuHuueckux uccnedosanuti (KH). Hes3upas Ha 3mo, OHU
A671110MCS HE0OX0OUMbBIMU d/leMeHmamu 00¢1e008aHus nauueHma ois ycmavossaeHus ouazHo3a
u 8vlbOpa makmuku JieueHusi, maxk Kak Oonee 3¢pekmusHbie u O0oKasaHHvlie Memodvl 8
Hacmosujee 8pems He paspabomaroi.

Kputrepun ycraHoBaeHUsl AuarHo3a/coctrostuusi: duazHo3 OJUI ycmaHasausawom npu
o06HapyxeHuu 25% u 6osnee 6nacmmsix K1emok 8 kocmHom mo3seze (KM), no mopgonozuvueckum u
UUMOXUMUYEeCKUM  Npu3Hakam coomeemcmeywwux aumgpobracmam. Ha  ocHosaHuu
onpedeneHuss UMMYHO(eHomuna O1ACMHbIX KJAEMOK C NOMOWbI0 NPOMOUHOLU yumomempuu
ycmauasauearom JuHetiHyw npuradaexcHocms aumpoodnacmos (T-OJUI, BIT-OJIVI). OnpedeneHue
yumozeHemuueckux nodepynn npoeoosim HA OCHOBAHUU pe3ylbmamos MOJIEKYJSIPHO-
2eHemuueckozo uccnedosauust [2,5-7].

2.1 JKanoObI 1 aHAMHe3

e Bcem mammeHTam monoxe 18 jyiet ¢ nogospenuem Ha OJIJI, a Takke BCeM IlallMeHTaM C
BepuduimposanHbiM OJIJI mpM Kaskaom Iipueme (OCMOTpe, KOHCYAbTallMM) Bpaua-
reMarToJiora/Bpaua-oHKOJIOra peKOMeHAyeTcs1 cO0p aHaMHe3a M 3Kajob [Jis OLleHKMU
COCTOSIHMSI TIallMeHTa, a TakXKe [JIs1 BbISIBJIEHUS (PAKTOpPOB, KOTOpble MOIYT OKa3aTh
BJIMSIHME Ha BbIOOD jleue6HOI TakKTUKM [1-4].

VpoBeHb yOeOUTEIBHOCTM pekomeHgauuit - C (YpoBeHb [IOCTOBEPHOCTH
JI0Ka3aTelbCTB — 5).

Kommenmapuu: knunuueckue cumnmomst OJIJI 'y Odemeli 00ycno08/eHbl  CMENEHbH0
UH@UILMpayuU KOCMHO20 M032a AuM@odaacmamu u IKCmpameoyaisipHsIM pacnpocmpaHeHuem
npoyecca. Ilayuenmot ¢ OJ/UI mozym npedssiesimb xanobsl HA c1abocmes, JaUXopadky,
HedomozaHue, 00U 8 KOCMSAX U/UMU Cycmasax, Kpogomouusocms €O CAU3UCMbIX 0000UeK
(Hocoeble, decHesble, HeNYOOUHO-KUUleuHble U 0p. KPOBomeUueHuUsl), 2emMoppazudeckuti CUHOpOM Ha
Koxce, OnedHocmov. PacnpocmpaueHue O1ACMHbIX KJAEMOK 8 JaumMpamuueckue y3avl U
NapeHxuMamo3sHsle 0p2aHsl npueooum K aumgpadeHonamuu, yéeauueHuo neueHu U cene3eHKu,
NposIeNAWUXCS O0NAMU 8 HKUBOMe, PACWUPEHUD CPedoCmeHUsl C 803MOXCHbLIM pPa3eumuem
CUHOpoma coaeieHusl, YeeauueHul auuexk y Manpvuukos. IposeneHusimu Hetiposetikemuu mo2ym
OblMb CUMNMOMbl NOPAMNEHUS. UePenHO-MO03208bIX HEpP8os, 00uemM03208ble, MeHUH2eabHble
cumnmomol [1-4].

Coop anamuesa npu OJIJI nodpaszymesaem mujamenvHslii paccnpoc o mexyuieti uau nposoouMoti
paHee J1eKApCMEeHHOL mepanuu, conymcmeynuux CUCMmeMHbIX 3a001e8aHUSIX U XPOHUUECKOU



namonozuu, Haauyuu OHKOJI02UuecKux 3abonesaHuti y podcmeeHHukos. Qb6s3ameneH cOOp
aNUJEeMUOI02UUECKO20 AHAMHE3d CeMbU: YCI08USl NPOMUBAHUS, CAHUMAPHO-2U2UEHUYECKUTI
YpOBEHb  OKpYMHeHUsl, HaIuyue XPOHUUECKUX UH(QEKUUOHHbIX 3abonesaHuti y OIU3KUX
podcmeeHHuKo8. OueHb 8aXHO YMOUHUMb, 0MKYOda NOCMYNnul nayueHm: u3z 0oma uiu u3 opyaux
MeQuUyUHCKUx opzavudayuil. Eciu nayueHm 6 nocneoHee 8pems Jieduics 8 opyzux MeOUUUuHCKUX
opeaHudayusix, 0053amesbHO HYXCHO 8blICHUMb 8ce demanu mepanuu, 8 0COOeHHOCMU
NpoMuBoUHMEKYUOHHOLI mepanuu, a makxxe Haauuue uau omcymcmeue pasiudHplx JeueoHo-
JuazHocmuueckux MAHUNyJaAyuli, MmMakux Kak Kamemepusauyus, HApKo3, uHmybauus,
UCKYCCMBEHHASA BeHMUNAYUS J1€2KUX.

2.2 dusukaabHOe 00c/IeJoBaHMe

e Bcem mnanmeHtam Mmosioxke 18 set ¢ momospenueM Ha OJIJI, a Takke BCeM MalMeHTaM C
BepuduiimpoBanHbiM OJIJI mpyu MepBUYHOM MJIM TIOBTOPHOM IIpUieMe, PEKOMEHIYeTCs
BBITIOJIHEHME BU3YaJIbHOTO OCMOTpa TepareBTUUYEeCKOro, Iajblaly TepareBTUUYeCKOM U
ayCKy/IbTallMM TepareBTUUECKON [JII YTOUHEHMSI pacIpOCTPaHEeHHOCTH 3aboyieBaHUsSI U
OLIeHKM COCTOSIHUS MalMeHTa, B TOM UMciie OTAe/IbHbIX OPraHoB U cuctem [1-4].

VYpoBeHb yOemUTEJIBHOCTM peromeHgauuiit - C (YpoOBeHb [IOCTOBEPHOCTU
OKa3aTeJbCTB — 5).

Kommenmapuu: o6wuii ocmomp nodpasymesaem OueHKy 00uiezo0 (u3uueckozo COCmosiHusl,
pocma u maccel mend, a maxxe 0emaibHyld OUEHKY COCMOSHUS 8CeX Op2aHO8 U CUCmem U
HespoJsiozuueckozo cmamyca. Ocoboe sHuMAaHue caedyem obpamumes HA OOKYMEHMUpPOBAHUE
nposieieHuli 0CHOB8H020 3abosesaHuss (ONUCAHUE 8CeX 2PYNN YBENIUUEHHbIX JIUMPOY3/I08 C
pasmepamu, pasmepsl NeueHu U cene3eHKU — 8 CAHMUMempax Huxce Kpas pebepHoli dyzu no
CPEOHEKIIOUUYUHOTI TUHUU, PA3Mepbl AUUEK Y MAIbUUK08, Haauuue/omcymcmaue Jetikemudos Ha
KOJ#ce) U 8blA8JIEHUE BO3MONCHBIX 0UA208 UHDEKUULL

2.3 JIabopaTOpHbI€ IMAarHOCTUYECKNE MUCCIeTOBaHNS

2.3.1. JlabopaTopHbIe UccaenoBaHus A Bepudukanum 1Mariosa, OoneHKu

IIPOTHOCTUYECKHUX (l)aKTOpOB u 061“61‘0 COCTOAHMSA MMarnfeHTa

Bepuguxayus duazHoza npogooumcss ¢ NOMOWbI0 YUMOJI02UHECK020 U UYUMOXUMUUECK020
uccnedo8aHust Masko8 KOCMHO20 M032a U nepugepuueckoli Kposu, MHO20U8EMHOU NPOMOUHOT
yumomempuu KJ1emok KOCMHO020 MO032d, YUMO2eHemuueckoz0 u MOJIEKYISPHO-2eHemuueckozo
aianusa onyxonesvix aumgpoonacmos [1-5,7]. JuazHocmuueckuti nepuod He 00JIHEH 3AHUMAMb
Oonee 2 Ccymok (3a UCKJIOUEHUEM UYUMO2eHemu4eckozo0 U MOJeKyISIPHO-0U0N02UUECK020
uccnedosamusi).



e Bcem mnanmentam miianiie 18 et ¢ momospenueM Ha OJIJI; a Takke BCeM Ialii€HTaM C
BepuduiimpoBanHbiM OJIJI mpu IepBUMYHOM IIpuemMe U BO BpeMsi IpoBemeHus XT
pPEeKOMEeHAYeTCS BbITIOJIHEHME 00Iero (KIMHNYEeCKOT0) aHa/IM3a KpPOBY pa3BEepPHYTOTO C
obsi3aTenbHbBIM  OuddepeHIMPOBaHHBIM  ITOACUETOM JIEMKOLMTOB  (JIeMiKOIIMTapHasI
dopmyna) mias BepuduKanuM OuarHosa, KOHTPOJST Tepanmuu U BbIpaOOTKM TaKTUKU
BefeHNs nanyenrTa [1-4].

VpoBeHb YyOegUTENbHOCTM peKomeHzmammit - C (YpoBeHb [dOCTOBEPHOCTU
I0Ka3aTeJbCTB — 5).

KomMmeHTapum: JaHHble 00W€20 aHanu3a Kposu no380Js10m Ccyoums 0 8blpaMeHHOCMU
mpomOoyumoneHuu U aveMuu u Heobxodumocmu nposedeHuss 3amecmumesibHoli mepanuu
KomnoHeHmamu Kposu. Obwee Koauuecmeo Jelkoyumos u Hanuuue ONACMHbIX KIemoK 8
nepugepuueckoli kposu 0o Hauana mepanuu Heo6Xo0umo 071 hocnedyouiezo cmaduposaHus,
onpedeieHusl 2pynnbl pucKd u HasHaueHus adek8amHoti mepanuu.

e Bcem manmentam muiaguie 18 jset ¢ momo3spenneM Ha OJIJI peKoOMeHAyeTcsl MojyuyeHue
LIUTOJIOTUYECKOro Iiperiapatra KM I1myTeM NYyHKUMM C IOCIEOYIOMIMM LUTOJIOTMYECKUM
ucciienoBaHmem Maska KM (Muenorpamma) A5 Bepudukanyuy auarsosa [1-4,7].

VYpoBeHb yOemUTEJIBHOCTM peromeHgauuiit - C (YpoOBeHb [IOCTOBEPHOCTU
OKa3aTeJbCTB — 5).

KommeHTapumn: duazno3 OJI/I cmasumcsi Ha OCHO8AHUU 0OHAPYH#EHUSl 8 NYHKmMame KOCMHO20
Mo3za bonee 25% nelikemMuueckux Kaemox, 0711 KOmMopwviX MOp@Qonozudecku U uumoxumudecku
00Ka3aH 00UH U3 8apuaHmos aumM@oudHoti dugpepeHyuposKu.

KM acnupupyemcs u3z 3—-4 aHamomuueckux mouek. /Insg nyHKyutl ucnonw3yromcs nepedHue u
3a0Hue 2pebHU Kpblibed N008300UIHbIX KOCMeli.

Mopdagonozuueckas knaccugurkayus OJUI coenacHo epynne @Ab (Oparko-Amepuko-bpumatckas
KoonepamueHas 2pynna) Ha OCHOBAHUU pA3Mepos, CMpoeHus s10pd, HANUUUSL BKIHUEHUU U
dpyzaux npusHaxkos nodpasdensiem aumepoobaacmot Ha 2pynnet L1, L2 u L3. B Hacmosiujee 8pemsl
ocmpelil n1etiko3 co 3penvim B-chenomunom u L3-mopgonozueti 6aacmuuix K1emox 0mHocumcs K
2pynne Hex00MKUHCKUX IUMPOM U e2o0 duazHoCmuKa u JieueHue 00IHHbl NPo80JUMbCSL CO2IACHO
coomeemcmsyruwuM KAuHU4ecKum pekomeHoauusamu [1-6].

e Bcem mnauuentam wMiagme 18 et ¢ mnomo3peHumeMm Ha OJIJI pekomeHAayeTcs
LIUTOXMMMUUECKOe uccienoBaHue npernapara KM s Bepudukauum guardosa [1-4,7].

VpoBeHb YyOeOUTEIBLHOCTM perkomeHgauuit - C (YpoBeHb [IOCTOBEPHOCTU
JI0Ka3aTeJlbCTB — 5).

KommeHTapum: Llumoxumuueckoe UCCied08aHuUe ONyXoaesblx KAemoK S8751emcs 8aMcHuIM Ons
JugeperuuanvHoli duazHocmuku ¢ opyeumu eapuaHmamu netikemuu. Ilpu OJII 8 6aacmHbsix
KJIemKax omcymcmeyem axmueHoCmb Mueaonepokcudassl u Hecheyuguueckoii acmepassl Kak



KJ1I0Ue8blx MAPKEPO8 HeNUMPOUOHBIX KemoK-npeduiecmeeHHUKo8. [1oamomy nposederue 3mux
08yX UUMOXUMUYECKUX peakuyuti - peakyuu Ha Muenonepokcuoasy u peakuyuu Ha
Hecheyupuueckyw acmepasy s81s.emcst 00s13amesivHoim [2—4].

e Bcem nmanmentam miazniie 18 et ¢ mogmo3peHneM Ha OJIJI pekomeHayeTcs IpoBeLeHue
MMMYHO(MEHOTUIIMPOBAHMSI Te€MOIIO3ITUYECKUX KJIeTOK-IpeaniecTBeHHUI, B KM mias
BepuUKALMM OMarHosa, onpeneaeHusl JMHENHOV MPUHAIJIEKHOCTM OJACTHBIX KIETOK,
IPYIIIIbI IPOrHOCTUYECKOTO PUCKa U TaKTUKU Tepanuu [1,2,14,3-6,10-13].

VYpoBeHb YyOeOUTEIBHOCTM pekomeHgauuit - C (YypoBeHb [IOCTOBEPHOCTH
JI0Ka3aTeJbCTB — 5)

KoMmmenTapumu: Myismunapamempuueckas NpomouHas yumomempus, nposooumas ¢ ueivbko
MOYHO020 onpedeneHust UMMYHO(eHOomuna JaelkeMuuecko2o KaA0HA, 3aHumMaem UeHmMpaibHoe
mecmo 8 duazHocmuke OJIJI, no3gonsiem nposecmu OJuggeperHuuansHyo O0uazHOCMuKy ¢
0CMPBIMU MUEOUOHBIMU JIEUKO3aMU U C 0CMPbIMU JIeliIKo3aMU CO CMeulaHHbiM peHomunom [9],
A8JISS1Cb OUEHb BAMNCHBIM U 00513amenibHbIM MemodoM 07151 OUAZHOCMUKU PA3NU4HblX 8apUAHMO8
OJUL, ons cmpamugukayuu Ha 2pynnsl pucka u 0as nocaedyruwezo onpedeneHust MOB [1-6]. B
Hacmosiujee 8pems Onsa ummyHonozuueckoli kaaccugukayuu OJUI ucnonv3yromcs cucmema
Esponetickoiil epynnsl no umMMyHos02u4eckoll xapakmepucmuke Jetiko3oe (European Group of
Immunological Markers for Leukemias, EGIL) [11] ¢ yuemom no3oHee 86HeCEHHbIX U3MEHEHULI, a
maxkxce kaaccugukayuss BO3 [10]. PasnuuHslie ummyHogpeHomunuueckue sapuaHmol 00je3HU
npedcmaseieHsl 8 maobauue 1.

Cpedu kax B-, maxk u T-auneiinoix OJIJI 8bidenssiom HECKOJIbKO 8ApUAHMO08, OMAUUAUUXCS
cmeneHvlo «3peiocmu» onyxosnesvix kaemok (BI-BIV u TI-TIV), a makixe omoenvHyio zpynny
OJUT u3 pavuux T-nuHetiHvix npeduiecmeenHuxkos (ETP-OJLI) [10,12,13].

Pedkue cayuau BII-OJIZI ¢ no8epXHOCMHOU 3sKcnpeccueli msxenvlx U/unu JézKux yeneii
UMMYHO02/100y/IUHA HA NOBEPXHOCMU ONYX0/e6blX KJAEMOK He umMeom Opy2ux npusHakos
aumeomui/netikoza bépxkumma (mopgonozus L3 no knaccugpukayuu ®@AB, nepecmpoliku 2eHa
MYC, evicokas ckopocmwv npoaugepauuu). Takue cayuau ¢popmanvHo omuocsim K BIV-
UMMYHO8ApUaHmy, Ho ékauaim 6 oouenpunsamoe neuerue OJUI [13,14].

ITanens anmuzeHos odnsi duazvHocmuxu T-OJUI donxcHa ob6sa3amenvHo exkatouams CDIla u T-
kyemouHsle peuenmoposl (TCR).

Tabauya 1. MUmmyHopenomunuueckas kaaccugukayus OJUI no EGIL, 1995 [11] ¢ yuemom
no30Hee 8HeCeHHbIX usmeHeHull [13,14]:

B-nuHeiHblie OJ11

CD19% u/unm CD79a* u/mnu CD22cyt™
N HecooTBeTCTBMe kputepuam T-OJ1J1, OMJ1, MPAL [10]

BI (Mpo-B-01N1) CD107iIg7Ig"

BII («Common»-0OJ1/1) CD10%ilgTIg”




BIII (Mpe-B-OJ11) iIg*lg-

BIV (B-OJUT) Ig*

T-nuHeiHbie OJ1

iCD3" 1 HecooTBeTcTBME KpUTEpusam MPAL [10]

TI (Npo-T-0J1N1 ) CD2- CD5- CDla™ CD3-TCR~

TII (Mpe-T-OJ1J1) CD1a~, CD2* u/vnn CD5* u/unu CD8*
TIII (KopTvkanbHbiid T-OS111 ) CD1a*

TIV (3pensbiit T-OJ1J1) CD3**, CD1a-TCR*/~

IIpumeuanue: i — BHyTPUKIIETOUHAS SKCIIPECCHs MapKepa

e Bcem naumentam miiagure 18 jet ¢ nomo3pennem Ha OJIJI pekomeHAyeTCs IpoBeLeHune
LUTOr€HeTUYeCKOT0  UCUIefoBaHUS  (KapMOTUI) U MOJIEKyISIPHO-TeHeTU4YeCKOTo
uccienosauus (FISH-meton) Ha oxpHy mapy xpomocom acnupata KM ¢ wenbio
Bepu@UKaLMM OMArHO3a, OINpeAeNeHNs] TPYMHIbl MPOTHOCTUYECKOTO PUCKA U TaKTUKU
Tepanuu [2-5,7,10,15-18].

VpoBeHb yOegUTENbHOCTM peKomeHzmammit - C (YpOBeHb [JOCTOBEPHOCTU
I0OKa3aTelIbCTB — 5).

KommenTapum: [[umozeHemuueckoe uccnedogaHue JetikeMuueckux Kaemok  O0O0JIHCHO
00513ameJibHO 8KJIIUAMb 8 ceOsl KapuomunuposdaHue, Ucciedo8aue Memooom (ayopecueHmHoti
in situ 2ubpudusauyuu (FISH) u OT-IILIP 0Ons 6bia8/eHUsl 8C€20 CNeKmpa XapaxmepHbix
nepecmpoex.

B Hacmosiuiee apems caedyroujue mpaHcaokayuu 00HO3HAYHO UMEM KAUHUYeCKoe 3HaueHue —
t(9;22)(q34;q11)/BCR-ABL1; t(4;11)(q21;,q23)/KMT2A-AFF1 u t(12;21)(p13;q22)/ETV6-RUNX1,
8bICOKASL 2unepounioudusl, 2unONJIOUOHI Kapuomun, 6HympuxpoMoCOMHAs amnauguxayus
xpomocomsl 21 (iIAMP21). OdHako 8 nocnedHem nepecmompe kaaccuguxkauuu BO3 evidensiemcs
9 yumozenemuueckux nodepynn npu BII-OJVI (cm. «1.5. Knaccugukauus»), umeujux
onpedeneHHoe npozHocmuueckoe 3HaueHue [10].

Yuumueigas ewvideneHue BCR-ABLI-nodoousix OJIJI 8 omoenvbHyw hodzpynny, mpedyouyw 6
HEKOMOopbIX CyUasx omoesvHblx mepanesmuyeckux onyuti, KpatiHe xceaameibHo UHUYUATIbHOE
onpedeneHue nepecmpoek 2eHo8 CRLF2, ABL1, ABL2, JAK2, EPOR, PDGFRB u dpyzux, a make
gvldesieHue zpynnsl mak Hasvieaemuvlx IKZF1-nntoc neiiko3o6 (Oeneyus zeHa IKZF1 8 couemaHuu ¢
deneyueti CDKN2A, CDKN2B, PAX5 unu PAR1 6 omcymcmaue deneyuu 2eva ERG).

Onpedenexue Opyzux HeCaAyualiHblX NepecmpoeK xenamenbHo (0COOEHHO 8 pamKax
MYJIbMUYEHMPOBbIX KAUHUUECKUX UCCNed08aHUli), 00HAKO UX KAUHUYECKOoe 3HaueHue O
NPUHAMUS Mepanesmuueckux peweHuli 0cmaémcs HesCHbIM.



e Bcem mnanueHtam Mmosioxke 18 set ¢ momo3spenueM Ha OJIJI, a Takke BCeM MalMeHTaM C
BepuduiimpoBanHbiM  OJIJI B AMarHOCTMYECKMII Tepuod, M B TIIpoliecce Tepamnuu
PEeKOMEHAyeTcsl IIpOBeleHMe  CIIMHHOMO3IOBOM  MOYHKIMM €  00S3aTeIbHBIM
MOCTAeqYIONIMM  MCC/IeOBaHMe YpPOBHSI 0Oeflka B CIIMHHOMO3TOBOWM — SKUMAKOCTMH,
UCC/IefOBaHME YPOBHSI TIJIIOKO3bl B CIIMHHOMO3TOBOWM >KUIKOCTU, MUKPOCKOMNYECKUM
UCCIeOBAHMEM CIIMHHOMO3TOBOM >KUIKOCTU, MOACYETOM KJIETOK B CUETHOM KaMepe
(oripenesieHMe LMUTO3a) M LUTOJOTMYECKUM MCCIeIOBaHMEM KJIETOK CIIMHHOMO3TOBOM
KUAKOCTU 19 TOATBEpKIOeHUs/uckinodeHns nopaxkenus LIHC, ompepesieHusi rpynribl
MIPOrHOCTMYECKOTO pUcKa U BbIOOpa TaKTUKM Tepanuu [1-6,16,17,19].

VpoBeHb yoeauTeabHOCTU peKkoMeHaanui C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB
- 5).

KommenTapum: IHccnedosaHue snuxkgopa o00s3amenvHo 0751 N00MBepHOeHUs/UCKI0UeHUSs
duazro3da nopaxcerus LIHC (Heliponelikemuu), umo Heo06Xodumo 0711 mouHoz0 onpedeneHus
2pynnel pucka u Ha3HaveHus: adek8amHoli mepanuu.

B pe3ysivmame aHaiu3a 1uk8opa 803MoxcHbl ciedyouiue 8apuaHmol:

e CNS1 - nyukyus He mpasmamuyHas (<10 apumpoyumos/MKj), omcymcmaeue JietikeMuueckux
KJ1emoxk

e CNS2 - nyHkyus He mpasmamuuHa, <I0 nelikoyumos/MKji1, 603MOXHO Haau4ue
JietikeMuueckux KJiemok

e CNS3 — nyHkyusa He mpasmamuuHa, 210 netikoyumos/Mki, Haauuue jetikemMuueckux Kjaemox
nocnie yumoueHmpugyuposaHus

e TLP" — mpasmamuuHas NYHKYUs ¢ NPUMECHIO JIelIKeMU4ecKux KJ1emokx

e TLP — mpasmamuuHas NyHKYUs, omcymcmaeue npumecu JietikeMuueckux Kjiemok.

[luazHocmuueckas JoMOanbHAA NYHKYUS 00JIHCHA NPO8OOUMBC MOILKO ONbIMHBIM 8PaAUOM NO0
obweli aHecmesueli ¢ Yeavld CHUMEHUS PUCKa mpasmamuuHoOCmu U MeXaHuuyeckoz0 3aHoca
onacmuslx Kaemoxk nepugpepuueckoti xkposu 6 L[HC. TouHas OuazHOCMUKA UHUUUATBLHOZO
nopaxceduss LIHC 603MoMHA MONbKO NymeM NpuzomosjieHus yumonpenapama nepsuuHozo
JIUK8opa Ha yumoyeHmpugyze. Ocedanue Kaemox JUKBOPA HA CMEKN0 eCmecmeeHHbIM NYmeém
mpebyem 00/blle 8peMeHU, Umo HeuzbexHo npugodum kK depopmauuu Kaemox, nosieaeHuro
apmegaxkmos u HenpasuibHoli UHMepnpemauyuu OaHHbLX.

IIposedeHue  neuebHbIX  CNUHOMO3208blX NYHKUULL C UHMPAMEKANbHbIM — 88e0eHUeM
xumuonpenapamos seasemcsi 00s13amenbHoiM  KomnoHeHmom 6 JeueHuu OJUI JIukeop
00513amenibHO ucciedyemcs Kaxcovlili pa3 npu npogedeHuu JromMoanbHol nyHkyuu [1-6,16,20].

e Bcem manmentam muaniie 18 set ¢ nnogospenuem Ha OJIJI, a Takke BceM MmalyieHTam C
BepuduipoBaHusiM OJIJI mpu mepBMUHOM IipueMe U BO Bpems IpoBemeHust XT,
PEKOMEHIyeTCsI BhIIIOJIHEHME aHa/IM3a KPOBU OMOXMMUYECKOTO O0IIeTepareBTUUeCcKoro
(MoueBMHA, KpeaTMHMH, OOt Oenok, OMAMPYOMH, TMoko3a, JIAI, amwmiasa,
amaHuMHamuHoTpaHcdepasa (AJIT), acmapratammuHoTpaHchepasa (ACT), HaTpuii, Kanuii,



KaJIbLMii) OJS1 YTOYHEHMS] PacCIpOCTPAaHEHHOCTM 3aboyieBaHMSI U OLIEHKU COCTOSTHUS
IalyeHTa, B TOM 4Mciie OTOe/JIbHBIX OpraHoB U cucteM [2-4,20].

VpoBeHb YyOegUTENbHOCTM peKomeHzmammit - C (YpoBeHb [JOCTOBEPHOCTU
IOKa3aTelabCTB — 5).

KomMmeHTapuu: Buoxumuueckuii aHaiu3 Kposu daem HeoOX00UMYK UHGOpMAUU0 o
COCIMOSAHUU PA3JIUYHBIX OP2AHO8 U CUCMeM, Ymo uzpaem KJOuesyw pojb 8 hpedynpexcoeHuu
passumus MoOKCUYeCKUX OC/NOMHEHULl U onpedeneHuu <«NOMeHUUAIbHOU NepeHOCUMOCIU»
xXumuomepanuu.

e Bcem manmentaMm muianiie 18 set ¢ nmogospenuem Ha OJIJI, a Takke BceM MalieHTaM C
BepuduiuposaHusiM OJIJI mpu mnepBUYHOM IipueMe U BO Bpems IpoBemeHusi XT
pEeKOMEHAYeTCSI BBINIOJIHEHME KOaryjaorpaMmbl (OPMEHTUPOBOYHOE MCC/IedOBaHMeE
CUCTeMbI reMOCTa3a) OJisl OMArHOCTUKM/OIIpene/ieHUsl BEPOSITHOCTU Pa3BUTUST TSIKEJIbIX
reMopparmueckux/TpoMOOTUIYECKUX OCTIOKHeH I [2—-4,20].

VpoBeHb yOegUTENbHOCTM peKomeHzmammit - C (YpOBeHb [JOCTOBEPHOCTU
IOKa3aTelIbCTB — 5).

KommeHTapum: PasnuuHsie paccmpolicmea zemocmasza (Kak mpom06o3sl, maxk u
KposomeueHus) A610Mcs1 00CMAmMouHo UaACmuviM 0ClI0XcCHeHUeM 8 npoyecce yeueHus OJI/T. Omo
CBA3AHO KAK C O0CODeHHOCmAMU camozo 3abose8aHus, maxk U C NpUMeHsIemMbIMU
xumuonpenapamamu. Iloamomy ucciedosaHue Koazynozpammsl 00 Hauaad u 8 nNpouecce
mepanuu s16/1semcst He00X00UMbIM.

e Bcem maumentam muianiie 18 ser ¢ nnogospenuem Ha OJIJI, a Takke BceM MmalyieHTam C
BepuduimposanHbiM OJIJI pekomeHAayeTcCs1 OrpefeseHVie OCHOBHBIX TPYIII KPOBU IIO
cuctreMe ABO, omnpeneneHne antureHa D cucrteMbl Pesyc (pe3dyc-dakTop), omnpeneneHue
denorumna no antureHam C, c, E, e, C¥, K, k u omnpenenenne aHTUIPUTPOLUTAPHBIX
aHTUTEJ C LeJIbI0 IPOBeLeHUsI 3aMeCTUTEIbHON Tepanuy KOMIIOHEHTaMyu KpPOBU IIpU
HeobxogumocTu [20,21].

VYpoBeHb yOeOUTEIBLHOCTM peKkomeHgauuit - C (YypoBeHb [IOCTOBEPHOCTU
JI0Ka3aTeJlbCTB — 5).

KommeHTapum: Yuumsigas HeoOXo0UMOCMbs MpaHcGy3uli KOMNOHEHMO8 Kposu 8 meueHue
nepuood JieueHus 6cem nayueHmam Heo6xooumo onpeodeseHue 2pynnel Kposu u pe3yc-gpakmopa.

2.3.2. JlabopaTopHbIe McCcIea0BaAHNS OIS KOHTPOoJIsA 3¢ (hEeKTUBHOCTY Teparnmn

e Bcem nanyentam mianiie 18 set ¢ OJI/ pekoMmeHAyeTcsa Ha 3Tane MHAYKUUM (Ha 15-7i
IleHb Tepanuu U Mo OKOHYaHUM MHIOYKILMU) TI0JIyYeHre [UTOI0rn4YecKoro mnpernapara KM
IyTeM NOYHKOUM C [OUIeAYIOIIMM LUTOJIOTMYECKMM uUcciaengoBaHueM wmaska KM
(MuenorpaMma) s BepuduMKaiuyM craTyca IaliMeHTa I10 3a00/ieBaHMIO (peMMCCHS,
pPe3MCTEeHTHOCTD) U BbIOOpA TaKTUKM JajibHeIiei Tepanum [1-6,16,17,22,23].



VpoBeHb YyOegUTENbHOCTM peKomeHzmammit - C (YpoBeHb [dOCTOBEPHOCTU
IOKa3aTeJbCTB — 5).

KommeHnTapumn: OuyeHka paHHe2o omeéema Ha mepanuio s16J151emcst KjiKueblM MOMEHMOM 6
neueruu OJII Ilnoxoii paHHuli omeem Ha mepanur s8as1emcst pakmopom Heb1azonpusimHozo
npozHo3a u mpebyem 6 pside cayuae8 modupuxayuu mepanuu. IlayueHmst, He docmuzuiue
pemuccuu no OKOHUAHUU UHOYKUYUOHHOU (pasvl, OMHOCAMCI K NAyueHmam 8bulCOK020 pucka
(epynnet E unu T-HR npu cmpamuguxauyuu no npomoxony ALL-MB 2015 unu zpynna 8b1C0K020
pucka no npomoxkoay ALL IC-BFM 2002 — cm. npunoxceHue A3).

e Bcem maumentam mianiie 18 setr ¢ OJIJI pekoMeHAyeTCsl HA 8- IeHb MHIYKIMOHHON!
Tepanuyu BbIMOJIHEHME 00IIero (KJIMHMYECKOr0) aHa/lu3a KpOBM pa3BEPHYTOrO C
06s13aTeNIbHBIM AU GepeHIMPOBAHHBIM  ITOACYETOM JIEMKOIMTOB  (JIeKouMTapHas
dopmyna) [Jisl OLleHKM paHHEro OTBeTa Ha Tepamnuio (pemdyKIus/IepcucTupoBaHMue
6JIaCTHBIX KJIETOK B mepudepuueckoii KpoBM) U BbIOOpA TaKTUKM AaJIbHENIIei Tepanumn
[1-6,17,22-24].

VpoBeHb yOegUTENbHOCTM peKomeHzmammit - C (YpoBeHb [JOCTOBEPHOCTU
IOKa3aTelIbCTB — 5).

KommeHnTapumn: OuyeHka paHHe2o omeéema Ha mepanuio s16J151emcst KiKueeblM MOMEHMOM 6
neuenuu OJIL.  IInoxoli omeem Ha cmepoudHyw <«pop-pa3y» saeasemcs pakmopom
HebNazonpusmHo20 npozHo3a u mpedyem 8 psde ciyuaes (8 3a8UCUMOCMU OM NPOMOKOad
mepanuu u eapuanma Jetikemuu) moouguxayuu mepanuu.

e Bcem nainmeHntam miagiie 18 jget ¢ Ph-nosutusHbiM OJIJ peKOMeHAyeTCs olpeiesieHne
skcnpeccunt MPHK BCR-ABLp210 (konmnuectBeHHOE) U omnpeneneHue skcrpeccun MPHK
BCR-ABLp190 (konnuecTBEHHOE) B AMHAMMKe (Tlepe/, Havya/loM KakK[oro sTara Tepanumu u
1 pa3 B 3 mecslia Ha 3Tare IMOAAEpPKMBAIOIIEN Tepanmuu M I0cae ee OKOHYaHMS) IJIsI
KOHTPOJIS 3G (PeKTUBHOCTM U BbIOOpA TAaKTUKM JasibHel1eli Tepanuu [25-27].

VpoBeHb YyOegUTENbHOCTM peKomeHzmammit - C (YpOBeHb [JOCTOBEPHOCTU
I0OKa3aTelabCTB — 5).

KommeHnTtapumu: MoHumopuHz mumpa mpanckpunma BCR-ABL y nauuenmos ¢ Ph-
nosumueHsim OJLUI s6/155emcst KauessiM yCclo8uem JjieueHuss makux nayueHmos, NoCKovKy 6
cyuae HedocmuceHusi/nomepu MONEKYAAPHOU pemuccuu mpebyemcs ygeauueHue 003bvl/CMeHd
uHeubumopa mupo3urvkura3 (UTK).

2.3.3. MouutopuHr MOb

B Hacmosiwiee 8pemsi cmaHdapmom MoHumopuHza 3pgekmusHocmu newenus OJUI cman
MOHUMOPUHZ 0CMAamMo4HOll onyxosiesoii nonyasyuu kaemoxk (MOB) ¢ nomowpbl0 npomouHot
uumomempuu U/uiu MoJeKkyJasapHo-0Uo02u4ecKux memodos. Yka3aHHsle Memoodsl 007adarm
8bICOKOLI  uyscmeumensHocmolo (00Hapyxusaemcs 1 netikemuueckas kniemxka Ha 10%7°
HOPMAbHBIX 2eMON0IMUUECKUX KIEMOK) U C UX NOMOUWbI0 MOMCHO OMCAexcusams 8 OUHAMUKe



cyov0y Jetikemuueckozo kaoHma. CoxpaHerue MOB nocie uyumocmamuueckozo eo3deilicmeust
SA67151€eMCsl  CaMblM  MOWHBIM — NpozZHOCmMuueckum gakmopom 'y nayuenmos ¢ OJI,
ceudemenbCmayuium 0 HeobxXo0uMocmu usmeHeHus: mepanesmuueckoti makmuxu [23,28-30].
Touku uccanedosavus MOB, onpedensitoujue npPozHO3, OMAUUAOMCS KAK 8 PAa3JUUHBIX
mepanesmuueckux nNPomokKoaax, max u s pasHolX Memodos. boniee mozo, 8 Hacmosujee 8pems
8 Poccuu 80 MHo2ux cyuasx ucnosb3yrmcs npomoxossl, He npedycmampusarujue npumeHeHue
pe3ynemamos onpedeneHuss MOB ona cmpamugukayuu Ha 2pynnsl pucka y 6cex nayueHmos
[4,15,31,32]. Tlosmomy 6 Hacmoswuii momeHm pekomeHdosams MmoHumopuHz MODB 6cem
nauyuenmam ¢ OJUI npedcmasnsemcsi npexcoespemeHHviM. OOHAKO hpu e6eedeHuUu 8
mepanesmuueckue npomoxoas. MoHumopuvez MOBE moxem ucnons308amscsi Kak 00uH U3
OCHOBHbIX cmpamuuyupyrowux napamempos. Kpome mozo, u 8 Hacmosiujee 8pems nayueHmam
8bIc0K020 pucka (epynnut E unu T-HR npu cmpamuguxkayuu no npomokxony ALL-MB 2015 unu
2pynna 8v1cok020 pucka no npomokoay ALL IC-BFM 2002 - cm. npunoxceHue A3) MOHUMOPUHZ
MOEB abconomHo Heob6xo0um 07151 peuleHus 80npoca o YeaecoodpasHoCcmu u cpokax nposedeHus
mpaucnaaHmayuu 2emonodmuueckux cmeonossvix kaemok (TICK), mak kak HeoOX00UMbIM
ycnoguem  ycnewHoiti TICK sensemcs Hanuuue MOB-HezamugHoli  pemuccuu  neped
mpauvcnaaunmayueii  [33-35]. O6s3amenvHboIM  YCN08UEM  UCNOJIL30BAHUSL  PE3yJbinamos
onpedenerust MOB 0ns 8bi60pa makmuxu JieueHusl s18J11eMmcsl 8bIN0JIHEHUE UCCIe008aHUS 8 00OHOT
u3 nabopamopulti, a8as10uetics pegpepeHcHoll 0k KOHKPemHo20 mepanesmuueck02o nPomoKond.

e Bcem manueHTaM mianiie 18 jiet ¢ nepBuuHO-pedpakTepHbiM OJIJI BBICOKOTO puUCKa
(rpynnbl E umau T-HR  1ipu ctpatudukanumu mno nporokony ALL-MB 2015 uau rpymnna
BBICOKOTO pucka 1o rporokony ALL IC-BFM 2002 - cM. ipuiokeHue A3) peKOMeHyeTCs
MoHUTOpMHT MOB (MMMyHO(QEHOTUIIMPOBAHME OMOJIOTMYECKOrO0 MaTepuana jisi
BbISIBJIeHMsT MapKepoB MOB mpu remo6sacTo3ax) Mocje Kaskgoro Tama Tepanuu Ojs
pelileHMsI BOIIpoca U 1iejiecoodpa3HocT 1 cpokax nposeaenus TT'CK [33-35].

VpoBeHb YyOeOUTEJIBHOCTM PpeKOMeHJauuii - B (YypoBeHb [IOCTOBEPHOCTH
J0Ka3aTeabCTB — 2).

KoMMmeHTapum: nayueHmam 2pynnel 8ulCOK020 pucka moHumopuHez MOB abcontomHo
Heobx00um Ol peuwleHusl 8onpoca o uyeaecoobpasHocmu u cpoxkax nposedeHust TICK, mak kak
Heobxodumbim ycnosuem ychewroti TICK siensemcs Hanuuue MOB-HezamueHotl pemuccuu nepeo
mpaHcnaaHmayueti.

[Ina npuHsamusi mepanesmuueckux peuwleHuti Heobxo0uMo NonbL308aAMbCS OOHUM U MeM e
memoodom 0ns. moHumopuHea MOB Ha npomsixeHuu mepanuu u 8bINOJHAMb UCCIE008AHUS 8
odHotl u moii xce n1abopamopuu. Anaaus MOB esinonHsiemcs 6 o6pasyax KM.

e Mouutopunr MOB (MMMyHOMeHOTUNMpPOBaHME OMOJOTMUECKOr0 MaTepuana Ojisi
BbISIBJIeEHMSI MapKepoB MOB mipu remo6/iacTo3ax) peKOMEHAYyeTcCs TaliieHTaM MJIajiie
18 ner c¢ OJUI, monyyawiuum JedyeHue TII0 IIPOTOKOJIaM, IIpeayCMaTPUBAKIIUM
cTpaTU@MUKALMIO IIALIMEHTOB B 3aBUCUMMOCTM OT BenuuuHbl MOB, O KOHTpOIs
3 dbekTUBHOCTY U BbIOOpA TaKTUKY Tepanuu [29,30].



VpoBeHb YyOegUTENbHOCTM peKomeHzmammit - C (YpoBeHb [AOCTOBEPHOCTU
IOKa3aTeJbCTB — 5).

KommenTapumn: OO6Hapywenue MOB nocie uyumocmamuueckozo 6o3delicmeus s875emcs
MOUWHbIM NpozHOCMuueckum ¢akmopom y nauuenmos ¢ OJIJI, noamomy OH uchosnv3yemcs: 8
HEeKOMopbIX Cyulecmeyrnwux Ha ce200HswHuli deHb npomokonax mepanuu OJIVI 8 kauecmeae
cmpamuguyupyroujezo ¢akmopa [23,28-30]. B 3asucumocmu om eeauuuHst MODB 8
onpedesieHHble KOHKPEMHbIM NPOMOKOJIOM KOHMPOJIbHbIE MOUKU MeHIemcs mepanesmuyeckas
makmuxka. Touku uccnedosavuss MOB, onpedensiwoujue npozHO3, OMAUUAMCS 8 PA3IUUHBIX
mepanesmuueckux npomokonax. He pexkomendyemcs usmeperHue MODB nayueHmam 6He
KOHMPOJIbHBIX MOYEK UCNONb3YEeMO020 NPOMOKOJIA.

[Ina npuHamusi mepaneemuyeckux peweHuti HeoOX00UMO NO0b308AMbCA OOHUM U MeM He
memooom 0onst moHumopuHza MOB Ha npomsixeHuu mepanuu U 8bINOJHAMb UCCIE008aHUSL 8
00HoTi u moii xce n1abopamopuu. AHanus MOB evinonHsiemcs 8 oopa3suax KM.

2.4 MHCTpYMEeHTa/IbHbIEe JUarHOCTUYeCKue UCciIeg0BaHus

e Bcem mammeHTamM Mosoxe 18 jiet ¢ momo3peHueM Ha OJIJI, a Takke BceM ITallMeHTaM C
BepubuimpopanHbiM  OJIJI o Hauvana JiedeHMS PeKOMEHAYeTCS IIpoBeleHle
TIpULIEIbHOM peHTreHorpaduy OpraHoB I'PYAHON KJIEeTKU B IIPSIMOI U ITpaBoii GOKOBOI
MIPOEKIUM IS TIOATBEPsKIEHMS/UCKIIOUeHNST TIOpakeHMsl CpeIoCTeHMsSI ¥ BbIOOpa
TaKTUKU Tepanuu [1-4].

VpoBeHb yOeOUTEIBHOCTM pekomeHgauuit - C (YpoBeHb [IOCTOBEPHOCTM
JI0Ka3aTeIbCTB — 5).

KoMmmenTapum: /JuazHo3 onyxosesoti Maccol 8 nepedHem cpedoCmeHuu cmasumcs no NPSIMomy
U npasomy 00KOBOMY PEHM2EHOBCKUM CHUMKAM 2pPYOHOU KaemKu. B ciyuae ee 8bls6/€HUS
NOKA3aHO makxe nposedeHue KOMNbIOMeEpPHOU momozpaguu 0p2aHo8 2pyoHOU noaocmu ¢
OUEHKOUl MOUHBIX pasmepos onyxonesoii maccol. IIpsmoti u npaswlii 60K0B0U peHmzeH08CKUe
CHUMKU 2pyOHOLl KiemKu 00/IxcHbl Oblmb cOelaHbl 00H08PEMEHHO U 0 HAUALA JIeUeHUS.

e [laumenrtam mosoxe 18 et ¢ OJIJI B cyiyuae BBbISIBJIEHUS OITYyX0JIEBOV MacChl B IlepegHeM
CpemocTeHMM 1O  JAHHBIM  peHTreHorpaduyu  peKOMEHAYeTcS  IIpoBeleHMe
KoMIbioTepHoii Tomorpadum (KT) opraHoB rpyaHOi MOJOCTM [OJsS OLIEHKM TOYHBIX
pasMepoB OIyXOJIEBOTO MOpa)keHus U IowIenyloliee KOHTPOIbHOE MCCIeoBaHMe II0
OKOHYaHMM MHIOYKIMOHHONM Tepanuu IJs OLIeHKM OCTaTOUHOrO oObeMa OIMyXOoau U
BbIpaOOTKM TaKTUKM Tepanuu [36].

VpoBeHb YyOegUTENbHOCTM peKomeHzmammit - C (YpOBeHb [JOCTOBEPHOCTU
IOKa3aTelabCTB — 5).



KommeHTapum: B cnyuae 8bvis8/1eHUSI NopaxceHus cpedocmeHust N0 OaHHbIM peHmezeHozpagpuu
HeobX00uUMO UCNO0Ib308aHUe 00Jlee MOUHbIX Memodo8 Bu3yanu3auyuu ¢ OUEHKOU MOUHbBIX
pasmepos onyxoesoti Maccel. Omo Heobxoo0umo 8 dabHeliuiem Ons OoueHKu d¢pekmusHocmu
mepanuu, KOHCMmamayuu cmamyca pemuccuu unu nodmeepicoeHust Heooxo0UMoCmu U3MEHeHUS!
mepanudl.

e Bcem manmentam monoxe 18 jyiet ¢ nogospenuem Ha OJIJI, a Takke BCeM IallMeHTaM C
BepuduimpoBanHbiM  OJIJI g0 Hauvana JiedeHMS PeKOMEHAYeTCS IIpoBeleHue
yJIbTPa3ByKoBoe ucciaemoBanue (Y3U) opraHoB OpPIOIIHOM MOJOCTU (KOMILIeKCcHOe), Y3U
3a0pIOIINMHHOrO mpocTpaHcTBa M Y3W opraHoB Majioro Tasa (KOMIUIEKCHOE) ISl
YTOUHEHMSI PaCIIPOCTPAHEHHOCTM 3a00/eBaHMs U OLEHKM COCTOSHMSI MaleHTa, B TOM
yyiCjie OTOeNbHbIX OpraHoB U cucrem [2-4,20].

VpoBeHb yOegUTENbHOCTM peKomeHzmammit - C (YpOoBeHb [JOCTOBEPHOCTU
IOKa3aTeJbCTB — 5).

KommeHnTapumn: IIposederue Y3U Heob6X00umMo 011 OUEHKU HAJUUUS NOPAMCeHUs U pasmepos
UHDUIBMPUPOBAHHBIX NAPEHXUMAMO3HbIX 0pP2dHO8 U JumM@pamuueckux y3noe OpiowHou
nos0Cmu, su4ex, 0peaHos8 Manoz0 masd, a MAaKkxce 8bis181eHUsI CONYMCMmayuweli namoJiozul.

e buorncusa snuka He peKOMeHAyeTcA naiyeHtam Monosxke 18 jet ¢ mogospenuem Ha OJUI,
a Takke maimyeHTam ¢ BepuduipoBanubiM OJIT [1-4].

VYpoBeHb yOeouUTEIBHOCTM pekomeHgauuii - C (YpoOBeHb [IOCTOBEPHOCTU
JI0Ka3aTelbCTB — 5).

KommeHTapum: /[uazHo3 UHUYUATIBHO20 NOPAXEHUS SAUUeK YCMAaHAaeau8aemcs Ha 0OCHO8AHUU
KJUHUYECKUX OAHHbIX U YIbMPa3eyko8020 UCC1ed08aHusl 0p2aHo8 MOWOHKU. Buoncus ssuuka npu
n0003peHuU HAa UHUUUAIbHOE NOopaxceHue He NoxKasaHa. MHuyuansHoe nopayceHue suuex He
gnusem Ha cmpamugukayuio u 6vl6op mepanuu; O0HOCMOPOHHAS UMU O08YXCIMOPOHHSS
OpPXUIKMOMUS He NPedyCMOMmpeHa.

e Bcem manmentam monoxe 18 jsiet ¢ nogospenuem Ha OJIJI, a Takke BCeM IallMeHTaM C
BepuduimpoBanHbiM OJIJI nmo Hauvana JjeyeHUs] peKomeHayeTcsi mpoBeneHue KT
rojioBHoro mosra win MPT TronoBHOro Mo3ra il MCK/IIOUYEHUS/TIOATBEPXKIEHMS
MHULMAIbHOTO nopaxkenus ITHC [1-4].

VYpoBeHb yOeOUTEIBHOCTM pekomeHgauuit - C (YpoBeHb [IOCTOBEPHOCTU
JI0Ka3aTeJlbCTB — 5).

e Bcem manmeHTam mMosioxe 18 jiet ¢ momospenueM Ha OJUJI, a Takke BceM ITallMeHTaM C
BepuduiposanusiM OJIJI o Hauvasa jedeHMsI U B IIpollecce Tepanuy peKOMeHAYeTCs
perucTpaiys 3AeKTpoKapAuorpaMmMbl M pacliM@poBKa, OMNMUCAHME U MHTepHpeTaius
ajieKTpoKapauorpaduyecknux AaHHBIX M 3xokapauorpaduu (3xo-KI') ajst BbISBIEHUS
COITYTCTBYIOLLE MAaTOJIOTUM Y BO3MOKHBIX KapAMOJIOTUUYeCKX OCIoKHeHui1 [1-6,20].



VpoBeHb YyOegUTENbHOCTM peKomeHzmammit - C (YpoBeHb [AOCTOBEPHOCTU
I0Ka3aTeJIbCTB — 5).

KommeHTapum: Yuumsieas KapouomoKCUUHOCMb Npenapamos 2pynnel aHmpayukauHos,
ucnonsdyemorx 6 mepanuu OJII, kaxOwili pa3 neped ux eeedeHueM 6ceM NAayueHmam
pekomendyemcs nposederue IKI, Ixo-KI.

2.5 ubple nyarHocTuUyecKye uccjaeaoBaHus

e Bcem mnanmeHtam Mmosioxke 18 set ¢ momospenueMm Ha OJIJI, a Takke BCeM MalMeHTaM C
BepuduiupoBaHueiM OJIJI 10 Hauvaja JjedyeHUs PeKOMEHAyeTcs IMpuemM (OCMOTPp,
KOHCY/IbTAlMs) Bpaya-HeBPOJIOTa MepPBUYHbIN U TpueM (OCMOTpP, KOHCY/IbTALMsI) Bpaya-
odTanmbmoiora TTepBUYHbIN OIS BbISIBJIEHUSI PacIpOCTPaHeHHOCTM IIpoilecca ¥ BbIOOpa
TaKTUKU Tepanuu [1-6,20].

VpoBeHb yOegUTENbHOCTM peKomeHzmammit - C (YpOBeHb [AOCTOBEPHOCTU
I0OKa3aTelIbCTB — 5).

KommeHnTapumu: Ocmomp 8paua-Hesposnoza HeoOXo0umM O/l 8bIsi8JIeHUS/UCKIUEHUS
npu3Haxkos Hetipoaetikemuu (nopaxcevue 4YMH, ouazosas cumnmomamuxa). Ocmomp epaud-
o(pmansmonoza nposodumcsi ¢ 0083amMenbHbIM OCMOMPOM 2/1a3HO20 OHA 0N BblsBeHUs/
UCKJIFOUEHUS JletiKeMUuuecKoll UHGpUIbmpayuu, Kpo8ousausiHul.

e Bcem mnauuentam mosioxke 18 set ¢ OJUI Bbicokoro pucka (rpyrrbsl E miu T-HR  nipu
cTpatTuduKanum mo mpoTokoay ALL-MB 2015 uau rpy1ina BbICOKOTO pMCKa II0 TPOTOKOTY
ALL IC-BFM 2002 - cm. mpunoxkeHme A3), a Takke UX CHOJIMHTAM ¥ POIUTENISIM
pekomMmeHayeTcsi orpeneieHne HLA-aHTUTeHOB C 1e/bl0 IIOMCKa IIOTEHIMAIbHOTO
noHopa 1 niposenennst TI'CK [4-6,16,31,32].

VpoBeHb yOegUTENbHOCTM peKomeHzmammit - C (YpoBeHb [JOCTOBEPHOCTU
I0OKa3aTelIbCTB — 5).

Kommentapum: IIposedeHue TICK noka3aHo ecem nNauueHmam 8bviC0K020 pucka 6 I1-li
pemuccuu npu ycnosuu o00Hapy#eHust poocmeeHH020 NOJHOCMBbI) CO8MeCcmuM020 JOHOpA.
ITauuenmam, He docmu2wWUM peMUccuu nocjie nposedeHus UHOYKUUOHHOL mepanuu, 00JU2amHo
nokasaxa annozeHuas TICK nto6020 muna (8 3asucumocmu om docmynHocmu OOHOPO8 U Om
mexHuueckux eosmoxcHocmetl) [16,31,37-40]. Ilosmomy ecem nauyuenmam HLA-munupogaHue u
UHUYUAUUs NOUcKa 0oHopa 00JIxHbL NPO8OOUMbBCS Cpa3y nocjie cmpamugukayuu NauueHmos 8
2pynny 6s1C0K020 PUcKa.



3. JleueHHE

3.1 KoHcepBaTHBHOE jIeUeHME

3.1.1 Jleuenue ocHOBHOTO 3a6oneBanus (OJL)

Ilenu neuenus [1-6]:

* Opaduxkayus netikeMuueckoz2o KJI0Hd;
e BoccmaHosieHue HOpMaibHO20 KPO8emaopeHus;
o JlocmudiceHue dnumensbHOLU 6eccobblmutiHOll 8bIxUBAEMOCMU.

Jleuenue OJIJI ocywecmensemcss npu nomowju KoOMOUHAUUti yumocmamuueckux npenapamos,
8800UMbBIX P/0, 8/8, 8/M U UHMPAMEKAIbHO NPU CMpo2om cobaodeHuu 0o3sl, OUMeNbHOCMU U
8pemeHU 88edeHUsl CO2IACHO 8blOpaAHHOMY mepanesmuueckomy npomoxony [1-6,15,16]. Kpome
mozo, 0ns psada hayueHmos 8 npedyCMOmMpeHHblX NPOMOKOJIOM CIyuasix nposodumcs obryueHue
ueHmpanvHoli HepsHoll cucmemot [14,41,42]. Tepanus OJonxcHa Obimb HAUAMA KAK MOXCHO
paHsule, 00HaKko ol Hauaaa mepanuu Heo6xXooumo Oblmb NOJIHOCMBI0 Y8EPEHHbIM 8 duazHo3e U
ycmaHosume 00sem nopaxcerus [1-4]. [lna nposedeHus apgexkmuerozo neueHuss Heobxoouma
adexeamuasi conpo8ooumenvHas u 3amecmumenshas mepanus [43).

e JleueHnue mnauyeHTOB Monoxe 18 jetr ¢ OJIJI cTporo pekOMeHIyeTCs IPOBOAUTHL C
TTOMOIIbI0 KOMOMHMPOBAHHOWM IIMTOCTATUYECKOV Tepanuy I0 OJHOMY M3 CAeOyIOIIX
TepaneBTUYECKMX MPOTOKOJIOB, MMEIOIIUX CpaBHUMYIO 3Q(eKTUBHOCTDb (CXeMbl Tepanumn
cm. [TIpunoxxkenme A3):

o TIpoTtoxon rpymmnbl Mockea—bepaun (ALL-MB-2015) [44]

VpoBeHb YyOeaUTENbHOCTHM peKoMeHpauuii - C (YpOBeHb [JOCTOBEPHOCTU
IOKa3aTeJbCTB — 5).

o IIportokon rpymnibl BFM (ALL IC-BFM-2002) [45]

VYpoBeHb yOeaMTEIbHOCTM pekoMeHmanuii - C  (YypoBeHb JOCTOBEPHOCTU
J0Ka3aTeabCTB — 4).

KommeHTapum: JleueHue O0JIHHO OCYWECMeIsmbCs MoJibKO 8 COOM8emcmeuu ¢ 00HUM U3
cneyuanbHo paspabomaHHsIX mepanesmuueckux NPomoxos08, N0OPo6HO peziameHmupyouiemy
003bl U KOMOUHAUUU NPUMEHSIeMblX JIEKAPCMBEHHbIX Npenapamos, Cpoku e8edeHus, demanu
obcnedosaHuss u makmuky npoeedeHusi yumocmamuueckoli u conposodumenvHoli mepanuu.
[103b1, CPOKU U OJIUMENbHOCMb 88€0€HUS JIEKAPCIMBEHHBIX NPenapamos 001xHbl Oblmb 8 CMPO2OM
coomeemcmeuu ¢ B8blOPAHHBLIM Mepanesmuyeckum npomokoaomM. 3ameHd JeKaApCmeeHHbIX
npenapamos, nponycku eeedeHusi, uameHeHue 003bl, OJIUMENbHOCMU UIU 04ePeOHOCU 88€0EHUS
npenapamos He donycKawomcsl.



[lo Hauana mepanuu nauueHmMol pasoensiomcsi Ha 2pynnsl pucka — noodzpynnsl NAUUEHMOo8 ¢
Oonee HU3KUM U 0o0Jiee BbICOKUM PUCKOM pazeumus peyuousos 3aboJie8aHusi, Komopoe
npoeooumcsi Ha 0CHOB8AHUU NPOZHOCMUYECKUX (paKkmopos, onpedeneHHblx npu duazHocmuke [1-
6,16—18,31]. PasnuuHble mepanesmuueckue NpomokoJbl UMEHMmM HeCKOJbKO omauuarujuecs
dpyz om Opyza Kpumepuu, onpeoensrowjue 2pynnsl puckda, C02JIACHO KOMOpbIM nayueHmol
nosyuarm pasnauyuHsle 8apuaHmol jeueHusl, 00HaKo 8 0CHOBHOM NAYUEHMO08 pas3densilom Ha mpu
2pynnol pucka: CMaHoapmHolii, NPOMEXCYMOoUHbLLl U 8bICOKUL (cm. TTpunoxerue A3).

CospemeHnHoe neuerue OJIJI cocmoum u3 HECKONbKUX OCHOBHbIX (a3: UHOYKUUSL pemuccuu ¢
nomowipto 4 u 0Oosnee azeHmos, 6800UMbIX 8 meueHue 4-6 Hedenb, MyabMUAZEHMHAS
KOHconudauus («3akpenjieHue») pemuccuu u noddepxcusarwas mepanus, Kaxk npasuo,
anmumemaoboiumamu 6 meueHue 2-3 nem [1,4,6,46—48]. OcHo8Hble IeMEHMBL U BO03MONCHBLE
LCNoJIb3yeMble xumuonpenapamel npedcmassetsl 8 mabauue 2:

Tabauya 2. @azet mepanuu OJII u ucnonws3yemoie 1ekapcmeeHHble Npenapameoi.

®daza Tepanuun Ha6o0p nekapcTBeHHbIX NpenapaTosB

MHAYKUMOHHasA Tepanus MpeaHunsonor** unn pekcameTasoH**, BUHKPUCTUH**, payHopybuuumH**, acnaparnHasa**,
umknodochamMua**, umtapabuH**, mepkantonypuH**,

KoHconuanpyowas Tepanus MepkanTonypuH**, #meToTpekcat**, acnaparmHasa**

PenHaoyKkuMOHHas Tepanus [ekcameTasoH**, acnaparvHasa**,  pokcopybuumH**, BUHKPUCTUH**, umMTapabun**,
umknodochammnag**

Mopaepxxunsatowas Tepanuns MepkanTtonypuH**, MmeToTpekcaT**

Hmeromcs ybedumenvHole dokazamenvcmea — yeeauueHus 3pgexmusHocmu mepanuu npu
UCNONB308AHUU KAK MUHUMYM 4-KOMNOHEHMHOU UHOYKUUOHHOU mepanuu (210KOKOPMUKouobl,

BUHKPDUCMUH ™, aHMpayukIuHel U  poOCmeeHHvle  coeduHeHus,  acnapazuHasa™*
[1,15,16,18,31,49,50].

Hnoykyusa pemuccuu y nayuermos ¢ OJIJI 0oxHa nposoodumscs 8 cmayuoHapHsix ycaosusx. Ipu
neueHuu nayuerma ¢ O/l Heo6xo0umo Obimb 20MOBbLIMU K PA3BUMUI) MANCENbIX OCTOMCHEHUL,
mpebyrujux 6e30mazamebHoli UHMEeHCUBHOL mepanuul.

Ouenka a¢ppekmusrocmu mepanuu npogodumcs Ha 8-ii, 15-ii OHU U NO OKOHUAHUU UHOYKUYUU.
Ha 8-ii deHb oyeHusaemcs Koauuecmeo ONACMHbIX KIemoK 8 nepugepuueckoli Kposu nocje
uumopedykmueHoti npogassl. Ha 15-ii deHb — konuuecmeo 6aacmusix knemok 6 KM. Ilo
OKOHUAHUU UHOYKYUOHHOL mepanuu oueHusaemcss 0OCMuMceHUe pemMuccuu — Koauuecmeo
onacmusix kaemok 8 KM, Hanuuue/coxpaHeHue aKCMpameoyaisipHolx ouazos. OueHKa JIuKeopa
(uccnedosaHue yposHs 6esika 8 CNUHHOMO03208011 Hudkocmu, ucciedosaHue ypoeHsl 21l0K03bl 8
CNUHHOMO032080U HUOKOCMU, MUKPOCKONUYECKOe UCCNed08aHue CNUHHOMO032080U xcudkocmu,
nodcuem Kjiemok 8 cuemtoli kamepe (onpedesieHue UUMo3a) u yumosaozudeckoe ucciedosaHue
K71emoK  CNUHHOMO032080Ui  JuUJKocmu) npogooumcss Kaxooulli pa3 npu  6biNOJHEHUU
CNUHHOMO0320801i nyHKyuu (cm. pasden 2.3 dauuwvix pekomeHoayuii). Ilauuenmst, He docmuzuiue
pemuccuu nocie UHOYKUUOHHOL mepanuu, nepesodssmcs 8 2pynny 8vlC0K020 pucka (epynnsl E unu



T-HR npu cmpamugukauuu no npomokony ALL-MB 2015 unu zpynna 8vlCOK020 pPUCKA NO
npomoxkony ALL IC-BFM 2002 — cm. npunoxceHue A3) [1-6,17,23,51].

Ilayuenmolt, docmuewiue pemuccuu nocie UHOYKYUOHHOU mepanuu, dJajlee Noayuarnm
KOHCOUOUPYOWY mepanur 8 3asUcCUMOCmuU om 8bl0paHH020 mepanesmuueckozo NPOmoKoda.
Tepanusi KoHcoaudayuu npu 0omcymcmeuu OCTOMCHEHULl Moxem nposooumscs 8 YCN08USX
cmayuoHapa 00H020 OHA. Ecnu  mepanesmuueckuii npomokon — npedycmampusaem
UCNo1b308aHuUe 8blCOKUX 003 Memompekcama™** (npomoxosivt BEM), oHu 0o/ix#cHbl Np0800UMuCs 8
YCN08USX KPY2JI0OCYMOUH020 CMAayuoHapa u MOHUMOpUHzd KOHYeHmpauuu memompexkcama™*,
Kouconudupyrwwas mepanus, Kak npasuo, cOCmoum u3 HeckoavKux ¢as (npomokxonst MB:
¢aswt S1, S2, S3; npomoxonst BFM — ¢asa II npomokona I, npomokon M, II npomokon). Ileped
HauaioM Kaxcdoz2o amana 003ameibHoO UcciedosaHue 00uie2o0 aHaiuda Kposu, OUOXUMUUECKO20
avanusa kposu. Ilnoujads nogepxHocmu mena 015 pacuema 003 JIeKAPCMBEHHbIX NPenapamos
nepecuumosi8aemcsi 3aH080 neped HauaaoM Kaxcoot ¢assl KoOHconudupyrwujeli mepanuu. Yciosus
Hauana omoebHbIX 3MAno8 KOHCOAUOAyUU NPONUCLIBAIOMCS 8 KaAXO00M mepanesmuueckom
NPOMOoKoJIe U MO2ZYM HECKONbKO omauuamocsi. O0s13amenibHbIM 56711emcsl COXpPAaHeHue KAUHUKO-
2emMamoJlo2uleckoll pemuccuu, 0mcymcmeue npu3HAaKo8 UH@exKyuu u 0mcymcmaeue yumoneHuu 8
nepugepuueckoti kposu [1-4,6,20,46—48].

e Bcem manmenTtam mososke 18 et ¢ OJIJI pekoMeHayeTcs: 00si3aTeIbHOE MCIIOb30BaHMe
METOHOB, HaIlpaBJeHHbIX Ha NOpPODUAAKTUKY WAM JiedyeHMe HeiposelikeMuu
(MHTpaTeKaJlbHOEe BBeAeHMe JIeKapCTBEHHbIX IperapaToB, B OTAEIbHbIX CIydasx —
KpaHuaibHOe 0bmyueHue) [41,42,52—-54]

VpoBeHb YOEOUTENBHOCTM PpeKoOMeHZammii - A (YpOBeHb [JOCTOBEPHOCTU
IOKa3aTeJabCTB — 1)

KommeHnTapum: O6s3amenvHboiM KomMnoHeHmom 6 seueHuu OJIT saensemcs npoguiakmuxa u
JeyeHue Hetiponetikemuu [55]. OcHo8HbIMU ~Memodamu  hpouiaakmuxku U JieueHus
HelipoJielikeMuu s8a210MCc UHMpameKkaipbHoe 8gedeHue xumuonpenapamos (Memompexcam ™%,
uumapabuH™*, 210KoOKOPMuUKoudsl) 8 803PACMHbIX 003UPOBKAX U KPAHUAIbHOE 00J1yueHue 8
paHHue cpoku om Hauaaa jaedeHus. KpanuanvHoe o06syueHue umeem HenocpeoCcmeeHHbvle U
omoarneHHbvle NOOOUHbBIE IPGeKmpbl, NOIMOMY 8 COBPEMEHHBIX NPOMOKONAX OHO UCNOJIb3Yemcs
MOoJIbKO 07151 HeOO/bLUIOL UemKo 8bl0esIeHHOll hodzpynnsl nayueHmos — cMm. pasden 3.3. Hnoe
neverue [1,17,41,42,52-54,56].

e V mnanueHtoB wmianmie 18 nger ¢ Ph+-OJUI (OJIJI ¢ Hanuumem unanenb@uiickoit
XxpoMocombl - 1(9;22)(q34;q11.2)/BCR-ABLI) peKOMeHAYeTCsI  UCIO0Jb30BaHMe
MHTMOUTOPOB MPOTEMHKIMHA3 OIHOBPEMEHHO U TTOC/Ie CTaHAapTHO Tepanuu [15,57-61].

VpoBeHb yOemUTEILHOCTM perkomeHgaumuit - C (YypoBeHb [IOCTOBEPHOCTU
J0Ka3aTenbCTB — 4).

KommenTapumu: Ocobyw mepanesmuueckylo 2pynny cocmasnsitom nauueHmost ¢ Ph-
nosumusHsim OJII (c Hanuuuem t(9;22) unu BCR/ABL), mpaduuuoHHO OmMauuaruiuecs njaioxum



NPO2HO30M, C8SA3AHHBIM C NJIOXUM OMBEMOM HA UHOYKUUOHHYIO mepanur u 8b6ICOKOL uacmomoti
peyudusos. [lo HedasHezo 8pemeHU cmandapmom mepanuu Oasg Makux nayueHmos Osvlia
UHMEHCUBHAs1 8bICOKOJ03HAS Xumuomepanus ¢ nocnedyiouium nposedeHuem TI'CK npu ycnosuu
O00CMUMEHUS] peMUcCuU. Yuumol8as umeiouiuecs Ha ce200HAWHUL 0eHb OaHHble NPOBeOeHHbIX
MEMOYHAPOOHBIX UCCNe008aHULI, 2080pslUe O B8bICOKOU 3PPeKmusHoCmu UCNONb308AHUS Y
makux nayueHmos uHz2UOUMoOpo8 NpPOMeuHKUHa3 Ha @oHe XUMUOMEePANnuu CHUMCEHHOLI
UHMeHCUBHOCMuU, 8 23moil epynne nayueHmos ¢ 15-20 OHA UHOYKYUOHHOLU mepanuu
pexomeHdyemcs exceOHesHblll npuem umamuxuba™* 6 dose 300 mz/m? [62]. TICK 6onvuie He
pekoMeHdyemcs 6cem nauueHmam 8 nepeoli pemuccuu, a ocmaemcs mepanesmuueckoti onyueti y
pepakmepHbsIX nayueHmos u npu pazsumuu peyudusa 3adonesaus [58,61].

B cnyuae pegpakmepHOCmu 603MOHCHO yeeauueHue 003sl umamunuba™* e dea pasa (600 me/m>/
cym). B cnyuae omcymcmeus omeema HaA yeenuueHue 003bl, peKOMeHOyemcs: nepexoo Ha
mepanuio uHzUGUMOPAMU NPOMEUHKUHA3 2-20 NOKONeHUs: (#dasamunu6™* 80 me/m*/cym [63],
#HUnOMUHU6** 230 me/m? 2 pasa e demv [64]). Kpome mo20, naoxas nepeHOCUMOCHIb
umamuHuba**, daxce HecMomps Ha dOCMuMceHUe peMuccuu, u Haaudue mymayuti 8 zeHe ABLI,
makae 18J151emcst 0CHOBAHUEM 0Jisl 3aMeHbl €20 HA UH2UOUMOpP NPOMEUHKUHA3 2-20 NOKOJEHUS]

(#0azamuHu6**) [57,58,61].

Hcnonw3osarue #dazamuHuba™** 6 nepeoil JuHUU mepanuu pekomeHdyemcs 8 cyuae HaAuuus
uHuyuanbHo2o nopaxceruss IL[HC, m.k. OH s619emcs eOJUHCMBEHHbLIM  UH2UOUMOPOM
npomeuHKuHa3s, xopouio npoHuxkarwum 8 I[HC [61,65].

Ha cezo0HsiwHUlli OeHb He cyuwiecmeyem CMAHOApMHbIX PeKOMeHOayull OmHOCUMENbHO
OonumenvHoCcmu mepanuu uHzubumopamu npomeuHkuHas. OOHaxko umeroujuecs OAHHbIE
Nn0380/110M pPeKoMeHO008aMb NPodoJIHEeHUE MOHOmMepanuu uHzubumopamu npomeuHKuHas y
nauuenmos ¢ Ph-nosumusHsim OJIJI ewe 8 meueHue Kak MUHUMYM 3 jiem nocie OKOHUAHUS
xumuomepanuu [58].

e V manuenTtoB miagniie 18 net ¢ BCR-ABLI-nomo6ubiM OJIJI B ciydyae IJIOXOTO paHHEro
OTBETa Ha Tepanuio U Haauumusg wmyrtauuin B reHax ABLI, ABL2, PDGFRB, CSFIR,
pekoMeHayeTcs 1cronb3oBaHue UTK B fononHeHne K cTaHgapTHOM Tepanuu [66—70].

VpoBeHb yOeOUTEIBLHOCTM pekomeHgaumuit - C (YypoBeHb [IOCTOBEPHOCTU
JI0Ka3aTeJabCTB — 5).

KommenTapum: Ocobyio mepanesmuueckyio epynny cocmasnasiom navuerimst ¢ BCR-ABLI-
nogooubiM OJII — sapuanmom netikemuu ¢ npogunem sxchpeccuu 2eHo8, cxXooHviM ¢ Ph+-OJIJI,
odHako 0e3 o0OHapyxceHus xumepHozo 2eHa BCR-ABLI. Dma nodepynna xapakmepu3syemcs
NJ0OXUM NPOZHO30M, B8bICOKUM PUCKOM paseumusi peyudusos u pegppaxmepHocmu,
pasHoobpasuem  KAUHUYECKUX  Nposie/ieHull, —MHO0z2000pasueM  8apuadmos mymauyuil,
akmueupynwux pasiuyHsle cuzHalbHvle nymu. Bce 2eHemuueckue usmeHeHusl, ONUCAHHblE npu
smom eapuanme OJIJI, densm Ha Heckoivbko nodzpynn: nepecmpotiku CRLF2, nepecmpoltiku
2eHo08 ABL knacca, nepecmpotiku JAK2 u EPOR, mymauuu, akmusupyrujue cCuzHajbHsle nymu
JAK-STAT unu MAPK, dpyzue pedxue HapyulieHust KUHA3.



Hecmompsi Ha CNOXCHYH 2eHemuyeckyr KapmuHy, umerujuecs Ha ce2o0HSWHULl 0eHb JaHHble
KJAUHUYECKUX UCCNedo8aHull zoeopsam o0 Haiuuuu 6 OonswuHcmee cayuaes BCR-ABLI-
nogo6Horo OJIJI, muweHu ona mapzemHoti mepanuu. B HeckonsKux uccnedosaHusix Ovlia
nokasaxa 3¢ gekmusHocms y maxkux nayuermos UTK e kombuHayuu ¢ xumuomepanueti. Ilpu
ecex degpexmax ABL1, ABL2, PDGFRB u CSFIR noxa3aHa uy8cmeumenabHoCmy K UH2UbUmMopam
MUPO3UHKUHA3 (UMamuHub ** unu #0azamuHub **).

ITepecmpoiiku JAK2/EPOR u Opyzue, akmusupyrouiue nyms JAK-STAT, mozym Obimb
yygcmeumenvHsl K uHeubumopam JAK2 (ATX - LOIXE, uHzubumopsl npomeuHKUHAa3s)
(#pyKconumuHu6** 40 mz/m? 2 pasa 6 demw [71)).

e Bcem mnanmentam manguie 18 jet ¢ OJIJI HAcTOSITENbHO PeKOMEHAYeTCS MpOoBeaeHNe
NMOoAJepPKUBalollleli TepanuMy MepKanTOmypuHOM™** ¥ mMetorpekcatom™  [1,2,73,3—
6,15,16,32,72].

VpoBeHb YyOeOUTEIBLHOCTM perkomeHgaumuit - C (YpoBeHb [IOCTOBEPHOCTU
J0Ka3aTeabCTB — 4).

KommenTapum: I[loddepxusaiowjas mepanus npogooumcss 00 docmuxceHuss  oouell
onumenvHocmu mepanuu 2 2o0da. IToddepycusarwwas mepanus coOCmoum u3 exedHesH020
nepopanvbHoz0 npuema MepkanmonypuHa** ¢ exceredenvbHoiM 88edeHueM memompekcama™ ™ (8/m
wiu p/o 8 3asucumocmu om mepanesmuueckozo npomokona). O0s3amenbHbIM YC108UEM
adekeamHozo nposedeHus noddepxicusarowjeli mepanuu s6as1emcs C80e8pPeMeHHAs] KoppeKyus
003Upo8KU MepKkanmonypuHa™* u memompekcama™* 6 3asucumocmu om KoJuuecmea
Jetikoyumos. 3adaueti s6a5emcs makas cmuposka 003, npexcde 8ce2o0 mepkanmonypuHa ™,
umoOs! selikouumsl cmaduibHo depxcanucs 8 npedenax om 2000 do 3000/mkn, He donycKas Kak
passumus aniasuu, max u ygeaudeHus Jetikoyumos sviuie 3000-3500/mK.

IIpomoxonsl cepuu Mockea—bepnauH npedycmampusaiom makxe nposedeHue peuHOYKyuti
(Oexcamema3soH™* + guHKkpucmuH **), kaxcovle 6 Hedeab noddepxcusaroujeti mepanuu [74,75]. Ha
nepebvlx mpex peuHOyKyusix npoeoosmcs UHmMpameKkaivHvle 86edeHust 3 XUMuonpenapamos.
ITayueHmam, KomopwsiM nposoounocb KpamuanbHoe O00JIyueHue, UHMPAaAMmeKaabHO 6800s1mcsl
moJieko 2 npenapama — memompekcam** He ggodumcs [20,32,46,47].

e [laumentam mnagmie 18 ner ¢ OJIJI, He OOCTUTIIMM PEMUCCUN TI0CTA€ MHOYKIMOHHOM
tepanuu (rpymnnbl E win T-HR npu crpatudukauymu no nporokony ALL-MB 2015 uan
rpyImma BbICOKOro pucka mo mnportokoiny ALL IC-BFM 2002 - cm. npuioxkeHue A3)
peKoOMeHayeTcs IpoBeieH e MHTeHCUBHOM BbICOKOLO03HOM [IXT [1-4,6,16,32,47,48].

VYpoBeHb YyOeaUTEIbHOCTM perkomeHgaumuit - C (YypoBeHb [IOCTOBEPHOCTU
JOKa3aTeabCTB —4).

KommenTapum: I[lauuenmsi, onpedesneHHvle 8 2pynny 6uICOK020 pucka, no 3asepuieHuu
UHOYKUUOHHOU mepanuu, Noay4arm UHMEHCUBHYI 8blcoK0d03HY IIXT, npedcmasnsiouiyo
coboli kopomkue nocnedosamesivtvie Kypcol uHmeHcusHoti IIXT — «O610Ku». B 3agucumocmu om



Hauuus NOKA3AHMuti, CO8MeCcmuM020 00HOpa U OOCMUMCEHUS KAUHUKO-2eMAMOo102UuecKoll
pemuccuu, nayueHmam nposodumcs TI'CK 8 MmakcumaibHo paHHue Cpoxu.

Tepanus nayueHmos 8vic0K020 pucka (epynnet E unu T-HR npu cmpamugukauuu no
npomoxoay ALL-MB 2015 unu zpynna 8vicok020 pucka no npomokony ALL IC-BFM 2002 - cm.
npunoxceHue A3) nposodumcs mMoJbKO 8 YCN08USX Kpy2JloCymouHo20 cmayuoHapa. Ileped
Hauanom Kaxdozo 0J10ka 8bicok0do3Holl XT 06s3amenvHo ucciedosaHue o6uezo KAUHU4ecKkoz20
aHanu3a Kposu, OUOXUMUUECK020 aHAaIu3a Kposu obulemepanesmuueckozo, UcCi1e008aHue
(QyHKUuuu HegppoHos no kaupeHcy kpeamuHuva (npoba Pebepza), pezucmpayus SKI. ITnowads
nogepxHocmu mesa 01151 paciema 003 J1eKaAPCMBEHHbIX NPenapanos nepecuumsl8aencs 3aHo8o
neped Hauaaom kaxdozo Onoka. OueHka cmamyca pemuccuu nposooumcsi neped Haudaaom
kaxcdozo 6s0xka XT.

Tepanusi 00NHHA HAUYUHAMBCS KAK MOMXHO Obicmpee, mo 0COOEHHO 8aMCHO 0JIsl NepevlX Mmpex
mepanesmuueckux 371emMeHmos. BpemeHHbie NPOMENCYMKU MeXOy d/ieMeHmamu onpeoessiomcs
8bIX000M U3 anaasuu, 0o0WUM COCMOsSIHUEM nauyueHma u 00BeKMUBHO pezucmpupyemoti
Op2aHHOUl ~ MOKCUYHOCMBI.  MUHUMANbHBIL — NPOMeENymoK — Mexwdy  Hauaniom  08yxX
nocnedosamesibHolX mepanesmuyeckux 3nemeHmos cocmasnsem 21 OdeHv. Pedykuyusi 003 He
npedycmompena. B ciyuae Heobxo0umocmu CpoKu 88edeHUs KOHKpemHoz20 hpenapama
cdguzaromces unu oH ommensiemcest. Tepaneemuueckuti 271emeHm He Q0NIHEH NPepPbl8aAMbCsl.

e [Taumentam mianiie 18 ner ¢ OJUI Beicokoro pucka (rpymmbl E maum T-HR  npu
cTpatTuduKaum mo mpoTokony ALL-MB 2015 uau rpy1ina BbICOKOTO pMcCKa 10 TPOTOKOTY
ALL IC-BFM 2002 - cm. npwioxeHue A3), pedpakTepHbIM K CTaHIApPTHBIM KypcaM
BBICKOA03HOI XT, peKOMeHayeTcs 1CII0/Ib30BaHMe B COCTaBe OJIOKOB BhICOKOA03HOM XT
B KaueCTBe Tepanuu 2-# JMHUM HOBBIX M[perapaToB TPyIIllbl aHAJOTOB IIypUHA -
kiodapabuHa/HemapabuHa™* [76-84].

VpoBeHb YyOeOUTEIbHOCTH pekoMeHganuii - C (YpoBeHb [JOCTOBEPHOCTU
JOKa3aTeabCTB — 4)

KomMmeHTapum: Oma 2pynna nayueHmos Hyxoaemcsi 6 oOajvHeliulell uHmeHcupuxayuu
mepanuu nymem nposedeHus annozeHHoli TI'CK. Heobxodumsim ycnosuem ycneuiHoti TI'CK
aensemcsi Hanuuue MOB-HezamugHOli pemuccuu neped mpauvchiaHmayueti, umo 3auacmyrn
687151€eMCsl  CIOMCHOU  3adaueli u3-3a 3HAUUMENbHOU npedneueHHOCmuU, pegpakmepHocmu
3abonesavuss k «cmauvdapmuoli» XT U 02pAHUUEHH020 KOJIUYECMBA HOBbIX AKMUBHBIX
xumuonpenapamos.

JlaHHble  NOCNEOHUX  MeXOYHApPOOHbIX  UCCIedo8aHuti  z208opam 00  a¢dekmusHocmu
UCNO/Ib30BAHUSL Y IMUX NAYUEHMO08 C Uelbl0 NpeodosieHUsl pe3ucmeHmHOCmu U 00CMUMeHUs.
MOBb-HezamueHoii pemuccuu ¢ nocnedyowium nposederuem TICK HO8bIX npenapamos u3
2pynhel aHanoz08 nypuHa - kaogapabuua (0ns BIT-OJUI u Hekomopsix nodepynn T-OJIJI) u
HenapabuHa** (Onsa T-OJI).



Knogapabun - nypuHo8slli HYK/N1€03UOHbILI aHanoz 2-20 NOKOJeHUs, CO030aHHbIll ¢ udeell
LUCNOJIb308AHUSL 8CeX NpeuMyulecms e2o npeduleCmeeHHUKos, #paydapabuHa™* u #xaadpubuHa.
Mexanu3sm ezo deticmeust KOMOUHUPOBAHHDBLIT, OCHOBAH HA UH2UOUPOBAHUU (hepMeHmMOo8 CuHme3a
/IHK, a makxe HenocpedcmeeHHoz0 8030elicmeusi HA MUmMoOXoHOpuu ¢ evldesneHuem
npoanonmomuueckux 6e1ko8 u yumoxpoma C.

Henapabuu™* - nponekapcmeo aHanoza 0e30KCUZyaHo3uHa, Komopoe OeMemuiupyemcs
adeHosuHdesamuHasoiti 8 ara-G u  Gocpopunupyemcs  0e30KCUZYAHO3UHKUHA30U U
de3okcuyumuduHKuHasoli 8 5-moHogocham, komopwili 3amem KoHeepmupyemcs 8 5’-
mpugocgpam, ara-GTP. Akkymyasyus ara-GTP 6 netikemuueckux 61acmusix KJemKax npugooum
K uHeubuposanur cunmesa JHK u cmepmu xnemxku.

ITayuenmam ¢ OJUI epynnel 6bICOK020 pucka, He docmuuM pemMuccuu nocie nposedeHus
«cmaHdapmHoti»  8vicok0003Holl XT, pekomeHdyemcs UChonb308aHue KiaopapadbuHa 8
MAaKCUManvHolx 003ax Uau HeaapabuHa™* (8 3asucumocmu om UMMYHOJI02UHECKO20 8apuaHma
OJII) 8 kKombuHauuu ¢ opyzumu xumuonpenapamamu 6 cocmase 0J10K08 8blcok0003Holl XT 8
Kauecmee mepanuu 2-u JUHUU.

e [laumentam miamume 18 et ¢ BII-OJIJI Bbicokoro pucka (rpynmnel E manm T-HR  1ipu
cTpatTuduKaum mo mpoTokony ALL-MB 2015 uau rpy1imna BbICOKOTO pMCKa I10 ITPOTOKOTY
ALL IC-BFM 2002 - cm. nipuioxkeHue A3) ¢ BeicOKMM ypoBHeM MOD 1ocie ripoBeneHust
BbICOKOMIO3HOV XT peKomMeHAyeTcs IIpMMeHeHMe OaMHATymMoMaba** ¢  11e/blo
noctmskeHuss MOB-HeraTuBHOI peMuccuu ¢ nociaenytomnm mposeneHnem TI'CK [85-88].

VpoBeHb YOEAUTEIBHOCTM peKoOMeHzammit - B (YpoBeHb [dOCTOBEPHOCTU
[OKa3aTeIbCTB — 2)

KommenTapum: Heobxodumsim ycnoguem ycnewHoti TICK sensemcs Hanuuue MOB-
HezamugHoU pemuccuu neped ee nposederuem [33-35]. Jns peppaxkmepHsix nayueHmos u3
2PYNnnol 8bICOK020 PUCKA, OCMUMCEHUE MAKOU pemMuccuu 3a4acmyio s18s1emcs CJ10xHoll 3adaueti
U3-3a 3HAUUMENbHOU NpedleueHHOCMU U 02PAHUYEHH020 KOJUYeCcmed HOB8bIX aKMUBHbIX
xumuonpenapamos.

B nocnedHee epemsi npucmanpbHoe BHUMAHUE O0KA3bI8AEMCS UMMYHOMepaneemuuecKum
nooxodam 6 mepanuu OJUI. OOHUM U3 8apuaHmos 6a51emcsl UCN0J1b308aHUE MOHOKJIOHAbHBLX
anmumen - Oucneyuguueckux axkmuseamopos T-knemoxk (BiTE AT), xomopbie Hanpsamymw
mobunusyiom agpgekmoproie T-kaemxu 015 npomugoonyxonegozo deticmsusi. OOHUM U3 MAKUxX
BIiTE AT siensemca 6auHamymomao **, komopelii npedcmassiem co6oii aHmumeno-KoOHCmMpyKm,
ceslieKmueHo cesi3vleaiowjeecss ¢ anmuzeHom CDI19, 3skcnpeccupyemsiM HA hoéepxHocmu B-
Ka1emox, u aHmuzerom CD3, skcnpeccupyemviM Ha nosepxHocmu T-knemok. Takum obpasom,
oauHamymomaod ** nomenyupyem HecmumMyauposamHvie T-KaemKu u uUHOyuupyem npsimyio
uumomoxcuurHocmes npomus CDI19+ B-numepobnacmos. Camvim uacmoeim eapuarmom OJUI y
demeli s67155€emcst 0NyXoJv U3 B-knemok-npeduiecmeeHHukos. Apecm ouggepeHuuposxku moxcem
npousoiimu Ha Jaw060M 3mane paszeumusi B-knemku, 00HAKO U Ha paHHux, u Ha Oosee



Npod8UHYMbIX CMadusix co3pesaHusl OHU, Kak npasuno, akcnpeccupyiom CD19, makum o6pa3om,
CMAaHo851Cb MUULeHb0 0 bauHamymomaoa **,

IMayuenmam c¢ BIT-OJIUI 8bicoko20 pucka (epynnsel E unu T-HR npu cmpamuguxayuu no
npomoxoay ALL-MB 2015 unu zpynna 8sicok020 pucka no npomokony ALL IC-BFM 2002 - cm.
npunoxerue A3), ¢ e8vicokum yposHem MOFE nocie nposederusi 8bicok0003Holl XT,
pekomeHdyemcsl ucnonv3osavue oauHamymomaba™* ¢ uenvio docmuxceruss MOB-HezamugHoLi
pemuccuu ¢ nocnedyroujum nposedeHuem TICK.

bnunamymomab ** HazHauaemcs Kpy2i0CcymouHoli HenpepwléHoli uHgy3ueti demsm, eecom 00 45
Kz 6 003e 5 MKke/m?/cym 0o 8-20 OHsi, 3amem 15 mre/mM?/cym 0o 28-20 OHs. lemsim ¢ 8ecom 6ObULE
45k2 — 9 mk2/cym u 28 mKz/cym coomeemcmeeHHoO.

e [laumenram 1-18 ner pnsa jedyenusi CD19-10OMOXKUTENBHOTO, OTPUIIATEIBHOIO I10
dbunamenbduiickoii XpomocoMe peluauBUpYyloiero win pedpakrepHoro OJIJI u3
MpealecTBeHHUKOB  B-nmumdoiintoB (mocie, Mo KpaitHeii Mepe, [OBYX JUHUI
MpeJlIecTBYOIIe Tepalnuu WM I0Cae IepeHeCeHHON a/UIOTeHHOM TpaHCIIaHTaluu
reMaTonO3TUYECKUX CTBOJIOBBIX KJIETOK) peKOMeHAyeTCs IIpUMEHEeHMe
o6nnHatymomaba™* B MoHoTepanuu [87].

VYpoBeHb YOeOUTEJIBHOCTM PpeKOMeHJauuii - B (YypoBeHb [IOCTOBEPHOCTH
J0Ka3aTelabCTB — 2)

Kommenmapuii: dna pegppakmepHuix u peyudusupyroujux nayueHmos u3 2pynnvl 8blCOK020
pucka, docmudxceHue NOAHOL pemuccuu ¢ nocaedyrwouium nposedeHuem TI'CK (8 mom uucne
NOBMOpPHO)  A6/slemcsl  JWU3Hecnacamowum  JeueHuem.  Peaynismamsl  0omKpsimozo
MHOZ20UEHMP0OB020  UCCNE008aHUSL  NPOOEMOHCMPUPOBANU  B8bICOKYIO  3pekmusHocmb
npumeHeHus bauHamymomaba y 0aHHotli kamezopuu 6onbHbIX. Y 39% nauueHmos Ovli nonyUyeH
NOJIHbILE omeem Ha mepanurw, U3 KOMopslx 60see NoJ08UHbI dOCMU2AU NOJNHOU KJAUHUKO-
eemamonozudeckoti pemuccuu ¢ MOB-HezamugHslM Cmamycom, umo 8 nocaedyrujem no380Jun0
gvinonHums TI'CK.

o,

bnunamymoma6b ** Ha3Hauaemcs Kpy210Cymo4Hotl Henpepwvl8HOU uHpy3ueti demsm, secom 0o 45
Kz 6 doze 5 mk2/mM?/cym 0o 8-20 OHs, 3amem 15 mxe/m?/cym 00 28-20 OHs. Jlemam ¢ 8ecom GonbliLe
45k2 — 9 mkz/cym u 28 mKz/cym coomeemcmeeHHoO.

3.1.2 ConpoBonuTeabHas Tepanusa

[Ina  adekeamHoz0 BbINOJIHEHUS Mepaneemu4eckozo0 NpPomokoaa HeobXooumMo Cmpozoe
cobr00eHue NPUHUUNO8 CONPo8oOUMeNbHOU mepanuu, Komopsle N0OPOOHO ONUCAHbL 8 KAHOOM
mepanesmuueckoM npomokose u 3asucsim om npumensemotli XT. OOHako cyulecmeyiom
«o0ujue» pekomeHoauuu, kKomopsle sxaouarom e cebs ciedyroujee [20]:

e Bcem mammeHtam wiagme 18 ger ¢ OJIJI Ha 1miepmon MHTEHCUMBHONM Tepamnuu
peKOMeHAyeTCs YCTAaHOBKA LIeHTPaJIbHOTO BeHO3HOro Karetepa [20].



VpoBeHb YyOegUTENbHOCTM peKomeHzmammit - C (YpoBeHb [AOCTOBEPHOCTU
I0Ka3aTeJIbCTB — 5).

KommeHnTapumu: Hanuuue ueHmpanvbHo20 8eHO3H020 Kamemepa, obecneuusarnoulezo
803MOMCHOCMb MOHUMOPUH2A UEHMPATIbH020 8€HO3H020 0asjeHusl, Uuacmolx 3a00po8 Kposu U
8bICOKYI0 CKOPOCMb 88€0€HUsl HUJKocmell s1687emcs abcoiomHO Heo0X00UMbIM HA HAUANIbHBIX
amanax mepanuu u y nayueHmos 8slcokoz2o pucka (epynnet E unu T-HR npu cmpamugukayuu
no npomokony ALL-MB 2015 uau 2pynna 8vicok020 pucka no npomokoay ALL IC-BFM 2002 -
CM. npusioxceHue A3), nonyuarnuux UHMeHCUBHYH 8b1C0K0003HYI0 XT.

e Bcem maumenram mianiie 18 jer ¢ OJIJI B mepBble 7 OHEN Tepanuy HACTOSITEIbHO
peKOMEeHAyeTCsA IIpOBelleHMe TepaneBTUYEeCKUX MepOIPUSTUIA, HaIlpaBJIeHHbIX Ha
npoduaakTUKy cuHapoMa anusuca omyxonu (COJI), B cOOTBECTBMM C PYKOBOJCTBOM IIO
COIIPOBOAMTENIbHONM Tepanuyu M KOHTPOI0 MHMEeKUuii MOpu TeMaToJOTUYeCKUX U
OHKOJIOTMUeCcKux 3abonmeBaHmsix [20,89,90].

VYpoBeHb yOemUTEIBHOCTM peromeHgauuit - C (YpoOBeHb [IOCTOBEPHOCTH
JI0Ka3aTeJlbCTB — 5).

KommenTapumu: COJI — 3mo KoMnaekc memabonuueckux paccmpolicme 8 pe3yibmame
MACCUBHO20 pacnada ONnyXoJiedvlx KemoK U 8bIc8000x0eHUss 8 naasmy u nepugepuueckue
MKAHU BHYMPUKIEMOUH020 CO0epxumoz20 u memabdonumos. B ocHose namodpu3uonozuu u
kauHuueckoti kapmurst COJI nexcam HapyweHuss Memaboau3ma u 3KCKpeuuu Kaaus, Kaavlusl,
gocpamos u mouesoti kucnomol. Haubonee uacmo COJI pazsusaemcs 8 meueHue nepsvix 4 oHeli
nocne Hauana IIXT, odHako onucaHsl cryuau u 6osee no3oHezo, do 7-20 OHSA, deboma cuHOpoMma.
Cmenens pucka pazeumus COJI 3agucum om UHUYUAJIBHOU MACCbl ONYXOJu, COCMOSIHUS
nayuenma Ha momenm Hauana XT u uHdusudyaibHvlx 0co6eHHOCMetl Memaboausma.

K eaxHeliwium mepam npopunakmuku COJI omHocamcs adekeamuas zudpamauusi,
3awjesauuseanue Mouu, npedynpexcoeHue u KoppeKuus zunepypukemuu, a makxice 6opsba c
271eEKMPOSUMHBIMU HapyuwieHusmu. Cmandapmuoii Hazpy3koti siensemcs 3000 M/M? xeudkocmu,
a y demeti eecom meHee 10 k2 — 200 ma/ke #cuodkocmu 8 cymku. basucHsili pacmeop 015 uH@y3uu
cocmoum u3 5% dekcmpo3swt™* u 0,9% Hampus xnopuda™* 8 coomHoweHuu 1:1. MHuuuanvHas
uHgysus — 6e3 kaaus. O0Haxo 8 dasnvHetiuiem 00HHA NPOBOJUMBCS KOPPEKUUS. INIeKMpPOoIUmos
8 coomeemcmeuu ¢ OaHHbIMU OUOXUMUUECKUX AHANU308. I71asHbIM Meponpusimuem s1815emcs
UHUYUUPOBaHUe U NoddepicaHue 8b1cOK020 duypeda — 100-250 ma/m?/u.

Yuumeieas 0Oosiee HU3KYH pacmeopumocms Mouesoli KUCJI0mvl 8 Kucjoil cpede, He00X00UMO
obecneuums noddepycavue HelimpanvHozo uau cnadowenouHozo pH mouu: Hampus
2udpokapboram™** 60 Mmonv Ha Aump uH@y3uu 0o6asums K NOCMOSAHHOL UHGY3UU YKA3AHHO20
gbiule 6asucHozo0 pacmeopa (unu 100-200 mmons/m?/cym napannensHoti ungysueti) 6 yensix
KYynuposauusi 0eKOMNeHCcUupos8aHHo20 memabonuieckozo ayudoda. Pezynuposarue Heo6x00umo20
06Béma Hampus 2zudpokapboHama™* coomeemcmeenHo pH mouu.



Bcem nauuenmam 8 nepevie 0HU mepanuu (5—8 OHell) noka3aHo Ha3HaueHue ain0nypuHoaa™ e
dose 10 m2/ke/cym 8 2—-3 npuema (max — 500 m2/cym).

IIpu Hanuuuu O60NBWOT MACChl JielikeMUuuecKux KaemoK U/Ulu 8blpaxceHHOU OopzaHomezanuu
nepeas 003a 2110KoKopmukoudos ons npopunakmuxu COJI domucHa cocmasaame /9 — /s om
CymouHoti 003bl.

e Bcem mauyentam miagiie 18 et ¢ OJUI, ronyvyarimmm XMMUOTeparmo, peKOMeHAYyeTC s
yHUBepcajibHasi  MpoduaakTUKa  ITHEBMOIMCTHOM  ITHEeBMOHMM  KO-TPUMOKCA30J
[cynbpameToKCca3on + TpuUMeTONpUM|** Ha MPOTSIKEHMM BCEro Iepuoja JedyeHus B
IO3MPOBKAaxX COINIACHO MHCTPYKLUMM I10 MEOUIIMHCKOMY IIPMMEHEHUIO JIEKapCTBEHHOIO
npenapara [20,91-93].

VpoBeHb YOeAUTENBHOCTM PpeKoOMeHZammii - A (YpOBeHb [JOCTOBEPHOCTU
JOKa3aTelabCTB — 1).

e Bcem nmauyventam muagure 18 set ¢ OJUI B wiydyae MOSBAEHUS JIMXOPAOKUA WIU OPYIUX
MIPU3HAKOB MHQEKIUM He3aBUCUMO OT YPOBHSI HEMTPODUIOB KPOBM PEKOMEHIYETCS
HeMeJlJIeHHOe HavyaJjlo SMIIMpPUUeCcKoi aHTubakTepuaabHoit Tepanuu [20,94].

VYpoBeHb yOeauMTEIbHOCTM pekoMeHzmanuii - C (YypoBeHb [OOCTOBEPHOCTU
OKa3aTeJbCTB — 5).

KommeHnTapum: Jluxopaodkoli y nayueHma ¢ HetimponeHuetl (Hetimpoguast < 500/mxn)
cuumaemcst 00HOKpamHoe nossluieHue 6a3anvHoli memnepamypusl mena > 38,5°C unu HecKoJbKO
nodsemos (3-4 pasa 8 cymku) do 38°C. IlpuHumas 80 8HUMAHUE BbICOKULI PUCK (pamanbHO20
ucxooa y nayueHma c uHgexyueti, 1uxopadky y makozo nayueHma c HetimponeHueti, pa3eusuLyto
8 xode muenocynpeccusHoti I1XT, cnedyem pacuyeHusames Kak Haauuue uHgexyuu, umo mpeodyem
HemMeOdNeHH020 HAauala 3AMNUpPUYEecKoli aHmubakmepuaibHoli mepanuu U NpoeedeHust
00¢1e008aHUS C Yebl0 yMOUHeHUs xapakmepa UH@exyuu.

IIpu evi60pe cmapmosoli KOMOUHaUUU aHMubUOMuUK08 HeoOX00UMO YUUMbIBAMb Pe3yabimamol
N08MOpPHbIX 6AKMEPUOI02UHECKUX UCCNe008aHULI 8 OAHHOU MeOUYUHCKOLL opeaHudayuu y opyaux
nayueHmos;  O0aumenvbHOCMs  mekyuleti  HelimponeHuu, npedwecmsayiowuti kypc XT;
UH(eKYUoHHbIll aHamHe3 nayueHma, npeouiecmsywujue Kypcbl aHMUOUOMUKO8 U UX
appekmusHocmb; HaluUUe KAUHUYECKOU CUMNMOMAMUKLU.

AppexmusHocms cmapmosoli aHmubakmepuaabHoll mepanuu NOJIOHEHO OUeHusamso uepe3 24—
36 uacoe 0dns mozo, umobsl cydumes o0 e€ docmamouHocmu, 00HAKO 6cezda Heob6Xooum
nosmopHolli ¢ uHmepsanamu 8—12 uacos demasnvHwili OCMOMP MAKO20 NAYUEHMA C OYEHKOL
cmabunbHoCcmMu 2eMOOUHAMUKU U CMeneHu UHMOKCUKAyuu, nosieieHust Ho8blX UHpEKUUOHHbIX
0uazos.

V nauueHmos c¢ HelimponeHueli 8 cayuae 3¢gdekmusHocmu aHmubakmepuansHoli mepanuu
(omcymcmaue nuxopadku u dpyzux Npu3Hakos UuH@ekuuu) oHa npodoxcaemcs 00 pa3peuleHus



HelimponeHuu.

e VYV nmauueHToB mianine 18 set ¢ OJIJI omHOBpeMeHHOe IIpUMMeEHEeHMe UTPAaKOHa30j1a WUIn
BOPMKOHA30/1a ¥ BUHKPUCTMHA BCAEACTBME PE3KOTO YCUIeHUS TOKCUMYHOCTU MOC/TIeHEro
He pekomeHzayeTcs [20].

VpoBeHb yoenuTenbHOCTU pekoMmeHaauuii C (ypoBeHb JOCTOBEPHOCTU JIOKa3aTe/IbCTB
- 5).

e Jlanmentam muaznmie 18 jet ¢ OJIJI HasHaueHMe PEKOMOMHAHTHOTO T'PAaHYJIOLMTAPHOTO
KoJloHMecTuMynupyiomero ¢axkropa uenoBeka (I-KC®) pekomMeHAyeTcss TOJbKO B
CITy4dasix pa3sBUTHUS TSDKeJbIX XU3Heyrposkawiux nadeximii [20].

VYpoBeHb yOeouUTEJIBHOCTM peromeHgauuit - C (YpoOBeHb [IOCTOBEPHOCTH
OKa3aTeJbCTB — 5).

KommenTapum: IHmewowuecs Ha ce200Hs8 OaHHble MexOyHAPOOHbIX UCCIed08aHuli 00
apexmuerocmu u 6e3onacHocmu npumeneHuss I-KC® docmamouHo pa3HopooHst [95,96].
IToamomy ucnonw3osarue I'-KCD pexkomeHOyemcss moOJbKO 8 Cyudae pa3eUmus msxeblx,
HUBHEY2poManwux uHgekyuii Ha ¢oHe annasuu KpoeemeopeHust C Uelvilo CmuMyasyuu
eemono3asa. Ucnonv3zosavue I'-KCD ¢ yenvio cmumyasayuu 2emonoa3a onisi yKopoueHust nepuoda
anjiasuu 8He 3NU30008 Msxcenblx UHGEKUULl He peKoMeHAYemcsl.

e Bcem manmentam miapiie 18 smer ¢ OJIJI mpu cHmKeHMM remorioomHa Hmske 70 r/m u
remaTokpute MeHee 0,3 WM pasBUTUM KIMHUYECKUX CUMIITOMOB aHEMMUUYECKOTO
cuHApoma (COHJIMBOCTb, TaxMKapAus, ONbIIIKA) PEeKOMEeHAYeTCSs rnalyeHTam
TpaHcdy3us apuTpoIuTapHoit maccel [20,21].

VpoBeHb yO0eaUTENbHOCTHM peKoMeHaauuii - C (YpoBeHb [JOCTOBEPHOCTU
IOKa3aTelIbCTB — 5).

KommeHTapum: do3a nepenusaemoti apumpoyumapuoii maccot — 10 ma/ke. Ilpu pazsumuu
NHe8MOHUU U JblXamenbHOU HedocmamouHoCmu 3pumpoyumapHas Macca nepeausaemcs npu
CHUMCEHUU YPOBHS 2emo2/100uHa Huxce 100 2/n

e Bcem mammentam mianiie 18 jer ¢ OJIJI mipu CHMOKEHUM YPOBHSI TPOMOOLIMTOB HIDKE
10x10%n nu6o mpu 6Gomee BLICOKMX IIOKA3aTeNsIX TPOMOOLMTOB MpU HATUIUM
reMopparmMueckoro CUMHApoMa MWau  MHOPEKIUM  PpeKOMeHAyeTcsa  TpaHCPy3us
TpoMmbokoHIeHTpaTa [20,21].

VpoBeHb YyOeOUTEIBLHOCTM perkomeHgauuit - C (YypoBeHb [IOCTOBEPHOCTU
JI0Ka3aTeJIbCTB — 5).

KomMeHTapmum: Kosuuecmeso nepenusaemvix mpomboyumos cocmasnsiem 1 dosa Ha 10 ke geca
(4-6 003 Ha 1,5 M? nnowadu nosepxHocmu mena), npu 3mom 6 1 doze mpom6omMaccsl OONHCHO
codepycamsca 0,5-0,7x10'1 mpombGoyumos. IIpu HeoOGXOOUMOCMU 8bINONHEHUS! UHBA3UBHBIX



MaHunyasyuti mpombomacca nepenusaemcsi 8 cayuae, eciu mpombouumos mevee 40 000-
50 000 meic/mxn. B Hacmosujee 8pemsi npasujiom s675emcs UChonb308aHue mpomooyumos,
nosiyueHHvIX 0m 00H020 JOHOpa hymém agpepe3a Ha cheyuanvHslx Npubopax cenapamopax.

3.2 Hoe j1eueHue

e [IpoBeneHne KpaHMAIbHON JIy4eBOM Tepanuy PeKOMEeHAyeTCs TalyeHTaM miazaiie 18
net ¢ OJIJI B cnydae cliemylonIMx caydasix (B 3aBMCUMOCTM OT BbIOpaHHOTO IPOTOKOJIA
neuenus) [1,2,97-99,3,4,15,41-43,54,56]:

o malyeHTaM, MoJyJalouim JieueHue mo nporokoay ALL-MB 2015:
= BCeM NauyMeHTaM C MHULManbHbIM nmopaxenuem LIHC (8 I'p miis maumueHTOB 10 3 JieT,
12 I'p anst mauyeHToB 33 jietT — 12 I'p)
= [IanyMeHTam rpymnibl B crapiie 15 net (12 I'p)
» pauyedTam rpynn D u F crapuie 3 et (12 I'p)

O MalnMeHTaM, IosyJyarum jeyeHue mno nmporokoay ALL IC-BFM 2002
" TIalMeHTaM IPYNIlbl CTAHAAPTHOTO U MPOMEXYTOUYHOI'0 pUCKa — TONbKO npu T-OJIJT
(12Tp)

= BCeM IallMeHTaM I'PYIIIbl BBICOKOTO pucka (12 I'p).

VYpoBeHb YyOeOUTEIBLHOCTM perkomeHgauuit - C (YpoBeHb [OCTOBEPHOCTU
IOKa3aTebCTB — 5).

KommeHTapum: KpanuanvHoe o61yueHue umeem HenocpedcmeaeHHvle U omaoaieHHble N0O0UHbLE
aexkmol, N03IMOMY 8 COBPEMEHHBIX NPOMOKOJIAX OHO UCNONb3Yemcs MobKo 07151 HEeOO0bULOL
uemko 8vldesieHHOU N002pynnsl NAYUEHIM08 NPOMEHCYMOUHO020/8bICOK020 PUCKA (8 3a8UCUMOCIU
om pekomeHdayuti 86I6PAHHO20 MepanesmMuUecKk020 NPomoKoa).

Bonbuwioe 3HaueHue umeem 0x8amosl8aHue NaoWadvio 00JyUeHUs 8Ce20 M03208020 uepena U
00513amesibHO mpex 8epXHUX Ce2MeHmMo8 weliHozo omadesia no38oHouHuka. Ocoboe BHUMAHUE
cedyem obpamums Ha mo, umoOwl ObLIU 0X8aueHvl pempoopoumaibHole 001ACMuU, 0CHOBAHUE
uepena, a make 2y00K0 Jiexcawjue yuacmku 8 obaacmu cpedueti uepenHoti amxu. ExceonesHas
do3a donxcHa cocmasnsimo 8 nepswlii deHwv 1 Ip, 6 nocnedywwue — 1,7 I'p. Obnyuams cnedyem 5
OHell 8 Hedenlo 00 docmudceHust coomeemcmayroujeti oouleti do3vl. OOUIas NPOAOJIHUMENIbHOCMb
06s1yueHus 3asucum om uHOUBUOYANbHO NOJIyuaemslx Jiyuesvlx 003. KpauuanwsHoe ob6syueHue
00JIHCHO 8bINOJIHAMBCS HA JIUHELIHOM YCKopumere.

B nepuod o6nyueHuss nposodumcsi 2 UHMPAMEKANbHbIX  88€0eHUs  Npenapamos
(Mmemompekcam **, uumapabuu **, kopmukocmepouost) — 1 pa3 8 Hedeso, a MaKkx#e Ha3Hauaemcs
Mepkanmonypun** 50 mz/m? @ OeHv 8HYMpb exedHe8HO HA NPOMSIEHUU 6Cez0 nepuodd
KpaHuansHozo o0ayueHus. Jlo3a mepkanmonypuHa™** xoppuzupyemcs 6 3asucumocmu om

JIetiKoyumos Kposu.



e [Taumentam wmiagiie 18 jser c¢ OJIJI Bbicokoro pucka (rpymrbl E mnm T-HR  1ipum
cTpatTuduKaium mo mpoTokony ALL-MB 2015 uau rpyIina BbICOKOTO pMCKa II0 TPOTOKOTY
ALL IC-BFM 2002 — cm. ipuioxkeHue A3) B IepBOil peMUCCUM, a TAK)KE BCEM IMallieHTaM,
He TOCTUTIIMM PEeMMUCCUM WIU PelUANBUPOBABIIMM I10C/Ie IMTPOBedeHMs MHAYKIIMOHHOM
Tepanuy, pekomeHayercst iposeaenne TI'CK [1,2,43,3-6,15,16,31,32].

VpoBeHb yOegUTENbHOCTM peKomeHzmammit - C (YpoBeHb [JOCTOBEPHOCTU
Il0OKa3aTelIbCTB — 5).

KommeHTapumu: B 3asucumocmu om Haauuusi NOKA3AHUL, COBMeCmMumoz0 O0oHOpad U
docmusxeHuss CR nayueHmam epynnsl 8bicOK020 pucka nposodumcsi TICK 68 makcumanbHo
paHHue cpoku.

IIposedeHue TICK nokasaHo eéceM nayueHmam 8 2pynne 6ulCOK020 pucka 6 1-oli pemuccuu u
nayuermam ¢ peyudusamu OJUI (3a ucknioueHuem nayueHmos ¢ NO30HUMU U30JUPOBAHHbIMU
IKCMPaAMeOyIAPHbIMU  peyuousamu) npu ycao8uu 06HApyxceHus podcmeeHH020 NOJHOCMbIO
cosmecmumozo doHopa (HLA-munuposaHue 8blCOK020 paspeweHus). Iloamomy ecem
nayuenmam HLA-munuposaHue u uHUyuauus noucka 0oHopa 00X Hbl NPo8odUMbCs Cpasy
nocie cmpamuguxkauuu nayueHmos 8 2pynny 8v1C0K020 pUcKa.

ITauuenmam, He docmu2WUM PeMUCCUU NOCIe hpo8edeHUsl UHOYKUUOHHOU mepanuu, 00J1U2amHo
nokasaua annozedHas TI'CK nw6ozo muna (8 3agucumocmu om doCmynHocmu OOHOPO8 U Om
MmexHuuecKux 603MoxcHocmeti).



4. PeaOmnurauusa

e Bcem manmentam muapiie 18 set ¢ OJUVI pekomeHayeTcs IpoBeneHMe KOMILJIEKCHOM
peabunuranum [100,101].

VpOBEHb YGGI[MTGJIIJHOCTM peKomeH,uaqu/i C (ypOBeHb JOCTOBEPHOCTHU NOKa3aTe/IbCTB
- 5).

KommeHnTapumn: IIpouyecc peabunumavuu demeti ¢ OJIJI ona ocyuiecmeieHust KOMNJIEKCHOCMU
0oJ3#eH NposooduUmMbCSl ¢ nepeozo OHsl 3aboJiesaHusi pebeHKa ¢ yuemom cheuuuku mexyujezo
nepuooa.

3adauamu 20CnUMAnpbHO20 3Mana S6asIMCsS B8bls8leHUe CONYMCMEYwux 3a0onesanuti u
0C/I0MCHeHULl, ieueHue 0CHOBH020 3a001e8aHUSl, KOMNIEKCHASL MEOUYUHCKASL U NCUXO0I02UUeCKAasl
peabunumayus, npoguiakmuka OCl0MHeHuli cneyuguueckoli mepanuu. B cesa3u ¢
0COOeHHOCMSMU ~ NCUX0JI02u4eckozo  cmamyca  00/bH020  pebeHKa, HapyuweHuem
KOMMYHUKAMUBHBbIX (YHKUUli Ha ¢oHe deduuuma obuieHus co 300p08bIMU CBEPCMHUKAMU,
nedazozuueckoli 3anyujeHHocmoio, depopmayueti 0emcko-pooumenbCkux OMmHOWeHUll 8 CMpoHy
2uneponeku, ncuxono2o-neddazozuueckast peabuiumayus s6,semcs 8aicHeliuuum KOMNOHEHMOM
KOMNJIEKCHOUl peabunumayuu Ha oaHHom 3mane. Ha 3mom amane peabunumauyuu makxxie
pewiaromcs U makue, 8ecbMa 8aycHole 011 A0CMUMCeHUsT KOHEUHOU ueau peabuiumayuu 3adayu,
Kak npedynpexcoeHue B03MOMCHbIX HApyuwleHuli pocma u passumusi peOeHKka 8 853U C
3abo0se8aHuemM U 02pavuveHuem 08uzamevbHoll akmusHocmu, npedynpexcdeHue 08uzamenvHbix
paccmpoticme.

ITayuenm nepedaemcs epauy-neduampy (8pauy-zemamosiozy) Nno mecmy xumeabcmeda npu
Haiuuuu NnoaHol pemuccuu neped Hauanom noddepxcusaiouieti mepanuu. IToddepicusaryro
mepanuw nayueHm nojiyuaem no mecmy xumesbcmea. Bpau-neduamp (8pau-zemamonoz) no
mecmy  xumenvcmea pykogoocmeyemcsi pekomeHoauusmu, OAHHbIMU — Ccheyuaaucmamu
MeOUUUHCKOLl opzaHu3dauuu, npogoodusuiezo JjeueHue. Ha amom smane nposooumcs makxxie
medukameHmo3Has, Guauueckas U ncuxonozuveckdas peabuaumauus, 60CCMAHOBTIEHUE
(PYHKYUOHANIBHO20 COCMOSIHUSL CUCMeM nayueHmos, a makxe adanmayusi K YCa08usm U
Hazpy3kam amobyi1amopHo20 pexcuma, 80CCMAaHOBeHuUe NCUX002Uu4eck020 cmamyca nauyueHma,
80CCMAHOBJIEHUE CNOCOOHOCMU K 00yUeHU/mpyodocnocoOHOCMIL.

[lucnauvcepHoe HabOawOeHUe OCYWecmensemcs y4acmkossiMu 8pauamu-neduampamu u
8pauaMu-2eMamosio2amu 8 mecHoli 83aumMocesi3u ¢ opy2umu cneyuanucmamu (N0 NOKA3aHusim,).
Komnaexkcuas peabunumauuu 615emcsi HeomsemaeMbiM KOMNOHEHMOM OUCNAHCEPHOZ0
HabawdeHuss — ncuxonpouiakmuxa, evisiéneHue omoaleHHblx nocaedcmeuti mepanuu u
conymcmaywuwjux  3abonesaHuti,  MeOUKAMEHMO3HAs,  Nncuxojozuyeckas,  usuueckas
peabunumauus, COYuaIbHO-npasosas peabuiumauus: obyueHue, npoopueHmauus, cemetiHoe
KOHCY1bMUpOo8aHue.



5. ITpodpunakTuka

Cneuuduueckux npogunakmuueckux meponpusmuii 8 omuouwieHuu nauuermos ¢ OJIJI we
paspabomato.

e Bcem nanmentaMm mianuie 18 yet ¢ OJVI pekoMmeHayeTcs NpoBefeHMe OMCIIaHCepPHOro
HaOmofeHMs y Bpaua-rematosiora/spava-mneauarpa [1-4],85].

VpoBeHb yoeauTeabHOCTU peKoMeHaanui C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB
- 5).

KommenTtapum: I[lauyuenm nepedaemcs 8pauy-neduampy (8pauy-2emamosnozy) no mecmy
HUMENbCMea Npu HAAUYUU NOJHOU pemuccuu neped Hauaiom noddepicusarouieli mepanuu.
IToddepxcusarwyro mepanuio nayueHm nojiyuaem no mecmy xumeabcmea. Bpau-neduamp
(8pau-zemamosnioz) nNo Mecmy Humenbcmea pykosoocmeyemcs pekomeHoauyusmu, OaHHbIMU
cneyuanucmamu yupexcoeHus, npogodusuiezo sieueHue. /lanvHetiwiee ducnaHcepHoe HabaoeHue
ocywlecmeisiemcss  yuacmkossiMu — 8pauamu-neouampamu U - 2emMamosioeamu 8  MecHOLl
83auMOoC8s3uU ¢ Opyumu cneyuanucmamu (no NOKA3aHusim,).

OCHOBHBIM ~ KOMNOHEHMOM OQUCNAHCEPHO20 HAONO0eHUs1 OO0NHHO Oblmb CB80EBPEMEHHOE
06HapyxceHue npozpeccuposaHus 3a60aesaHus, pa3sumus onyxoau 0pyzoti 10Kau3ayuu.

ITepuoduuHocmes  1aOOPAMOPHBIX U UHCMPYMEHMAJIbHBIX — UCCIe008aHULl,  0CMOMPO8
Cneyuanucmos:

1. O6wuii KnuHuueckuii aHanu3 Kposu ¢ OJugpdepeHyupos8aHHsiM noocuemom JetKoyumos
(netikoyumapHoii ¢opmynwsl) nposodumcs 1 pa3 8 Hedento do OKOHUAHUS noddepxcusarouieti
mepanuu. ITocne okoHuUaHus noddepxcusarweli mepanuu — 1 pa3 8 mecay.

2. AHanu3 Kposu Ouoxumuueckuili obwemepanesmuyeckuli, GKAUAWUL 68ce No3uyul,
onpedenissemple npu duazHocmuke, 00 OKOHUaHus noddepxcusarouleti mepanuu npogooumcs 1
pa3 8 3 mecsaua. ITocie okoHuaHus noddepxcusarouieti mepanuu — 1 pas 8 6 mecsues.

3. [TyHKYyuu KOCMHO20 MO032a U CNUHHOMO03208ds0 NYHKYUSL NPOBOOSMCS MOJIbKO 8 Cyuae
nosieyieHus N0003peHust Ha passumue peyuousa 3a001e8aHuUs.

4. Y31 opeaHos OprwHOL nosocmu, Manozo masa u 3a0poWUHHO20 hpocmpavcmsa 0o
OKOHUaHUSL noddepxcusarnuweli mepanuu nposodsmcs 1 pa3 8 3 mecaua. Ilocne oKOHUaHUS
noddepxcusaruweti mepanuu — 1 pas 8 6 mecsues.

5. Bpau-zemamonoz, nposodusuiuti JjeueHue, nocie Hauana noddepxycusarouleli mepanuu u
nepedauu nauyueHma epauy-neduampy (8pauy-2emamosiozy) hno Mecmy MumeabCmada
ocmampueaem nayueHma 1 pa3 8 3 mecaua 00 okoHuaHusi noddepxcusarouieti mepanuu, 1 pas
8 6 Mecsyes nocje OKOHUaHus noddepxcugarouieti mepanuu u npu n0003peHuUU Ha passumue
peuyudusa 3a601e8aHuUS.

6. [Ipu nepedaue nayueHma epauy-neduampy (8pauy-2emamosnozy) no mecmy Mcumeabcmeda
Heobxo0umocmu 8 NJaHO80M OCMOMpe CNeUuaIuCmamu CMexcHvIX cheyuanvHocmeti Hem. B
cIyude HAAU4us 'y nAuueHma namoJio2uu Kakoli-nubo cucmemsl 0peaHOo8, B03HUKUIEl 8
npouecce mepanuu u nompebosasuleli B8MewamenbCmMea CMEXCHbIX CNeuudaIucmos,



nepuoauqucmb KOHMPpPOJ1bHbIX ocmompos ycmaHasiueaemcs LlHaLIGLIayClﬂbHO u
onpeaeﬂﬂemc;l Camum CMENHCHbIM cneuyuaiucmom.

Opranusanusi oKkasaHusi MeIUIIMHCKOM
IOMOIIM

MenuiiHcKas MOMOIlb, 38 UCK/IIOUeHeM MeIMUIMHCKOM IOMOIIM B paMKaX KJIMHUYECKO
armpobaiyu, B COOTBETCTBUMU C ¢emepaqbHbIM 3aKOHOM OT 21.11.2011 N2 323-®3 (pen. oT
25.05.2019) «0O6 ocHOBax oOxpaHbl 3J0pOBbsl TIpaxkgaH B Poccuiickoit dPepepanum»
OpraHM3yeTCs M OKa3bIBAeTCS:

® B COOTBETCTBUM C IOPSAKOM OKa3aHMUS MeIUIIMHCKONM ITOMOIIM HaceJIeHUIO 110 IpoduIio
«['emartosiorusi»,  yTBepXKXIEHHOMY  IMPMUKA3oM  MMHUCTEPCTBA  3ApaBOOXpaHEeHMS
Poccuiickoit ®emepanyy ot 15.11.2012r. N2930H;

® HAa OCHOBAaHMM HACTOSIIUX KIMHUYECKUX PeKOMeHallnii;

® C YyYeTOM CTaHAAPTOB IeOAMAaTPUUYECKOl MEeOUIIMHCKON TOMOIIU, VTBEPKIEHHbIX
YIIOJTHOMOYeHHbIM (defepasibHbIM OPraHOM MUCITOTHUTEIbHO BJIACTH;

® JHBIX HOPMATMBHO — IIPaBOBBIX JOKYMEHTOB IO mpoduiaio, o00s3aTelbHbIMMU [IJIsI
VUCIIOJIHEHUST Ha Tepputopum Poccuiickoin ®@emepauum BCeMUM MeOULMHCKUMMU
OpraHM3aLysIMMN.

[lepBuuHasi MeOMKO-CAaHMUTApHas IIOMOIIb BKJIIOUAeT B C€ebS MeponpusTust II0
npoduaakTuKe, OMArHOCTMKe, JeUeHMI0 3aboyieBaHMIT KPOBYM, KPOBETBOPHBIX OPTraHOB,
3JIOKAUeCTBEHHBIX HOBOOOpa30BaHMII JMM@OUIHON, KPOBETBOPHON M POACTBEHHBIX MM
TKaHe, MeIUIIMHCKOI peabunuTtaiium 1 GopMmUpoBaHMIO 30POBOro 06pa3a SKU3HM.

[Ipu momospenun y mamueHta OJIJI Bpau-memmaTp y4YacTKOBBIN, Bpau OOIIeil MPaKTUKU
(cemeiHbBINN Bpay) WJIM MHbIe BpauM-CIELUAIUCTBI B  CPOKM, YCTAHOBJIEHHbBIE
3aKOHOZATEeJIbCTBOM, HAIIPaB/SIOT IAllMeHTa Ha KOHCYJbTAUMI0 B MEIULMHCKYIO
opraHmsainuio (reMaToJOTMYEeCKUii KaOMHET, KIMHUKO-IMArHOCTUUEeCKoe OTe/ieHue
remMaToJIOTUM) [JII OKa3aHUs IepPBUYHONM CHeluanu3UpPOBAHHON MeOUKO-CaHUTAPHOM
IIOMOIIM, B KOTOPOI MPOBOLITCA OCHOBHbIE IMArHOCTUYECKME MepONpUATUS C LeJblo
yTOUHEeHMUs1 UM  Bepudukanmuu [OuarHosa, B TOM Uucie, C MCIOJb30BaHMEM
CIIeMaIM3UPOBAHHBIX MAHMUITY/ISIIMI  (ITyHKIMST KOCTHOTO MO3Ta, TpPeIraHoOMOICust
KOCTHOTO MO3ra).

B «oIyuyae HeBO3MOXHOCTM IIPOBEIeHUSI JOMAarHOCTUUYECKUX WUCCIeNO0BaHMII MalMeHT
HaIpaBJiSIeTCsI B MHYI0 MEOUILIMHCKYI0O OpraHmu3aluio, KoTopas OKasbIBaeT IpOo(uIbHYIO
MeIOUIIMHCKYI0 TIOMOIIb IallMeHTaM C TeMaTOJOTMYeCKMMM 3a00/ieBaHUSIMM  IJIST
YCTAHOBJIEHMSI  [MarHo3a M OKa3aHus  CIeluaau3MpoOBaHHOI, B TOM  4YHUCIIe
BBICOKOTEXHOJIOTMYHO, MeAUIIMHCKO ITOMOIIIN.



CrnenianuMsupoBaHHasi, B TOM 4MCIe BbICOKOTEXHOJIOTUMYHASI, MEAUIIMHCKAs TOMOIIb
OKa3bIBaeTCsl BpayaMM-TeMaTojJoraMy M MHBIMM BpadyaMy - CHelMaJuCTaMU B YCJIOBUSX
CTalOHapa KpYyIJIOCYTOUYHOTO TMpeObIBaHMS ¥ BKIOUaeT B cebs MpoduIakTUKY,
OMArHOCTUKY, JiedeHue 3aboyieBaHMII UM COCTOSIHMIA, TpPeOyIONIMX MCIIOIb30BaHMSI
CIIelMaJbHbIX METOMIOB M CJIOKHBIX YHUKAJbHBIX MEIUIMHCKUX TEeXHOJOTUI, a Takke
MeIUIVMHCKYI0 peabuauMTaluio, KOTOpas OKa3biBaeTCsl MeIUILIMHCKMMM OpraHu3alysMu,
MMeIIMU HeoOXOAMMYIO MaTepuaIbHO-TEXHUUECKYIO 6a3y, Ha/Inune
BbICOKOKB/IM(PUIMPOBAHHbBIX CIIELIMATNCTOB U JUIEH3MIO Ha OCYIIeCTBIeHe MeIUILIMHCKOIA
nesiTeTbHOCTM.

Ha pmaHHOM YypoBHe OKas3aHMs MeOMILMHCKOM Iromoimy mnauyeHtam c OJIJI, TakTuka
o0c/ieqoBaHMsI M JIeUeHMS, a TaKkKe oIlpedeeHMe I1eJ1eco00pa3sHOCTM TOCHUTAIM3ALU
yCTaHaB/IMBAeTCsI BpauaMM-TeMaTojoraMyu C IIpUBJIeYeHMEM, B Ciaydyae HeoOXOIMMOCTH.
MHBIX Bpaueii-clielaanucToB. PellleHMe KOHCWIMyMa Bpaueii ohpopmisieTcss MPOTOKOIOM,
TOJTIMChIBAETCSI BCEMM YUYaCTHMKAMMU UM BHOCUTCS B MEOULMHCKYIO JTOKYMEHTAaLMIO
ManyeHTa.

[Tpu BhIsIBIeHUN nian iogo3penum Ha OJUJI B xome oka3aHMsl CKOPOM MeIULIVTHCKOM ITOMOII
MalyeHTa HaMpaBISlT B MeOUIMHCKME OpraHm3aluy, OKa3bIBawolye MeOULVHCKYIO
IIOMOIIb IMalMeHTaM C TI'eMaTOJIOTMUYEeCKMMM/OHKOJIOIMYeCKMMM 3a00jeBaHUsIMM, JIJIST
orpeneneHns] TaKTUMKM BeIeHMS ¥ HeOOXOOMMOCTU IIPMMEHEHMUSI MOTOJHUTEIbHO OPYTUX
METO/IOB CIIelMaIn3UPOBAHHOTO IPOTUBOOITYX0JIE€BOTO JIeUEeHMS.

IlokazaHuda oy rocnUTaIN3anyu B CTalioHap (IJIaHOBO):

1. TlepBMUYHO TIpM MOAO3PEHMUM HA 3JI0KaueCTBeHHOe 3abosieBaHMe KPOBU [Jisl TPOBeIeHMS
IMarHoCTMYeCcKoro srara

2. HeobxomyMocTh TpOBeIeHMsI OUuepedHOro 3Tara Tepanuy (KpoMe IOAaep KuBaloIiei
Tepanumn)

IlokasaHusa 41 rocouTaansanym B CTaliyioHap (3KCTPEHHO):

1.Jlioboe yXyhlleHMe COCTOSIHMSI TMalliieHTa, pasBUTME OCIOKHEHU, Tpeoyoimux
IIpOBeJeHMs SKCTPEHHOM Tepalnuy B YUIOBUSIX CTallMOHapa
2. [Togo3peHne HA peruaMB 3a00/IeBaHMSI/Pa3BUTIE BTOPOI OITYXOJIu

Iloka3zaHMs K BBINMCKE MalMeHTa U3 MeJUIIMHCKOM opraHmsanmn

1. OKoHUaHMe 3Tama Tepanuyu IIPU YCIOBUM OTCYTCTBUS MHMEKIMOHHBIX M TOKCUUECKUX
OCJIOXKHEHMI, CUCTEeMHBIX HapyllleHuii, TpeOyIoIIMX Tepanuy B yCI0BUSX CTalMoHapa

2. OKOHUYaHMe WMHTEHCUBHON Tepanuu TMpU COXPaHEHUU KINMHUKO-TeMaTOJIOrMYeCcKOomn
pemMuccumn

3.B wIyyae mnipu3HaHMS TAlMeHTa WMHKYpabOenbHBIM, [JI HajJbHENIIero oKa3aHMs
NMa/UVIMAaTUBHOM MEOULMHCKOM TOMOIIM B MEOUIMHCKON OpraHusanuu 10 MecCTy
JKUTEJIbCTBA.






6. lonosmHuTeabHast MH(GopManusi, BIAUSIONIAsT
Ha TeueHMe U MCXO0]1 3a00/IeBaHNA

BakuyHauus nauyeHnTos ¢ OJIJI [85]:

1. B mepuop, nmedyeHus] BaKUMHALMS He MPOBOAUTCS (MCKIIOUEHMEe COCTaBJsSIeT BaKIMHAIIMS
MIPOTUB TeraTuta B, KOTOpPYI0 MOXHO HPOBOAUTH Ha (OHE Tepanmy IO CIelaJbHOIA
cxeMe JIjIsS1 UMMYHOKOMITPOMETMPOBAHHBIX MAllMEHTOB).

2. ITocie oKOHUAHMS MOAJEPKMUBAIOILEN Tepanuy Py YCOIOBUM HAUUMS TTOTHOM peMUCCum
BaKI[MHAIIMIO MOKHO IIPOBOJIUTDH B IIOJIHOM 0ObeMe, MCK/TIOUMB XKMBbIe€ BaKIIMHBbI.

B03MO>KHOCTD HpeﬁbIBaHI/Iﬂ B OPraHM30BaHHOM KOJ/IVIEKTUBE:

1. He )kenmaTenbHa Ha mepuof IpOBeIeHUS MHTEHCUBHOM Teparnn.

2. OrpaHnyeHa SMUIEMUOIOTUYECKON CUTyaleit ¥ KJIMHUKO-Tab0paTOPHBIM CTaTyCOM
NalyeHTa B epuop, IpoBeaeHs oA aepKUBaolIel Teparnmu.

3. He orpaHunueHa mocie OKOHUYaHMS MO LeP>KUBAIOLLe Teparui.

B03MOKHOCTH HAarpy3oK M 3aHSITUI CIIOPTOM:

1. ®usnyeckue Harpy3Ku He >kejaTe/bHbI B IePUOL IIPOBEeIEeHNS MHTEHCUBHOM Tepannu.

2. OrpanmMyeHbl KJIMHUKO-Ta00paTOPHBIM CTATyCOM IMaliieHTa B IIepMOf IIPOBeIeHMUsI
MOA e P>KMBAIOIIEN Tepallnu.

3. Ilocsie OKOHYAHMS MOAEPKUBAIOILIEN Tepanuy OrpaHUUYEHbl TOJAbKO Pa3BUBILENCS B
repuon, Je4eHus TIaTOJOTMeil OIPHO-ABUTaTe/NbHOrO ammnapara WiIM  TSKeIbIMU
COMYTCTBYIOIIMMM 3a007eBaHMSIMU. [Ipy X OTCYTCTBUM HE OIrPaHMUEHBI.



IIOMOIIU

Kpurtepuu oreHKM KayecTBa MeaUIIMMHCKOM

Kputepumn kauecrBa

YpoBeHb
AOCTOBEPHOCTU
AOKa3aTenbCTB

YpoBeHb
ybeautenbHoCTH
pekoMeHaaumn

MauneHty M™nagwe 18 netr ¢ nopjo3peHnem Ha OJUJ1, a c
BepuduumpoBaHHoiM  OJIJT nNpu nepBMYHOM npuemMe, Ha 8 AeHb
WHAYKUMOHHOW Tepanuu n fasnee Bo BpeMs nposefeHus XT BbIMNOSIHEH
obwmni (KNMHUYecKunin) aHanus KpOBU pa3BepHyTbIN [¢
anddepeHUNpoOBaHHbIM  NOACYETOM  JleMKoumMToB  (NerkouuTapHas
dopmyna)

C

MaumeHTy ™Mnagwe 18 ner ¢ nopospeHmeM Ha OJIJ1, a Takxe C
BepuduumposaHHbiM OJ1JT Ha aTane nHaykuun (Ha 15-i aeHb Tepanuu
M MO OKOHYaHUW WHAYKLMW) BbINOSIHEHO MOSyYEHUE LIUTOSIOMMYECKOro
npenapata KM nyTeM nMyHKUMW C MOCAEAYOWMM LUTOOMMYECKNM
nccnenoBaHmeM Maska KM (Muenorpamma)

MauneHty ™Mnagwe 18 netr ¢ nogo3peHmeM Ha OJIJ1 BbIMNOMHEHO
LMTOXMMMYECKOE UccrenoBaHne npenapata KM

MauneHty ™mnagwe 18 netr ¢ nogo3peHmeM Ha OJIJ1 BbIMNOMHEHO
MMMYHO(EHOTUNNPOBAHME FeMOMNO3TUYECKNX KeTOK-NMpeaLlecTBEHHMUL,
B KM

MaumeHTy Mnagwe 18 ner ¢ nogo3peHneM Ha OJIJ1 BbINOSHEHO
LMTOreHeTu4yeckoe unccnenoBaHne (KapuoTumn) U MOJIEKYJSIpHO-
reHeTndeckoe uccnegosaHuve (FISH-meToa) Ha oAaHYy mapy XpoOMOCOM
acnupata KM

MauneHTty monoxe 18 ner ¢ nogo3peHmem Ha OJIJ1, a Takxke C
BepudunumpoBaHHeiM OJ1/1 B AMarHOCTUYECKMIn mepuog W B npouecce
Tepanuu BbIMOJIHEHbI CAWMHHOMO3roBasi MyHKUMSA C Nociaeaytowmm
nccneaoBaHMeM  ypoBHs 6enka B CMMHHOMO3TOBOW  XXMAKOCTH,
nccnefoBaHMe  YpPOBHS  [/IIOKO3bl B CMMHHOMO3rOBOW  XXWAKOCTH,
MUNKPOCKONnun4yeckoe ncenegoBaHume CMUHHOMO3roBOM XNAKOCTH,
MOACYET KJ/JIETOK B CYETHOW Kamepe (onpegeneHve uuTo3a) MU
UMTONOrM4yeckoe nccnefoBaHne KNeTok CMHHOMO3roBOM XMUAKOCTHU

MauneHTy Monoxe 18 net c BepudUUMPOBaHHBLIM AnarHosom OJ1
Ha3Ha4yeHO JleyeHWe no OAHOMY W3 CNeaylLWnX TepaneBTUYeCcKUX
NPOKTOKOI0B, NPOTOKOAbI rpynnbl MockBa-bepnunH (ALL-MB-2008 wnnu
ALL-MB-2015) nu6o npoTtokonbl rpynnsl BFM (ALL-BFM-95 unn ALL-
BFM-2000)

MaumeHTy ™Monoxe 18 net ¢ BepuduUMpOBaHHbIM amarHosom OJIJ1
BbINOSIHEHA NPOdUAAKTMKa UK NNeYeHNe HENPONenKeMnm

MauneHTy Mnagwe 18 netr ¢ BepuduUMPOBaHHbIM aAnarHosom OJ1
Ha3HayeHa noaAepXuBatrowasa Tepanumn aHtuMetabonmtamm

10.

MaumeHTy wMnagwe 18 netr ¢ Ph+-01J1 (OJU/1 ¢ Hanuuunem
dbunagenbduinckon xpomocombl - t(9;22)(q34;q11.2)/BCR-ABL1) Kk
CTaHAapTHoOM Tepanun gobasneHbl UTK

11.

MauneHTam mMnagwe 18 net ¢ BepudunLUMpoBaHHbIM AnarHosom OJ1J1 Ha
nepuos MHTEHCMBHOW Tepanuu YCTAHOBJSIEH LEHTPasibHOro BEHO3HOro
KareTtepa

12.

MauneHTy mnagwe 18 net c BepuduuMpoBaHHbIM AnarHosom OJIJ1 B
nepeble AHM (Hepenwu) Tepanuu NPOBOAATCA TeparneBTUYecKue
MeponpusaTUs, HanpasfeHHble Ha npodunakTuky COJI
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IIpunokenue Al. CocraB padbouer rpynibl

1. KapauyHckuit A.. — 1.M.H., ripodeccop, IMPEeKTOP MHCTUTYTAa OHKOJIOTUM, PAAOIOTUN
u saaepHon menuiHbl OI'BY «HannoHa/NMbHBIN MeOULIMHCKUM UCCIeq0BATe/IbCKUI LIeHTP
IeTCKOM reMaToJIOTMM, OHKOJIOTUM U UMMYHOJIOTUN uMeHu Imutpus PoraueBa» M3 P®;
npodeccop Kadeapbl OHKOJOIMM, remMaTOJOrMu ¥ JydeBoii Tepanuu 1/¢p ®IBOY BO
«Poccniickmii HaMOHAJIbHBIN MCC/IeN0BATE/IbCKUIT MEeOUILMHCKUI YHUBEPCUTET MMEeHU
H.U.Iluporosa» M3 P®; wuymen mpasiaeHuss HammoHanbHOro oOIIecTBa JeTCKUX
remMaTtosioroB 1 oHkosioros (HOIT'O).

2. PymsaaueB A.T. - akagemuk PAH, n.m.H., ipodeccop, IIpe3unent ®I'BY «HaimoHanbHbIA
MEIOUILMHCKUII MCCIeOBATe/IbCKMUIM LEHTP MHOeTCKOM TIeMaTOoJOrnM, OHKOJIOTUU U
MMMYHOMIOTUM uMeHM [Imutpus PorayeBa» M3 P®; mpodeccop Kadeapbl OHKOIOTUM,
remMatoioruu u JydeBoii Tepanuu 1/¢p @®IBOY BO «Poccuiickuii HallMOHaIbHbIN
UCCIe0BATeIbCKUI MeaUIMHCKNI yHuBepcuteT uMenu H.M.ITuporosa» M3 P®; riaBHbIN
BHEIITATHBIN OEeTCKMUII crenuaauct reMmarosior; Ilpesupgent HammoHanbHOro ob6iiecTBa
IeTCKuxX remartosnioroB 1 oHKooros (HOIT'O), unen npaBnenus: Corosa neauatpos Poccun.

3. PymsiHIIeBa 10.B. — I.M.H., IOLIeHT, 3aB. OTIe/IOM MCCIed0BaHUS
nmuMmdonpoandepaTuBHbix  3aboneBanuit  OI'BY  «HaumoHanbHBII — MeOUIIMHCKMUIL
UCC/IeI0BATENbCKUIM LIEHTP OeTCKOM remMaToJIorUu, OHKOJIOTUM U MMMYHOJIOTUM MMEeHU
Imvutpust PoraueBa» M3 P®; npodeccop kadbenpbl OHKOJIOTUM, TeMATOJOTUM U JTyIeBOI
tepaniuu 1/ OI'BOY BO  «Poccmiickuii  HaUMOHAJNBHBINA  MCCI€I0OBATEIbCKUI
mMeouUMHCKUI yHuBepcuter umeHu H.M.ITuporosa» M3 P®; uieH HalmoHaIbHOTO
0011ecTBa JeTCKMUX reMaTojI0roB 1 oHkosioros (HOZT'O).

4.IlomoB A.M. - K.M.H., 3aB. JlabopaTopueit UMMYHOMEHOTUTIMPOBAaHMSI TeMO06IacTO30B
®I'bY «HauyoHanbHbIM MeIULIMHCKUI UCCIed0BaTe/IbCKIUI LIeHTP OeTCKOM reMaTOoJIOT NN,
OHKOJIOTUU U UMMYHOJIOTUU umenu Imutpus PoraueBa» M3 PO.

5.OnpmaHckas 10.B. - K.M.H., 3aB. jabopaTtopueil IUTOTEHETUKM U MOJIEKYISIPHO
reHTUkKu @OI'BY «HaumoHaNbHBI MEIMIIMHCKUI MCCIed0BaTe/IbCKUM I1eHTP OeTCKON
reMaTOoJIOTUM, OHKOJIOTUM M UMMYHOJIOTUN uMeHu [Imutpus PoraueBa» M3 PO.

6. CredpanoB /I.H. — HayuHbIi COTPYAHMK, 3aB. HAYYHO-OpraHU3allMOHHbIM OoTHenom OI'BY
«HaumoHanbHbI MEOULMHCKUIM UCCIef0BaTeIbCKUII LEHTP MOEeTCKOM TIeMaTo/IOrUM,
OHKOJIOTUM U MMMYHOJIOTUM MMeHM [Imutpus PoraueBa» M3 P®, umeH Poccuiickoro
001IecTBa OHKOT€MAaTOI0TOB

KOHGAMKT MHTEpecoB OTCYTCTBYeT.



IIpunoxxenne A2. MeTomosnorusi paspadoTku

KIIMHNYECKUX PEKOMCHIAII NN

IleneBast ayauTOpus JAHHBIX KIMHUUECKUX PEKOMEH Al Mii:

1. Bpau-remarosoru

2. Bpaun-oHkonoru

3. Bpaun-nieguatpsbl

4. Bpaun KIMHUKO-1ab0paTOPHON AMATHOCTUKI

Ta6muma 1. Illkasa oOIeHKM YpOBHEl ITOCTOBEPHOCTM [OKa3aTeNbCTB [IJiSI METOIOB

OMArHOCTUKY (IMarHOCTUUYECKMX BMEIIaTeIbCTB)

yan Pacwmdcdposka

1 Cucrtematnyeckme 0630pbl UCCNEAOBaHWN C KOHTPoSsieM pedepeHCHbIM MEeToAO0M WM  cUucTeMaTMyeckmin o0630p
PaHAOMU3NPOBAHHbIX KIIMHNYECKNX VICCJ'IeLJ,OBaHI/IIZ C NpuMeHeHneM MeTa-aHalsin3a

2 OT,D,eJ'IbeIe nccnenaoBaHUsa C KOHTpPOJ1EM ped)EDEHCHbIM MEeToA0M WUNKN OTAEeNIbHblE PaHAOMU3NPOBAHHbLIE KJIIMHUYECKKNE
nccrnefoBaHMs U cucteMaTudeckme o630pbl MccnenoBaHui noboro AmMsanHa, 3a UCKIIYEHWEM PaHAOMU3UMPOBAHHbIX
KIWHUYECKNX UCCnefoBaHui, C NPpUMEHEHMEM MeTa-aHanmsa

3 WccneposaHua 6e3 nocnenoBaTesibHOro KOHTPOAs pedepeHCHbIM MeToAOM WAW UCCNeAoBaHust € pedepeHCHbIM
METOAOM, He SBAIWMMCS He3aBUCMMbIM OT MWCC/IefyeMOoro MeToAa WM HepaHAOMU3WPOBAHHble CPaBHUTEsbHbIE
nccneaoBaHns, B TOM YMCe KOropTHble UCCneaoBaHus

4 HecpaBHUTEeNbHbIE NCCNEAOBaHWS, ONUCaHNE KIIMHUYECKOro ciny4das

5 NmeeTcsa nuwb 060CHOBaHWE MexaHM3Ma AENCTBUA MM MHEHWE DKCNEPTOB

Ta6muma 2. Illkana OLEHKM YPOBHEN [TOCTOBEPHOCTM [OKA3aTeJbCTB [JISI METOMOB

npoduaakTuky, JedyeHuMss ¥ peabwmranuyu  (IpoQUIAKTUUECKUX,  JIEUEOHBIX,

pea6I/I.T[I/ITaLU/IOHHbIX BMeH_IaTEJIbCTB)

yaan Pacwumdposka

1 CucrtemaTtnyeckmit 063op PKW ¢ npyumeHeHnem meTa-aHanmsa

2 OTtaenbHble PKU n cuctematnyeckmne o0630pbl nccnenoBaHuii nioboro avsanHa, 3a uckntoveHmeMm PKW, ¢ npumeHeHunem
MeTa-aHanusa

3 HepaHAOMM3NpPOBaHHbIE CPAaBHUTENbHbIE UCCNEA0BaHWUSA, B T.4. KOFOPTHbIE UCCNIeA0BaHMS

4 HecpaBHuUTeNbHbIE UCCNEAOBaHUS, OMUCaAHME KIMHWUYECKOrO Ciyyasi WM Cepun C/yvyaeB, WCCNeAO0BaHUS «Chly4an-
KOHTPOJIb>»

5 MMeeTca nuwb 060CHOBaHWE MexaHu3Ma AEVICTBMH BMeLwWwaTenbCTBa (,CLOKJ'IVIHVI‘-IeCKVIe VICCﬂELlOBaHVIﬂ) nin MHeHune
3KCNepToB

Ta6muma 3. IlIkasa OIeHKM YpOBHeN yOeauTelbHOCTM pPeKOMeHIAlMii [JisI MeTOMOB

NpodWIAKTUKY, OUMATHOCTUKM, JiedeHus ¥ peabunurtamuym  (MPoUIaKTUIECKUX,

IMArHOCTUYECKUX, TIeUeOHbIX, peadMIUTALMIOHHBIX BMEIaTe/IbCTB)

YYP Pacwumdcdposka

A CunbHasa pekoMeHaaumsa (Bce paccMaTpuBaeMble KpUTEPUN 3PDEKTUBHOCTU (MCXOAbI) SABMASKOTCS BaXHbIMKU, BCe
NUCccnefoBaHMs MMEKT BbICOKOE WAW YAOBNETBOPUTENbHOE METOAOSIOrMYEecKoe KayecTBO, WX BbIBOAbI MO
WMHTEPECYIOLLMM UCXOAaM SIBSIKOTCS COr1acoOBaHHbIMMN)

B YcnoBHasa pekoMeHzauus (He BCe paccMaTpuBaeMble KpuTepun 3pdeKTUBHOCTU (MCXO0Abl) SIBASIOTCS BaXXHbIMU,
He BCe WCCNefoBaHUs WMMEKT BbICOKOE WAW yAOBNETBOPUTENbHOE MeTOAO/I0rMYeCcKOoe KayecTBO W/Mam ux
BbIBOAbI MO MHTEPECYOLNM UCXOAaM He SIBASIOTCS COrlaCoOBaHHbIMM)




Cnabasa pekoMmeHAauust (OTCYTCTBME AOKa3aTeNbCTB HaZNexallero kayectsa (Bce paccMaTpuBaeMble KpUTepuUn
3pPeKTUBHOCTM (MCXOAbl) SBAAKTCS HEBaXHbIMU, BCE WCCIEAO0BaHMUS WMEKT HU3KOe MeTOAOosI0rmyeckoe
KauyecTBO M UX BbIBOAbI MO MHTEPECYIOLWMM NCXOAAM HE ABMSIKOTCS COracoBaHHbIMMN)

ITopssmOK OOHOBJIEHUS KIVMHUUYECKUX PEeKOMEeHIaI M.

MexaHusmM  OOHOBJIEHMSI ~ KJIMHMUYECKMX  peKOMeHJaliuMii  mpegycMaTpuBaeT  UX
CUCTEMATUYECKYI0 aKTyaJiM3alMI0 — He pexXe 4yeM OAMH pa3 B TpU rofa, a Takke Ipu
MOSIBJIEHMM HOBBIX [AHHBIX C TIO3UIMKM [OKA3aTeJIbHOM MeOUIIMHBI I10 BOIIPOCAM
OIMArHOCTUKM, JiedeHusl, NPOUIAKTUKM UM peabMauTaluy KOHKPETHBIX 3ab0/ieBaHUiA,
Ha/IMuuy 000CHOBAHHBIX AOIOJHEHMIi/3aMedaHMii K paHee yTBepsKkaIeHHbIM KP, HO He yaiiie
1 pa3a B 6 mecs1ieB.



IIpunokenme A3. CBsI3aHHBIE JOKYMEHTBI

IIpunoxxenmne A3.1. IIpoTokoinsl iedenust OJIJI y manyeHToB g0 18 et

A3.1.1. OcCHOBHBbIE€ TIIOJIOKEHMSI M CXeMbl Tepanum IIPOTOKOJIA POCCUICKONM
ucciemoBaTenbckoi rpynnsl ALL-MB 2015 [44].

B uccnegoBanuu ALL-MB 2015 BMecCTO MOHSITUS «IPYIIIa PUCKa» MUCIIOAb3YeTCSI TePMUH
«TepareBTUYecKasi rpyIrar». TepareBTuUyecKasi TIpyIllia OIpenesieTcs IpeaBapuTebHO
repes HAYaJIOM TepaliMM M OKOHYATe/IbHO OIMpenesseTCs Ioc/ie IMOaydeHUs pe3yIbTaTOB
reHeTUYEeCKOro ucciaenoBaHus. IIOBTOPHO KaXKIblil IAllMeHT OlleHMBaeTCs Ha 36 IeHb
tepanuu (ajst OJIJI u3 B-kneTok-IpeiiecTBeHHMKOB), Ha 15 u 36 menb (ajass T-OJUI) u, B
CIydae IJI0X0ro OTBETa Ha jiedyeHMe, IIEPEeBOAUTCS B OAHY U3 IPYIIIT BbICOKOTO PUCKA.

[IpoTOKON [AJjis1 KOHKPETHOI TepamneBTUUEeCKOl TPYIIbl AO/KHBI IOAy4aThb TOJBKO Te
MalyeHThl, y KOTOPBIX M3BECTHbI BCe WHMIMAJbHBbIE ITaHHbIE ¥ TIPOBEIEeHbI BCe
HeoOxomumble obciemoBanus. Ecau mHpopManusi Mo KaKOMY-IMOO ITYHKTY OTCYTCTBYET
(HarpuMep, He IMPOBEIEeHO MMMYHOMDEHOTUIIMPOBAHME, TIepBMUUYHAS CIIMHHOMO3IOBast
(mombanbHast) MYHKUMS M T.JO.), TallMeHT He MOXeT ObITb OTHeCeH K OIlpeJe/ieHHO
TepareBTUYECKOV TpyIIe, ¥ TeparneBTUUECKMII IIIaH [JIsi HEero yCTaHaBIMBAETCs
MHAVBUIYAJIbHO PYKOBOAMTEIEM MUCC/IETOBAHMSI COBMECTHO C BpauyaMy KIMHUKMA.

Boce nauMenTel (27 soda v < 50 nem)

[ Eﬂmcurl;r ALL ----'l-'m_l_ | N [ -FIT':nLI. ]

rpynnu A-E rpjmm T ] rpynnaF
S T -HS ner | | 215 ner | With WBC 2 t(12;21) $R$ | rmRG | HRG
F | FpynnaC | 100.000mki;
¥ t4:11) Fpynna 1221 Fpynna | Fpynna Fpynna
i - T-5RG T-imRG T-HRG
) \ rp_-,r;am o | . —
r B o 1 4 -
| _SRG IMRG \ / SRG ImRG e
rpynna rpynna | Fpynna f:’
A B \ 1221-SR 122 R -
—— .H"\-\. 1 p — .____.-"
. H.H_H 1 ______--' ?-____.-
Hem pesucelu Ha 36 delb f,a”
- 1.-',#
HRG v-l TrCH e 1-A peMuccHn
FpynnaE

Crpatudukaiius Ha TeparneBTUYeCKe TPYIIIbl B uccienoBanum ALL-MB 2015

Kpurtepuu crparudukanuy Ha TepaneBTUUYECKYE TPYIIIbI

Bce maimeHTbl M3HAYaJIbHO CTPATUGUIIMPYIOTCS B 3aBUCMMOCTM OT MMMYyHOMeHOTHUNa
omactHeix Kiaetok Ha OJIJI m3 B-kmerok-mpemimectrBeHHUKOB u T-OJIJI. TlamueHTHI C



HannuueMm Ph-nosutuBHoro OJUI (t(9;22); BCR-ABLI) BbIAeNsIIOTCS B OTHENbHYIO TPYIITY
(rpymnna F).

Cpenu nmauyeHToB ¢ OJIJ1 u3 B-KIeTOK-peaIeCTBEeHHMKOB BbIE/ISTIOTCS :

e ITauuenmel c t(12;21) n060r0 BO3pacTa ¥ HE3aBUCUMO OT HAJUUMS/OTCYTCTBUS JIIOOBIX
IPYTUX KPUTEPUEB, BbIAEISIOTCS OTAENbHO. B 3aBMCUMMOCTM OT HAJIMUMS MJIM OTCYTCTBUS
IOTIOTHUTEIbHBIX KIMHUYECKUX KPUTEPUEB OHM AeJISITCI Ha 2 Ipymnbl: rpymnny «1221-SR»
(TaLMeHThl «CTAaHAAPTHOTO pucKa») u rpynny «1221-IR» (mmamyueHTbl «IIPOMeXYyTOUHOTO
pUCKa»)

I'pyrima «1221-SR»: MHULIManIbHOE KOIMYECTBO JIEMKOIUTOB <30x 10%/1 1 pasmepsl cee3eHKM
<4 cm, ctatyc IIHC I/IL. T'pynina «1221-IR»: MHUIIMaJIbHOE KOJNYECTBO JIEMKOLUTOB >30x% 10%/n
/Wi pasMmepsl ceneseHku 24 ¢cm u/mim cratyc LIHC III (;ocTaToOuHO OGHOTIO KPUTEPUSI).

e B mepaneemuueckyto epynny D He3aBUCUMMO OT BO3pacTa BbITEISIIOTCS MALMEHThI C
VHULIMAIBHBIM JefikonuTosoMm >100x10%/n (rpymma «D1») w/mnm Hammumem t(4;11)
HEe3aBUCUMO OT MHUUMAIBHOTO JieKouuTo3da (rpymnna «D2»). IIpy 3TOM NanueHThbl C
VHUIMANbHBIM JIefikoLnTo30M >100x10%/1 1 t(12;21) B rpymnmy «D1» He BKITIOUAIOTCSL.

e Cpeny OCTaJbHBIX MALIMEHTOB MPOBOAUTCS CTpaTU@UKALMS B 3aBUCUMOCTHM OT BO3pacTa:
nauueHmosl maaduie 15 nem TMONYy4yalOT Tepamnuio B 3aBUCUMOCTU OT HaJIUUMS WU
OTCYTCTBUSI IOTOJHUTENIbHBIX KPUTEpPUEeB: TIpylIa <«A» — IalMeHTbl «CTaHAAPTHOIO
pucKa» U rpyrrma «B» — manueHTsl «IIPOMEKYTOUHOTO pUcKax. I'pymnna «A»: MHUILMAIbHOE
KOJMYeCTBO JIeHKoIMTOB <30x10%/11 1 pasmepsl ceneseHky <4 cm, cratyc LIHC I/IL. Tpyrma
«B»: MHUIIMAIbHOE KOIMYECTBO JIeHKOIUTOB >30%10°%/11 m/man pasMepsl cele3eHKu >4 CM
u/vn cratyc LHTHC IIT (;ocTaTo4yHO OHOTO KpUTEpUs).

e Tlayuenmeot cmapuwie 15-mu nem BBIAENSIOTCS B OTHOEIbHYIO TepareBTUYECKYIO0 T'PYIIITY
«C».

e [Tauumentsl ¢ OJIVI u3 B-KieTOK-IpealieCTBEHHMKOB BCeX TepallieBTUYECKUX TPYIIT («A»,
«B», «C», «D1», «D2», «1221-SR», «1221-IR») mipu OTCYTCTBUM pPeMUCCUM Ha 36 [eHb
Tepanuy IMepeBOLSITCS B IPYIIY BBICOKOrO pucKa (rpyrra «E»).

[MauuenTtsl ¢ T-OJIJI He3asucumo om eo3pacma paspeysioTCs Ha 3 TepalieBTuYecKue
TPYIIbI (HU3KOTO, TPOMEKYTOUHOTO U BhICOKOTO pucka). CTpaTuduKaiys Mpou3BOAMUTCS Ha
ocHoBaHuM skcrnpeccun CDla u T-knetounbix penentopoB (TCR — T cell receptor) Ha
0JIaCTHBIX KJeTKax U oTBeTa Ha 8, 15 u 36 geHb Tepanuu. st Kaxkaoit rpymmbl («T-LR», «T-
IR», «T-HR») mpegycmoTpeHa CBOSI IMHUS Teparin.

I'pymma «T-LR»: «CD1a+, TCR—» ITpy MHMIIMATBLHOM JieiikormTo3e <500x10%/1 u mpu yciosum
xopoiiero orseta Ha 8 (<1000 6;macTHbIX KiIeTok/MKI 1K) 1 15 (<30% B KM) nHu Tepanuu u
OOCTVKeHUSI peMuccum Ha 36 meHb Tepanuu. Ilpm Hanmmumum Ha 8 geHb Tepanuu >1000
6;1acTHBIX K/IeTOK B MKJI I1K maimeHTsI iepeBogsTcs B rpyrmy T-IR.

I'pynma «T-IR»: «CD1la+, TCR+» miu «CDla—, TCR—» mipu ycaoBuUM Xopoliero orsetra Ha 15
neHb Tepannm (<30% B KM) 1 IOCTUKeHMSI peMUCCUM Ha 36 IeHb Tepannn.



[MauyenTtsl rpynmn T-LR u T-IR npu mioxom orBeTe Ha 15 meHb (230% B KM) unu He
OOCTVKEHUM PeMUCCUM Ha 36 IeHb Teparnuu repeBoasiTCS B IPYIITY BbICOKOTO pucka (T-HR).

[TanmeHTsl ¢ BapuaHTOM 3Kkcnpeccuun «CD1a—, TCR+» n3HavaJibHO OTHOCATCA K rpyrine T-HR.
TepaneBTHUUYeCKME IJIaHbI

[TaueHTHI rpynIn «A», «B», «1221-SR», «1221-IR» rmony4aroT MHAYKLUMIO, TPU KOHCOJMAALNUA
U TIOAJEepKUBAMWINY0 Teparnuio. [lauyeHTsl rpymmbl «B» B Bo3pacte 10 seT m crapiie
TIOTyYaloT TOTIOTHUTEIbHO KpaHualbHOe 00yueHye B mo3e 12 I'p.

Tepanus rpynnbl «1221-SR» mpakTuuecky He OT/IMYAeTCs OT TAaKOBOM B rpyrine «Ax», a «1221-
IR» — oT TakoBOi1 B rpynmne «B». EQVMHCTBEHHBIM OTIMYMEM SIBJISIETCS TO, UYTO HUKTO U3
MalleHTOB IPymIibl «1221» He MoyiyyaeT KpaHUAIbHOE 00 TyUYeHue.

[TatyieHThI IPYIIIbI «C» MOC/Ie MHAYKIMM MOTy4aloT 6 KOHCOMMUAALIMIA C OOIIMM KOJTMYECTBOM
36 BBemeHMI1 acmaparmiasbi*®, Ho B go3e 5 000 EJl (takuM o6pasom, KyMY/ISTUBHAs 103a
acrmaparuHasbl** COOTBETCTBYeT TaKOBOW [Jjs TIallMeHTOB IIPOMEXYTOYHOTO pucKa
uccnegoBauuii ALL-MB 2002 u ALL-MB 2008), n nogaepskuBarwliiny Teparnuio. [lauyeHTsl
9TOJ I'PYIIIbI IIPYU OTCYTCTBUM MHUIIMATbHOTO ropaxkenus [THC He 06/ry4yaioTcsl.

[MammenTsl rpymmbl «D1» mogy4yaroT MHAOYKLMIO, TPU KOHCOJMIOALMM, KpaHMaIbHOE
obimyueHue B mose 12 I'p u mopmepskuBalollyio Tepamnuio. IlaiimeHTam 3Toi rpyrmbl T19T-
acraparuHasa BBOIMUTCS Ha 5-e CyTKM MHAOYKIMUM (@ He Ha 3-U, YUUThIBas, KaK IIPaBUJIO,
OO0JIBIITYI0 MAcCy OIyXOJIN).

Tepanusa B rpynme «D2» aHanorMyHa TakoBOil B rpynmne «D1», HO € OONOJHUTEIbHBIM
BKJIIOUEHMEM BBeJeHnit #6opTe3omMuba™™ B peMHAYKLMSIX.

[MTammentsr rpynn  «T-LR» u  «T-IR» momy4yalT WMHAOYKOMIO, TPU KOHCOMMAALMU U
noAAepXKMBaIoIIyl0 Teparnuio. [lalMeHTbl 3TUX TPYII IPU OTCYTCTBUM MHULIMAIBHOTO
nopakennst ITHC He o6myuaroTcs. I[TamuenTs! rpymmsl «T-IR» momy4aoT JOIOMHUTEIBHYIO 2-
10 a3y nHayKIMoHHOI Tepanuu (Protocol 1b).

[TareHThI TPYMITBI «F» MOMyYaoT MHAYKIMIO, TP KOHCOMMAALMN, KpaHMa/IbHOE 00/TydeHre
B 1o3e 12 I'p u nopmep>kuBarollyio Tepanmuio. HaunmHas ¢ 15 gHsS MHOYKLIMY, B TeUeHue Bceit
Tepanuu (BKIYas IMOoaAepkKMBaIoIy0) M KaKk MMHMMYM ellle 3 rofa rnocjie ee OKOHYaHus,
TMalyeHTbl MOCTOSIHHO TOMyYaloT #MMaTuHu6** B mose 300 mr/m%/cyT, eciu B mporiecce
MOHUTOPUPOBAHUSI MOJIEKY/ISIPHOTO OTBETa He BO3HUKHET HeOOXOOMMOCTU B yBeIUUEHUM
I03bl MUMaTMHMOA UM B CMeHe TperapaTa Ha IPyTroil MUHTMOUTOP TUPO3UMHKMHA3BI.

Bce manmeHTsl rpynnn «A», «B», «C», «1221», «T-LR», «T-IR» mpu HaIUuUUM MHULIMATBHOIO
nopaxenus LITHC (HHC III) mony4yaroT Tepanmio COrJIaCHO MPOTOKOJIY IJIsI COOTBETCTBYIOIENn
TeparneBTUYEeCKOi I'PYIIbl C AOTOJIHUTEIbHBIM MMPOBeJeHeM KpaHMAIbHOTO OOSydYeHUsT B
mose 12 I'p.



[ManuenTtsr rpymm «E» u «T-HR» (mamyueHTbl BbICOKOTO pUCKA) MO0 OKOHYAHUM MHIYKIUU
nonyvator 6moku IIXT «Fl» u «F2». [lasee, B 3aBUCUMMOCTM OT CTaTyca PeMMUCCUU U
MMMYHOJIOTMYECKOI MPUHAIJIEKHOCTM OnacTHhIX KiaeToK (He-T-OJIJI/T-OJIJI), pa3nauuHbie
0JIOKM MHTEHCUBHOM XuMMoTepanuu. B crydae pedpakTepHOCTM K CTaHIApPTHBIM Kypcam
BbICOKO/03HOI [IXT B KauecTBe 2-¥i IMHUYM Tepanuy MOTYT IPUMEHSIThCSI HeJlapabuH™* muan
Ki1ogapabuH. B psme caydaeB mamyeHTaM rpymiibl «E» MoKeT ObITh MpejioXkeHa Tepanus
npenapaToM — OnMMHATYMyma6**,  mpeacTaBasSiomMM @ U3 ce6s  MOHOKJIOHAJbHOE
oucnenuduueckoe aututeno aHtTu-CD19. Bcem matmenTtam rpymin «E» u «T-HR» (mmaiimeHTbI
BBICOKOTO PUCKA) IOC/Ie OJOCTVOKEHUS PEMUCCUM B paMKaxX XMMUOTEpANny BLICOKOTO PUCKA B
MaKCMMaJIbHO KOPOTKME CpPOKM OOJIMraTHo IokaszaHa ajoreHHass TKM mioboro tuma (B
3aBUCUMOCTU OT OOCTYITHOCTU AOHOPOB U OT TEXHUUYECKUX BO3MOXKHOCTel). [TosaToMy BCceMm
nangueHtam 3Tux rpynn HLA-tunmupoBanme m mHMumanmus mnoucka HLA-coBmecTMMOro
IOHOpa [OJ/KHBI IIPOBOOMUTHCSI Cpa3y TIociae CTpaTu@uKauuy IalyeHTOB B 3Ty
TeparneBTUYECKYIO IPYIIIY.

CxemMbl Tepanumn

o Hnoykyus JlexcaMeTa3oH** — 6 Mr/M%/cyT per os B 2 IpuéMa (BBeLeHNS) B [€Hb C
MHTEPBAJIOM COOTBETCTBEHHO B 12 wacoB. [IHu ¢ 1-ro mo 28-ii. [lonHas cyTouyHas 03a
IOCTUTAETCS TOCTEIeHHO B 3aBUCUMMOCTM OT MHMUIMAIBbHOM Macchl omyxonu. C 29 mHga
Tepanuy HauMHaeTCs CHUKeHMe I03bl IeKcameTas3oHa: 29-31 nuu — 3 MI‘/Mz, 32-34 nHU —
1,5 MI‘/MZ, 35-36 nuu — 0,75 Mr/M?; maynee mekcaMeTa3oH OTMEHSIETCS TIOTHOCTHIO.

e BuHkpucTMH** — 1,5 Mr/mM? (MaKkcuManbHasg 403a 2 MT) B/B cTp. Ha 8, 15, 22, 29 u 36-0it
IHIU.

o JlayHOpyOuIMH** — 45 Mr/M% B/B KaIl. Ha 8 U 22 eHb Tepanuy. Y MaIyeHTOB TPYIII «A» 1
«1221-SR» BBemeHMe Ha 22-0¥i JeHb OCYIIECTBJISIETCSI TOJBKO MPU OOHApy>XKeHUu Oosiee
10% 6acTHBIX KJIeTOK B KOCTHOM MO3re Ha 15-bIii IeHb 1edeHus.

e #MmaTMHMUO™* — mamueHTsI rpynIibl «F» ¢ 15 gHs nEIyKIumM B go3e 300 MI‘/MZ/CYT per os.

e lHTpaTekasibHO (MeTOTpeKcaT**, murapabuH™*, mpegHM30J0H**) — B BO3PACTHBIX
nmosupoBkax B 0/1, 8, 15, 22, 29 u 36-0ii gHM JTeUeHNs].

JIlo3upoBaHue MperapaToB AJIs1 MHTpaTeKaJIbHO Tepaluy B 3aBMCUMOCTHM OT BO3pacTa:

Bo3spacr MeTtoTpekcaTt** (mMr) Uuntapabun** (mMr) MpeaHusonon** (Mr)
MeHee 1 roaa 6 20 4

Ot 1 ropa oo 2 ner 8 30 6

OT 2 net go 3 net 10 40 8

Crapwe 3 net 12 50 10

Konconudauus 1

e MepkanTomypuu**— 50 Mr/mM> B JeHb per 0s exxefiHeBHO (7-12 Hemens); B rpymie «T-IR» —
12-17 Hemensa



o #MeToTpekcar™* — 30 MI/M% BHyTpMMbIIIedHO 1 pa3 B Hegenio (7-12 Hemenst); B rpyme «T-
IR» — 12-17 Hepensa

/loza mepkanmonypuHa™* u memompekcama** Koppuzaupyemcsi 6 3asucumocmu om
Jietikoyuimoe Kpoeu.

e AcmaparuHasa®* — BHyTpUMbIIIeUHO 1 pa3 B HeJe/II0 POBHO Uuepe3 CyTKU I10C/Ie BBeAeHUsI
MeToTpeKkcata, (7-12 Hemenst; B rpymmne «T-IR» — 12-17 Hemens); B mose 5 000 Ex/m? B
rpymmax «A», «C», «1221-SR», B fo3e 10 000 Ex/m? B rpynmax «B», «D1», «D2», «F», «1221-
IR», «T-LR», «T-IR»

e llHTpaTeKaJbHO (MeTOTpeKkcaT™*, muTapabuH™*, npegHMU30J0H™*) — B BO3PACTHBIX
no3upoBKax Ha 7,9, 11 u 13 Hemene; B rpyme «T-IR» — 12, 14, 16 u 18 Henens

e JlekcaMeTasoH™™ — 6 MI‘/MZ/CYT per 0os B 2 mpuéMa (BBeIeHMs) B IeHb C MHTEPBAJIOM
COOTBETCTBEHHO B 12 yacoB Ha MpoTsskeHun 10 mHe ¢ moceayioniei 6bICTpOii OTMEHOI B
TeueHue 3-X nHel — Hegenu 13-14; B rpynre «T-IR» — 18-19 Hemens

o BunkpucTMH** — 1,5 Mr/m? (MakcuMManbHas mosa 2 Mr) B/B cTp. Ha 85, 92 meHb (13, 14
Hepesis1); B rpynne «T-IR» —Ha 124, 131 genb (18, 19 Henmens)

e JlayHOpy6uIMH** — 30 MI/M> B/B KaIl. [IBakabI B IpyIIax «B», «D1», «D2», «F», «1221-IR»,
«T-LR» — Ha 44 u 65 nguu (Hemenu 7, 10), «T-IR» — Ha 79 u 93 guu (Hemenu 12, 14); u oguH
pa3 B rpymrie «C» — Ha 85 neHb (13 Hemens).

e #MmaTMHMO™* — mamMeHTbl TPyMIbl «F» ITOCTOSSHHO B TeueHMe BCeii KOHCOMMIAIINU
TTOTy4aloT B mo3e 300 Mr/M2/cyT per 0s

e #BbopTe3omub™* — mauymeHTsl rpymnmnel «D2» B go3e 1,3 MT/M2 B/B GOJIOCHO 3a 3-5 CeK C
TOC/AeayIONIMM ITPOMbIBaHMEM KaTeTepa (uU3MOJ0rMUecKuM pacTBOpoM Ha 85, 89, 92, 96-
i nuu (13, 14 Hepens).

Konconudauus 2

e MepkanTonypuu**— 50 Mr/M? B IeHb per 0s exxeqHeBHO (15-20 Hemernst); B rpyre «T-IR» —
20-25 "Hepensa

e MeToTpekcar** — 30 mr/m? BHyTpuMbIIeuyHo 1 pas B Hememo (15-20 Hefenst); B TPyIIIe
«T-IR» — 20-25 Henmens

/loza mepkanmonypuHa™* u memompexkcama** Koppuzupyemcs 6 3asucumocmu om
J1etikoyumoe Kpoeu.

e AcmaparuHasa™* — BHyTpMUMbIIIeUHO 1 pa3 B Helle/l0 pOBHO Uepes3 CYTKM I10C/ie BBeIeHMsI
MeToTpeKkcata, (15-20 Hemens; B rpymme «T-IR» — 20-25 Hepenst); B mose 5 000 En/m? B
rpymmax «A», «C», «1221-SR», B go3e 10 000 Ex/m? B rpymmax «B», «D1», «D2», «F», «1221-
IR», «T-LR», «T-IR»

e llHTpaTeKaJibHO (MeTOTpeKkcaT™*, muTapadbuH™*, mnpemgHMU30J0H™*) — B BO3PaACTHBIX
IO3UPOBKaxX — OOHOKpaTHO Ha 141 penn (21 Hemens) B rpymnmax «A», «B (Te, xomy
IJIaHUpyeTcsl obmydeHme)», «D1», «D2», «F», «1221-SR»; 4 BBemeHust B rpymnmnax «B (ae
ToyJaloniue JydeBy Tepanmuio)», «1221-IR», «C», «T-LR» Ha 15,17,19 u 21 Hepene; B
rpymre «T-IR» — Ha 20, 22, 24 v 26 Henerte.



IlekcameTa3oH** — 6 MI/M%/CyT per os B 2 TpuéMa (BBefeHNs) B AeHb C MHTEpPBAJIOM
COOTBETCTBEHHO B 12 yacoB Ha MpoTskeHun 10 mHe ¢ mocaemyioniei 6bICTpoii OTMeHOI B
TeueHue 3-X nHel — Hepenu 21-22; B rpynre «T-IR» — 26-27 Hemens

BuHKpUCTMH** — 1,5 Mr/mM? (MaKcMManbpHasi 1o3a 2 Mr) B/B cTp. Ha 141, 148 mens (21, 22
Hepesis1); B rpyrne «T-IR» —Ha 180, 187 neHb (26, 27 Henens)

IlayHOPY6MIMH** — 30 Mr/M? B/B KaIl. JIBa>Xabl B rpymnax «B», «D1», «D2», «F», «1221-IR»,
«T-LR» — Ha 98 n 121 mensn (wemenu 15, 18), «T-IR» — Ha 135 un 156 muu (Hemenn 20, 23); u
onauH pa3s B rpymnmne «C» —Ha 141 neHb (21 Henmens).

#IMaTUHMO™™ — malMeHTbl TPyINbl «F» IOCTOSSHHO B TedyeHMe BcCeit KOHCOMMIAIIUU
TTOTy4aIoT B mo3e 300 Mr/M2/CyT per 0s
#BopTe3oMM6™** — maumeHTsl rpymmsl «D2» B mose 1,3 mMr/mM? B/B 60MIOCHO 3a 3-5 cek ¢

TocaeayIoNMM IIpOMbIBaHMEM KaTeTepa (pu3MoJI0oTnYeckuM pacTBopoM Ha 141, 145, 148,
152-7 num (21, 22 Henenst).

Konconudauusn 3

MepKanTonypuu**— 50 Mr/m? B fieHb per 0s exxeHeBHO (23-28 Hemenst); B rpymie «T-IR» —
28-33 Henmenda

MeToTpekcaT** — 30 Mr/m> BHYTPUMBIIIEYHO 1 pa3 B Hepento (23-28 Henens); B CpyIime
«T-IR» — 28-33 Hepens

/loza mepkanmonypuHa™* u memompexkcama** Koppuaupyemcsi 6 3asucumocmu om

J1elikoyuImoe Kpoel.

AcnaparmHasa®* — BHyTpUMbILIeUHO 1 pa3 B HeeIl0 POBHO Yepe3 CYTKM MOC/Ie BBeIeHMs
MeToTpeKcaTa, (23-28 Hegensi; B rpymme «T-IR» — 28-33 Hemenst); B mose 5 000 En/m? B
rpyrmmax «A», «C», «1221-SR», B mo3ze 10 000 En/m? B rpymmnax «B», «D1», «D2», «F», «1221-
IR», «T-LR», «T-IR»

VHTpaTeKkanbHO (MeTOTpeKcaT™*, uurapabuH™* mpemHMU3oJoH**) — B BO3PACTHBIX
IO3MpPOBKaxX — OOHOKpAaTHO Ha 197 peHnp (29 Hepensi) B rpymmax «A», «B (Te, komy
IJIaHUpyeTcsl obimydeHme)», «D1», «D2», «F», «1221-SR»; 4 BBemeHus: B rpymmnax «B (ae
ToTyvalonye JaydeByio Tepanuio)», «1221-IR», «C», «T-LR» u «T-IR» Ha 23, 25, 27 u 29
Hepese; B rpymmne «T-IR» — Ha 28, 30, 32 u 34 Henene

IlekcameTa3oH™™ — 6 MI‘/MZ/CYT per 0os B 2 mpuéMa (BBeleHMs) B OeHb C MHTEPBAJIOM
COOTBETCTBEHHO B 12 yacoB Ha MpoTsskeHun 10 mHe ¢ mocaeayioniei 6bICTPOii OTMEHOI B
TeyeHue 3-X gHeil — Hemenu 29-30; B rpyme «T-IR» — 34-35 Hepens

BuHKpuCTHMH** — 1,5 Mr/mM? (MaKkcuMMasbHas [03a 2 MT) B/B cTp. Ha 197, 204 messb (29, 30
Hegnesnst); B rpymiie «T-IR» — Ha 232, 239 nenb (34, 35 Hepens)

IlayHOpPY6UIMH** — 30 Mr/M2 B/B Kall. OMHOKPATHO B IPyIHax «B», «D1», «D2», «F», «1221-
IR», «T-LR» — Ha 163 neHb (24 Henens); B rpymrax «C» u «T-IR» — Ha 197 geHb (29 Henens).

#IMaTUHMO™* — malMeHTbl TPyINbl «F» IOCTOSSHHO B TedyeHMe BCeit KOHCOMMIAIUU
TTOTy4aIoT B mo3e 300 Mr/M2/CyT per 0s
#BopTe3oMM6™** — maumeHTs! rpymimsl «D2» B mose 1,3 mMr/mM? B/B GOMIOCHO 3a 3-5 cek ¢

rocaeayIoNMM IIpoOMbIBaHMEM KaTeTepa hu3noaormueckuMm pactsopom Ha 197, 201, 204,



208-1 nHu (29, 30 Henmens).
Konconudauus 4 (monvko nauuermst 2pynnst «C»)

e Mepkantonypun™*— 50 MI/M? B IeHb per 0s eXXeqHeBHO (31-36 Hemens)
e MeToTpekcar™* — 30 Mr/m% BHyTpMMbIIevdHO 1 pa3 B Hemeno (31-36 Hemers)

/loza mepkanmonypuHa™* u memompexkcama** Koppuaupyemcsi 6 3asucumocmu om
J1etikoyuimoe Kpoeu.

e AcmaparuHasa®* — BHyTpUMbIIIEUHO 1 pa3 B HeJe/JII0 POBHO Uepe3 CyTKU I10C/Ie BBeAeHUsI
MeTOoTpeKcara, (31-36 Hezenst); B mose 5 000 Ex/m?

e llHTpaTeKaJibHO (MeTOTpeKkcaT™*, mnuTapadbuH™*, NpemgHMU30J0H™*) — B BO3PACTHBIX
IO3MPOBKAX — OMHOKPATHO Ha 253-71 meHb (37 Hemenst).

e JlekcameTasoH™* — 6 MI‘/MZ/CYT per os B 2 npuémMa (BBeleHUS) B IeHb C MHTEPBAJIOM
COOTBETCTBEHHO B 12 yacoB Ha MpoTskeHun 10 m1He ¢ mocaeayioniei 6bICTpoii OTMeHOT B
TeueHMe 3-X JHel — Hexmenu 37-38.

o Buukpuctu** — 1,5 Mr/mM?> (MakcuMasbHas 103a 2 MT) B/B cTp. Ha 253, 260 muu (37, 38
HeJesis)

o JlayHOpPy6MIMH** — 30 Mr/m? B/B Kam. OMHOKPATHO Ha 253 feHb (37 Hemens).

Konconudauyus 5 (monvko nayueHmst 2pynnot «C»)

e MepxkanTonypuu**— 50 Mr/m? B ieHb per 0s esxefiHeBHO (39-44 Henens)
e MeToTpekrcar** — 30 Mr/M% BHyTpMMbIIevyHO 1 pa3 B Hemeno (39-44 Hemens)

Zloza mepkanmonypuHa™* u memompexkcama** Koppuzupyemcs 6 3asucumocmu om
Jletikoyumaoe Kpoeu.

e AcmaparuHasa™* — BHyTpMUMbIIIeUHO 1 pa3 B Helle/ll0 POBHO Uepe3 CYTKM I0cjie BBeIeHMs
MeTOoTpeKcaTa, (39-44 Henens); B mose 5 000 Ex/m>

e llHTpaTeKaJbHO (MeTOTpeKcaT™*, muTapadbumH™*, mnpemgHMU30J0H**) — B BO3PACTHBIX
IO3MPOBKAX — OMHOKpATHO Ha 309-1 neHb (45 Hemenst).
e JlekcaMeTasoH™™ — 6 MI‘/MZ/CYT per os B 2 npuéMa (BBeleHUs) B JeHb C MHTEpPBAIOM

COOTBETCTBEHHO B 12 yacoB Ha MpoTsskeHun 10 mHe ¢ mocaeayionlei 6bICTpOii OTMEHOI B
TeueHue 3-X JHel — Hegenu 45-46.

o BuHKpucTMH** — 1,5 Mr/mM? (MakcuMManbHast f03a 2 MI) B/B cTp. Ha 309, 316 muu (45, 46
Hemens)

o JlayHOpy6uumMH** — 30 Mr/m? B/B Kam. OMHOKpaTHO Ha 309 neHb (45 Hemens).

KoHconudauus 6 (monvko nayueHmst 2pynnot «C»)

e MepkanTonypuu**— 50 Mr/M? B ieHb per 0s esxeIHeBHO (47-52 Hemernst)
e MeroTpekcar** — 30 Mr/m> BHYTPMMBbIIIeUHO 1 pa3 B Hepmeto (47-52 Hemens)



/loza mepkanmonypuHa™* u memompexkcama** Koppuaupyemcsi 6 3asucumocmu om
J1etikoyuimoe Kpoeu.

e AcmaparmHasa** — BHyTpMMBIIIEYHO 1 pa3 B HeIeII0 POBHO Yepe3 CyTKM MOCjIe BBeIeHMS
MeTOTpeKcara, (47-52 Henens); B nose 5 000 En/m?

e llHTpaTeKaJibHO (MeTOTpeKkcaT™*, mnuTapadbuH™*, NnpemgHMU30J0H™*) — B BO3PaACTHBIX
IO3MPOBKAX — OMHOKPATHO Ha 365-71 neHb (53 Hemenst).
o JlekcameTa3oH** — 6 Mr/m%/cyT per os B 2 mpuéma (BBemeHus)) B IeHb C MHTEPBAJIOM

COOTBETCTBEHHO B 12 yacoB Ha NpoTskeHun 10 mHe ¢ mocaeayioiiei 6bICTpoii OTMeHOI B
TeyeHue 3-X nfHei — Hexmenu 53-54

e BuHKpucTMH** — 1,5 Mr/Mm? (MakcuMasbHas 103a 2 MT) B/B CTp. Ha 365, 372 meHs (53, 54
HeJens)

Bmopasa ¢aza undykuuu (npomoxon Ib) (monvko nayuenmuot 2pynnut «T-IR»)

e IIuknodochammnn**— B mose 1000 mr/m?, B/B Karl. 3a 1 yac, B gHm 43 u 71.

e MecHa** — 400 mr/m? BHYTpUBeHHO niepen nHYy3ueit nurtodocdhaMmia, a Tarke Ha 4 1 8
yac rnocJie BBeIeHMsI Ipenapara.

e Ilurapabuu** — B mose 75 MI‘/MZ/CYT, BBOAUTCSI BHYTPUBEHHO CTPYIiHO, B OIHU 45, 46, 47,
48; 52,53, 54,55; 59,60, 61,621 66,67,68,69 (ueTbipe 4-X-THEBHBIX OJIOKA).

e MepxkanTonypuu** — B gosze 60 mr/m%/cyT, per os, ¢ 43 mo 71 meHb (Bcero 28 mHeii; 4
HeJeJin)

e lHTpaTeKaJibHO (MeTOTpeKkcaT™*, mnuTapadbuH™*, NpemgHMU30J0H™*) — B BO3PaACTHBIX
IO3UPOBKax Ha 52 U 66-0i1 JeHb.

Tepanus nayueHmoe 8bICOK020 pucka (2pynnot «E» u «T-HR»)

bnox F1-F2

e MeTmnpegun3oaoH™** — 80 MI‘/MZ/CYT, per/os Uiy B/B B Tpu nipuéma; gam 1 —5; 11 - 15
o BuHKpucTMH** — 1,5 Mr/M? (MakcuMaJibHas n03a 2 Mr) B/B CTp.; oHu 1,6 n 11.
e MeToTpexcar** — 5 000 Mr/m> B/B 3a 24 uaca B IeHb 1.

1/10 o611eit m03bI, KaK HArPYy30UHYIO 703y B/B Kaill. 38 30 MMUHYT
9/10 ob111ei1 1036l B BUJIE IJINTE/IbHOM BHYTPUBEHHOM MHQY3UM 3a 23,5 yaca.

e domuuarT Kampuus** — 15 mr/m> B/B Ha 42-0ii, 48-0it M 54-b1it 4vacel MUHPY3UU
MeToTpeKcaTa™*

YeenuueHue Kosiuuecmea eeedeHuli u 003vl ponuxnama Kaavuua™* 6 3asucumocmu om
KOHUeHmpauyuu memompexkcama™* e kposu

e Ilurapabuu** — 2 000 Mr/mM?B/B B BMAe 3-X YacOBOJi nHby3umu Ha 11-it u 12-i1 oK. 4
BBeJleHMs C MHTepBaJIOM B 12 yacoB



e lHTpaTeka/ibHO (MeTOTpeKcaT**, murapabuH™*, mpegHM30J0H**) — B BO3PACTHBIX
Jo3upoBKax; mHu 1 m 15.

bnox HR-1

o MeTunnpenHn3onon** — 80 Mr/m%/cyT, per/os win B/B B Tpu Ipuéma; gum 1 — 5
o Bunkpuctun** — 1,5 Mr/m? (MakcuMasbHas 103a 2 M) B/B CTP.; IHM 1 1 6.
e MetoTpekcatr™* -5 000 Mmr/m2 B/B 3a 24 uaca B fieHb 1.

1/10 o611eit m03bI, KAK HATPY30UHYIO 703y B/B Kall. 3a 30 MMUHYT
9/10 ob111eii 1O3bI B BUIEe IJINTEbHOV BHYTPpUBEHHOV MHQY3uM 3a 23,5 yaca.

o Kampums Qommuar ** — 15 mr/m? B/B Ha 42-0if, 48-0i1 u 54-bIif 4acel MHOY3UK
MeToTpeKcaTa™*

Yeenuuenue Konuuecmea eéeedeHuli u 003vl Kanvuusa oauHama** e 3asucumocmu om
KOHUeHmpauuu memompexkcama™* é Kposu

e Iluknodochammua** — 200 mMr/m? B/B KameabHO 3a 1 vac; mguu 2 — 4. 5 BBemeHWii C
MHTEepBaJIOM B 12 yacos

e MecHa** — 70 mr/m? BHyTpuBeHHO nepeq, nHdy3ueit nuknodochaHa, a Taxke Ha 4 1 8 yac
1ocjie BBeJleHMs IIpenapara

e Ilurapabuu** — 2 000 MTI/M2B/B B BUJiEe 3-X 4aCOBOii MHQY3UM Ha 5-71 1eHb. 2 BBEIEHUS C
MHTEepBaIOM B 12 yacos

e lHTpaTeka/ibHO (MeTOTpeKcaT**, muTapabuH™*, mpegHM30J0H**) — B BO3PACTHBIX
IO3MPOBKAx; B 1-11 IeHb.

bnox HR-2

o MeTtunnpenHn3onon** — 80 Mr/m%/cyT, per/os Wiy B/B B Tpu puéma; gum 1 — 5
e MeToTpexcat™* — 5 000 Mr/m> B/B 3a 24 uaca B ieHb 1.

1/10 ob11iedt mo3bl, KaK HATPY304YHYIO 03y B/B Karl. 3a 30 MUHYT
9/10 ob111ei1 1036l B BUJIE IJIMTE/IbHON BHYTPUBEHHOV MHQY3uM 3a 23,5 yaca.

e GomuuarT Kampuus** — 15 mr/m> B/B Ha 42-0ii, 48-0it M 54-b1it 4vackl UHPY3UU
MeToTpeKcaTa™*

YeenuueHue kKosiuuecmea éeedeHuli u 003vl honunama Kaavuyua™* 6 3asucumocmu om
KOHUeHmpayuu memompexcama**e Kposu

e [Isracmaprasza— 1000 En/m2 B/B KareabHO 3a 2 yaca; Ha 6-ii 1eHb.

e llHTpaTeKaJibHO (MeTOTpeKkcaT™*, mnuTapaduH™*, NpemgHMU30J0H™*) — B BO3PACTHBIX
IO3MPOBKAax; B 1-11 leHb.

e BuHKpMCTMH** — 1,5 Mr/M? (MakCHMaJIbHasl pa3oBasi 03a 2 MrT) B/B B iHU 1 1 6.



Ndochamun** — 800 mr/m?2, B/B B TeueHme 1 yaca, fHU 2 — 4. 5 BBeIeHNIT C MHTEPBAJIOM B
12 gacos.

MecHa** — 400 mr/m? BHyTpuBeHHO nepen nHby3meit ndochammaa, a Taxke Ha 4 1 8 gac
1ocjie BBeJeHMs TIperapara.

HayHopyouiiut — 30 MI‘/MZ, B/B KaIl. 3a 24 yaca, IeHb 5.

Bnoxk HR-5

MeTtunnpenHu3onoH™* — 80 MI‘/MZ/CYT, per/os uiau B/B B Tpu ImpuémMa; iHu 1 — 3
Kinodapabus — 52 mr/m? (a1t manmenTtos mitazamre 30 1eT) B/B Karl. 3a 2 yaca, AHU 1-5
Luxknodbochamumg™* — 300 Mr/M2 B/B Karl. 3a 1 uac; muu 1 — 5. 5 BBeIeHMii C MHTEPBAJIOM B
24 yaca

MecHa** — 100 Mr/m> BHYTpMBEeHHO Tepen nHMy3meil myukaodocdana, a Take Ha 4 1 8
yac rnocie BBeIeHusI Ipenapara.

ortomo3ug™* — 100 MI‘/MZ, IHU 3-5, B/B Kall. 3a 2 yaca. 3 BBeJIeHMS C MHTepBajoM B 24 yaca.
VHTpaTekaibHO (MeTOTpeKcaT**, 1uTapabmMH**, TpemHU30JOH**) — B BO3PACTHBIX
IO3MPOBKAax; B 1-11 leHb.

bnok HR-6

MeTtunnpenHu3onoH™* — 80 MI‘/Mz/CYT, per/os uau B/B B Tpu npuéma; gum 1 — 5
Hemapa6un** — 1 400 mr/m?B/B Ka. 3a 1 vac; gam 1, 3, 5.

Lurapabun™* — 300 mr/m? B/B 3a 34yaca, ZHM 3-5. 6 BBeJeHMII C MHTEPBAJIOM B 12 4acoB
Luknodochamma** — 200 mr/m? B/B KamenbHO 3a 1 vac; guu 1 — 5. 5 BBemeHMil C
MHTEepBajJIOM B 24 yaca.

MecHa** — 70 mr/m? BHyTpMUBeHHO Ieper, uHY3Meit nurnodocdaHa, a Takke Ha 4 1 8 yac
Tocjie BBeleHMsI IIpernapara.

IIsracmaprasa — 1 000 Ex/m? B/B KarenpHO 3a 2 yaca; Ha 6-i1 IeHb.

VHTpaTtekaabHO (MeTOTpeKcaT**, umrapabuH**, IpemHM30JOH**) — B BO3PACTHBIX
IO3MPOBKAXxX; Ha 6-i1 IEeHb.

bnox HR-7

IlekcaMeTa30H** — 6 MI/M%/CyT, per/os Uiy B/B B [Ba IpMéMa; THM 1 — 5

Kinodapabus — 52 mr/m? (a1t manmenTtos mtazpmre 30 1eT) B/B Karl. 3a 2 yaca, AHU 1-5
Lurapabuua™* — 1000 MI/M2B/B B BUIe 3-X 4aCOBOii nH@ysun, nHu 1-5. 5 BBemeHuit c
MHTEePBAJIOM B 24 yaca

napy6unmu™* — 8 mr/m2, B/B Kall. 3a 6 9aCOB, IHU 3-5

KpaHuansHoe 061yYeHue

PekomeHpaluu 1o JyuyeBoi Teparum — CM. pa3fien 3.2 JaHHbIX peKOMeHI Al UiA.

IHoaaepxuBariasa Tepanus




[MogmepkuBawIasg Tepanus HauMHaeTcsd Ha 31 Hemesne MpOTOKoMA [Jisl IALMEHTOB
TepaneBTUUECKUX rpynn «A», «B», «D1», «D2», «F», «1221-SR», «1221-IR», «T-LR». V¥
MaiyeHToB rpymnbl «C» OHa HauMHAeTCsl Ha 55 Hemene Tepanuu. Y MalMeHTOB IPymbl «T-
IR» — Ha 36 Hexene.

[TopmepskuBaoIias Tepamnus MPoOAo/IKAeTCs 10 JOCTUKeHMST 001Iel IaUTeTbHOCTY JIeUeHMs
2 roga. OHa COCTOUT M3 6-TU HeAenbHbIX KypcoB MepkanTomypuH**+MeToTpekcaT™* c
MoC/IeAyIoNieil 2-X HeoelbHON peuHAyKIMei «JekcaMeTasoH**+BUHKPUCTUH**» ¢ OJHUM
MHTpaTeKa/JbHBIM  BBeleHMEeM  3-X  IIpelapaToB  (MeTOTpeKcaT**,  muTapadbuH™*

NpeaHn30/0H**). MUHTpaTeKaabHasl Tepamnust IPOBOAUTCS TOJAbKO Ha 1-M romy Tepanmu.

MococnEASBAHME ALL-MB 2015 NOOANEPMWMBARKLULAR TEPATNMA.
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e MepKanTonypuu**— 50 Mr/m? B eHb per 0S eXefIHEeBHO

e MeroTpekcar** — 30 Mr/m> BHYTPUMBIIIIEYHO 1 pa3 B Hepesto.

/loza mepkanmonypuHa™* u memompexkcama** Koppuzaupyemcs 6 3asucumocmu om
J1elikoyuImoe Kpoeu.

e JlekcamMeTa3oH™* — per 0s exXxemHEeBHO Ha MpOoTsoKeHuu 10 mHel ¢ rmocaemyioniei ObICTPOi
OTMEHOJ B TeueHMe 3-X gHei. CyTouHas m03a IpemnaparTa pacipeaenseTcs Ha 2 mpuema C
MHTepBaJIOM 12 yacos.

o BuHKpucTMH** — 1,5 Mr/m? (MakcuMasbHas go3a 2 MT) B/B cTp. 1 pas B Hemento (B 1-i1 1 8-
M IHU PEUHIYKUUN).

e lHTpaTekajibHO (MeTOTpeKcaT**, murapabuH™*, mpegHM30J0H**) — B BO3PACTHBIX
Io3upoBKax Ha 37, 45 u 53 Hemene (BmecTe C MepBbIM BBedeHMEM BMHKPUCTMHA Ha
KakI0il peuHAyKIMM). [lajee MHTpaTeKalbHas Teparus He IpoBoAUTCS. IHTpaTeKaabHas
Tepamnusl IoC/ie JIy4eBOi Tepanuyu TMPOBOAUTCS NBYMS IipemapaTamyu (IMTapabuH™*
TIpeTHU30I0H**)

A3.1.2. OcHOBHBIE TIOJIO)KEHMSI M CXeMbl TepanuM IIPOTOKOJIAa HEMeIKOM
ucciegoBaTenbcKko rpynnbl ALL IC - BFM 2002.

Kpurtepuu crparudukanuy Ha TeparneBTUUYECKYE TPYIIIbI




Ipynna cmaHdapmHo20 pucka

e Xopomwuit orBeT Ha Pop-dasy nmpegun3omoHoM (<1000 671aCTHBIX KJIETOK/MKJI KPOBU Ha 8
IleHb Teparun)

e Bospacr >1 roga u <6 jiet

o VHMIIMAIbHOE KOJIMUECTBO JIeHKoIMTOB <20x10%/71

e <25% 61acTHBIX KJIETOK B KOCTHOM MO3Te Ha 15 leHb Tepanmu

e JloCcTUKeHMe peMUCCUM Ha 33 IeHb Teparnn

Bce kpumepuu o6s3amenbHel
Ipynna npomexcymouHozo pucka

e Xopomwuit orBeT Ha Pop-dasy nmpegun3omoHoM (<1000 671aCTHBIX KJIETOK/MKJ KPOBU Ha 8
JleHb Teparum)

e Bospact <1 roma uau 26 jieT u/Wiau MHULIMaJIbHOE KOJIMYECTBO JIEKOLIUTOB >20x10%/n

e <25% 65acTHBIX KJIETOK B KOCTHOM MO3re Ha 15 meHb Teparmn

e JloCcTusKeHMe peMuUCCum Ha 33 IeHb Tepannn

U/ U

e Kpurtepun rpymmnsl CTaHAAPTHOIO pyUcKa + >25% 6/1aCTHBIX KJIETOK B KOCTHOM MO3re Ha 15
IIeHb + JOCTUKeHMe PeMUCCUM Ha 33 IeHb Tepannun

prnna B6bICOK020 pucka

e [Inoxoit oTBeT Ha ¢op-dasy npeagHmnsoaoHom (1000 61aCTHBIX KJIETOK/MK/I KPOBM Ha 8
IleHb Teparunn)

e KpuTepuu rpyIbl MPOMEXYTOUYHOTO pucKa + >25% 61aCcTHBIX KJI€TOK B KOCTHOM MO3re
Ha 15 JeHb Tepanun

e Het pemuccuu Ha 33 meHb Tepannm

e Hanuune t(9;22)

e Hannuwme t(4;11)

TocmamouHo 00H020 Kpumepus
TepaneBTHUUYecKMe IjIaHbI

[TatieHTHI IPYIIT CTAHAAPTHOTO U IIPOMEKYTOUHOI'O pucKa Ioy4daroT [IpoTokoi I, mpoTokon
M, IIpotokon II u mopmepkuBalollylo Tepamnuio. KpaHnuanbHoe oOgyuyeHME ITPOBOIUTCS
TOJIbKO nauyeHTam ¢ T-OJIJI.

[TareHTHI TPYIIIBI BHICOKOTO pycKa monydaioTr [Tpotokosn I, 3aTem 6 6JI0KOB MHTEHCUBHOM
BBICOKO/IO3HOV XxuMuoTeparnuu, [Iporokon II, KpaHuaabHOe 06yueHye U MO Ie PsKMBAIOITYI0
Teparnuio.

CxeMbl Tepanumn



ITpomoxkon I

o IIpemumsonon™* — 60 mr/m%/cyt per os. Iy ¢ 1-ro mo 28-it. [TonHas cyTo4Hasl mo3a
IOCTUTaeTCsl MOCTEIIEHHO B 3aBUMCUMOCTU OT MHUIIMa/TIbHOM Macchkl omyxonu. C 29 mHs
Tepanuy HauMHaAeTCs CHYKeHMe T03bI IIPeAHM30/I0Ha A0 TTOJIHOM OTMEeHbI 3a 9 JHeI .

o BuHKpMcTMH** — 1,5 Mr/M? (MaKCMMaIbHasI Io3a 2 MT) B/B CTp. Ha 8, 15, 22, 1 29-71 gHM.

e JlayHOpy6uuMH** — 30 Mr/mM> B/B Kam. 3a 1 wac Ha 8, 15, 22 u 29-it meHp Tepamun. YV
nanueHToB ¢ BII-OJUI rpynnbl CTaHOAPTHOIO pUCKa BBedeHUs Ha 22 U 29-i1 IeHb He
TIPOBOASITCS.

e AcmaparuHasa** — B/B Kail. 3a 1 yac B mose 5 000 En/m? Ha 12, 15, 18, 21, 24, 27, 30 u 33-ii
IeHb.

e IIuknodochammun**— B mose 1000 mr/m?, B/B KaIl. 3a 1 uac, B iHM 36 1 64.

e MecHa** — 400 Mr/m? BHyTpUBeHHO niepes uHbysueit nuknodocdamma, a TakKe Ha 3, 6 U
9 yac 1mocjie BBeIeHMS IIpernapara.

o IluTapabuu** — B mo3e 75 MI/M?/CyT, BBOOMUTCS BHYTPMBEHHO CTpPYitHO, B IHM 38, 39, 40,
41, 45,46,47,48,52,53, 54,551 59, 60, 61, 62 (4eTbIpe 4-x-THEBHBIX OJIOKA).

e MepkanTomypmuu** — B mose 60 Mr/mM2/cyT, per 0s, ¢ 36 1o 63 meHb (Bcero 28 mHeii; 4
HeJeJin)

e lHTpaTeKaJbHO (METOTpeKcaT**) — B BO3pacTHBIX JO3MpPOBKax Ha 1, 12, 33, 45 u 59-i gun.
VY nanuenToB co cratycom LITHC 2 u 3 mpoBOoauUTCS ABa OOIIOJHUTE/IbHbIX BBeeHus Ha 18
u 27 nensb [102].

Ho3upoBaHMe mpernapaToB IJis1 MHTPATEeKaJIbHOM Tepanuy B 3aBUCUMOCTY OT Bo3pacta [103]:

Bospact <1 ropa =21<2 net =2<3 ner =3 nert

MeToTpekcaT** (Mr) 6 8 10 12

IIpomoxon M

e MepKanTomypmuu** — B fo3e 25 Mr/m%/cyT, per os, ¢ 1 110 56 meHb.
e MeToTpeKkcaTr™* — B/B Kall. 3a 24 vaca B guu 8, 22, 36 u 50 B mo3e 2 000 MT/M> (TTaL[MeHTHI C
BIT-OJIJT) wau B mo3e 5 000 mr/m? (maryeHTsI ¢ T-OJIJT)

1/10 o611eit m03bI, KAK HATPY30UHYIO 03y B/B Kall. 3a 30 MMHYT
9/10 ob111ei1 1O3bI B BMIE IJINTEbHOV BHYTPpUBEHHOM MHQY3uM 3a 23,5 yaca.

o domuHAT KampIMs** — 15 mr/m> B/B Ha 42-0ii, 48-0it M 54-bIif yacel MHOY3UU
MeToTpeKkcaTa™* YeenuueHue Koauuecmea 66edeHuli u 003vl JeliKOBOPpUHA 6
3aeucumocmu om KOHUeHmpayuu Mmemompexcama 6 Kposu

e lIHTpaTeKasbHO (MeTOTpeKcaT**) — B BO3pacTHBIX JO3UPOBKax Ha 8, 22, 36 u 50-i1 mHuU.

IIpomokon II

o JlekcameTa3oH** — 10 mr/m%/cyT per os. Juu c¢ 1-ro mo 21-it. C 22 OHS Tepamuu
HauMHAETCS CHYDKeHMe I03bl leKcaeTa30Ha JIo TIOJTHOV OTMeHbI 3a 9 JHeil.



BunKpycTHH** — 1,5 Mr/m? (MakcuManbHas 103a 2 Mr) B/B cTp. Ha 8, 15, 22, u 29-it AHN.
Iloxcopy6uumu** — 30 mr/m? B/B KaIl. 3a 1 yac Ha 8, 15, 22 1 29-71 JeHb Tepamnu.
AcmaparnHasa** — B/B Karl. 3a 1 yac B mo3e 10 000 Ex/m? Ha 8, 11, 15 u 18-ii neHb.
Luxknodbochamua™*— B mose 1000 Mr/M2, B/B Karl. 3a 1 uac, Ha 36 [eHb.

MecHa** — 400 mr/m? BHYTpMUBeHHO Ieper, uHbY3Meit nuknodocdammuia, a Takke Ha 4 1 8
yac Iocjie BBeIeHMs Impemnapara.

Llntapabua** — B mo3e 75 MI/M2/CyT, BBOOWTCS BHYTPUBEHHO CTPYITHO, B IHU 38, 39, 40, 41
1 45,46, 47,48 (nBa 4-X-THEBHbIX O/I0KA).

MepKanTonypua** — B mose 60 Mr/m%/cyT, per os, ¢ 36 1o 49 meHb (Bcero 14 mHeii; 2
Hepnenu) [104]

VHTpaTekanbHO (MeTOTpeKcaT**) — B BO3pacTHbIX JO3MpPOBKaxX Ha 38 m 45-it guu. V
nangueHToB co crarycoM LIHC3 mpoBomuTcs nBa OOMOMHUTENbHBIX BBegeHus Ha 1 u 18
IeHb.

Tepanwl nauueHmoe 6bICOK020 pucka

bnox HR-1

e JlekcameTta3ou™* - 20 MI‘/MZ/CyT, per/os; nuu 1 -5

o BuHKpucTMH** — 1,5 Mr/M? (MakcMMaJibHas g403a 2 MT) B/B CTP.; OHU 1 1 6.
e Merorpekcar** — 5 000 mr/m? B/B 3a 24 yaca B eHb 1.

1/10 ob11eit m03bI, KAaK HATPY30UHYIO 103y B/B Kaill. 38 30 MMUHYT

9/10 ob111ei1 1036l B BUJIE IJIMTE/bHOV BHYTPUBEHHOM MHQY3uu 3a 23,5 yaca.

domuHAT Kampuus** — 15 mr/m? B/B Ha 42-0ii, 48-0i1 M 54-bIil Yachl MHQY3UU
MeToTpekcaTa** VeenuueHue Konuuecmea 66edeHuil u O003bl J1eliIKOBOPUHA 6
3asucumocmu om KoHueHmpauuu memompeKkcama e Kposu

Iuknodochamma* — 200 mr/m? B/B KamenbHO 3a 1 uac; gHM 2 — 4. 5 BBeOeHMIl C
MHTEepBaJIOM B 12 yacos

MecHa** — 70 mr/m? BHyTpuBeHHO nepeq, nHdy3ueit nuknodochana, a Taxke Ha 4 1 8 yac
TI0Cjie BBeJeHMsI IIperapara

Lurapabuua™* — 2 000 MT/M2B/B B BUIE 3-X 4acOBOIi MHPY3UM Ha 5-71 1eHb. 2 BBeIEHUS C
MHTEepBaJIOM B 12 yacos

Acnaparunasa®* — 25 000 En/m2 B/B KameabHO 3a 2 yaca; quu 6 n 11.

VHTpaTekanbHO (MeTOTpeKcaT**, 1uTapabmMH**, TpemHMU30JOH**) — B BO3PACTHBIX
IO3MPOBKAx; B 1-11 IeHb.

,Z[OSI/IpOBaHI/Ie IIperapaToB OJId I/IHTpaTEKaJIbHOﬁ Tepali B 3aBUCMMOCTU OT BO3pacTa:

Bospact

MeTtoTpekcaTt** (mMr)

Uuntapabun** (mMr)

MpeaHnsonon** (mMr)

MeHee 1 roaa

6

20

4

OT 1 roga po 2 net

8

30

6

OT 2 net go 3 net

10

30




Crapwe 3 net 12 30 10

bnox HR-2

o JlekcaMeTa3oH** — 20 Mr/m%/cyT, per/os; quu 1 — 5
e MetoTpekcat™* -5 000 Mr/m2 B/B 3a 24 uaca B fieHb 1.

1/10 o611eit m03bI, KAK HATPY30UHYIO 703y B/B Kall. 3a 30 MMUHYT
9/10 ob111ei1 1O3bI B BUIEe IJINTE/IbHOV BHYTPpUBEHHOM MHQY3uM 3a 23,5 yaca.

o domuHAT KampmMs** — 15 mr/m> B/B Ha 42-0ii, 48-0if M 54-bIii yachl MHOY3UU
MeTOoTpeKcaTa™™ VeenuueHue Koiuvecmeéa 6eedeHuUil u 003bl JeliKOBOPpUHA @6
3aeucumocmu om KOHueHmpauuu memompeKkcama 6 Kposu

o Acmaparunasa** — 25 000 Ex/m? B/B KareabpHO 3a 2 yaca; JHM 6 1 11.

e llHTpaTeKaJibHO (MeTOTpeKkcaT™*, muTapabuH™*, npegHMU30J0H**) — B BO3PACTHBIX
IO3UpOBKax; B 1-1 meHb. Y nanueHToB o ctarycoM [ITHC3 npoBOAUTCS SOTOTHUTEIbHOE
BBeJleH)e Ha 5 IeHb.

e BunpesuH — 3 Mr/m? (MakcUMasbHas pa3oBasi 103a 5 Mr) B/B B AHM 1 1 6.

e Udochammn** — 800 mr/m?, B/B B TeueHue 1 yaca, gHM 2 — 4. 5 BBeIeHMit ¢ MHTEPBAJIOM B
12 yacos.

e MecHa** — 400 mr/m? BHYyTpUBeHHO mepen nHbYy3uMeit nudochammaa, a Takke Ha 4 1 8 yac
1ocjie BBeJeHMs IIperapara.

e JlayHOpyOULIMH — 30 MI‘/MZ, B/B KaIl. 3a 24 yaca, IeHb 5.

bnox HR-3

e JlekcameTta3oH** - 20 MI‘/MZ/CYT, per/os; nuu 1 -5

e Ilurapabun** — 2 000 MI/M2B/B B BUIE 3-X 4acCOBOIi nH@ys3un Ha 1-i u 2-ii gHU. 4
BBeJleHMsI C MUHTepBaJIoM B 12 yacos

e Acmaparusasa**— 25 000 Ex/m? B/B KamenbHoO 3a 2 yaca; gHM 6 1 11.

e Jromo3un** — 100 mr/m2, nHu 3-5, B/B KaIl. 3a 1 yac. 5 BBemeHMIi C MHTEepBajoM B 12
YacoB.

e lHTpaTeKa/ibHO (MeTOTpeKcaT**, muTapabuH™*, MpegHM30J0H**) — B BO3PACTHBIX
JO3MPOBKAX; IEHb 5.

KpaHuanbHoe 061yUeHue
PekomeHpaluu 1o syuyeBoi Teparnum — CM. pa3zen 3.2 JaHHbIX peKOMeH AL,

IHoppepxuBaroiasa Tepanus

[TongepskuBaroias Teparnus HauMHAeTCsS yepe3 2 Hedean I10Cje OKOHYaHMSI MHTEHCUBHOM
Tepanmy M MPONO/IKAETCS IO IOCTVKEeHMS OOIeil IIuTeNbHOCTH JedeHus 2 ropa (104
Hemenn).



e MepkanTonypuu**— 50 Mr/m? B fieHb per 0s exke[HeBHO
e MeroTpekcar** — 20 Mr/m? per os 1 pa3 B HezeIIo.

/loza mepkanmonypuHa™* u memompekcama** Koppuzaupyemcsi 6 3asucumocmu om

J1elikoyuImoe Kpoe.



IIpunokenue b. Aaropurmbl BeaeHus MalyieHTa
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IIpunokenue B. Undopmaiius 151 malMeHTOB

He1711<03, WIN JelikeMusi — 3a00jieBaHMe KOCTHOTO MO3T4d, B O6I/IXO,IL€ MHOTOda Ha3bIBaeMoe

«pakoM KpoBu». IIpM jeiko3e HapylIleHO HOpPMa/IbHOE KPOBETBOPEHME: IIPOMU3BOIMUTCS

130BITOYHOE KOJIMUYECTBO AaHOMAJIbHBIX He3peJibIX KIETOK KpPOBM — IpeJuneCTBEHHMKOB
JIEIKOLIUTOB. JTU 6JIaCTHBIE KIIETKM, Ppa3MHOXXadaACb M HaKallJIMBasACb B KOCTHOM MO3re,

MeIIalT BbIpabOTKe U GYHKUMOHMPOBAHMIO HOPMAJbHBIX KJIETOK KpPOBM, UYTO U
00YyC/IOB/IMBAeT OCHOBHBIE CHMMIITOMBI 3a00neBaHus. KpoMe TOro, 3T OITyXOJIEBbIE KJIETKU
MOTYT HaKarMBaThCs B 1MMdoy3aax, medeHu, cejie3eHKe, lleHTPaJbHOV HEPBHOI CUCTeMe U
IpYTUX OpraHax, Takke BbI3bIBasl MOsIBJIeHMe criel[upudeckixX CUMIITOMOB.

Octpsiit tumbob6nacTHbIl aeiko3 (OJIJI) — camblil pacIpoCTpaHeHHbIN BUI, JIEMKO3a YV JeTeil
M TIOAPOCTKOB, Ha ero pAoai mpuxoautcs 75-80% Bcex omyxoyieBbIX 3aboaeBaHMUit
KPOBETBOPHOI cUCTeMBI y netelt (3-4 ciaydyasa Ha 100 Teicsu peteit B rof). Yaine Bcero OJUI
BO3HMKAEeT B BO3pacTe A0 14 jieT; MUK IeTCKO 3a00/1eBaeMOCT IPUXOAUTCS Ha BO3pacT 2-5
jgeT. Y Ma/IbuMKOB 3Ta 0O0/Je3Hb BCTpPEUAeTCs 4Yallle, 4YeM Yy JeBOoueK. TepMHuH «OCTpPhIii»
O3HayaeT ObICTpoe pa3BuUTHe O0je3HU, B IIPOTUBOIIOIONKHOCTD XPOHMUUECKOMY JIeIKO3Y.
Tepmun «1uMdoO6IaCTHBINi» O3HAUaeT, UTO He3peJible KIEeTKM, COCTABJ/SIIOIIME OCHOBY
60s1e3HM, IBSIOTCS TMMPOOIacTaMM, TO €CTh MpealeCTBeHHMKAMM TMMQAOIUTOB.

OJIJI xapakTepu3yeTcsi MHOXECTBOM Pa3/IMUYHbBIX IIPU3HAKOB U Y PA3HBIX MalMEHTOB MOXeT
MIPOSIBJISITHCS TI0-Pa3HOMY. BO/IBIIMHCTBO HAO/II0IaeMbIX CMMIITOMOB, OHAKO, 00YC/IOBJIEHO
TSDKEJIBIMM HapylIeHMSIMM KpoBeTBopeHus. OGbIYHO HAOMIOMAIOTCS C1aboCTh, OJIEMHOCTD,
CHIDKeHMe amIieTuTa, IoTeps Beca, yuallleHHOe cepiliebueHne (TaxmuKapaus) — MposiBIeHUs
aHeMUy M OIYyXOJIeBOi MHTOKCUMKalMu. HelocTaTOK TPOMOOIIUMTOB TMPOSIBISIETCS MEJIKUMMU

KPOBOM3IMAHMAMM Ha KOXe U CIU3UCTbIX O6OJ'IO‘—IK&X, KpOBOTEUEHMSIMU WN3 OECEH,
HOCOBbIMM ¥ KMIIEUHBIMM KpPOBOTE€UEHMAMM, KpPOBOIIOATEKaMM, CHHIKAMIA. N3-3a
HaKOIJIeHUs OJIaCTHBIX KJIETOK YacCTO YBEJIMUMBAIOTCA .TH/[M(I)QYBHBI — B YaCTHOCTH, meﬁHbIe,

TIOMBIIII€UHbIE, TTaXOBble. HepeKo yBeIMuMBaIOTCS Takke MeueHb U cejaeseHKa. [leduuut
TIOJTHOLIEHHBIX JIEMKOLMTOB MPUBOAUT K OCAA0JIeHMI0 MMMYHUTETA, Pa3BMUBAIOTCS YacCThIe
MH@eKIINM C BICOKOI TeMIepaTypoii.

PacmpocTpaHssich II0 OpPraHMsmy, JieKeMudecKue KJIeTKM IIPUBOASIT He TOJbKO K
M3MEHEHMSIM B cocTaBe KpoBU. Tak Kak JIeiiKO3HbIe KJIETKY 3aIOHSIIOT KOCTHBIE TTOJIOCTY U
KOCTHBI/A MOS3I, TO TMOSBJSIIOTCS O0AM B KOCTSIX M CYCTaBax, MHOIOA BO3HUKAIOT
naTojioruyecke (TO eCTb BbI3BaHHbIe 3abojieBaHMEM) IepesioMbl KocTeii. OmyxoseBbie
KJIeTKM MOTYT CKaIIMBaTbCsSI B IeUYeHM, ceje3eHKe U JMMA@aTUYeCKuX y3jax; MOTYT
HabII0AaThCsl 60/ B sKMBOTE. B HeKOoTOphIX cirydasx OJIJI BbI3bIBAET M3MEHEHUS U B IPYTUX
opraHax: Iasax, IouKax, IM4Kax y MaJIbuMKOB U IMUHUKAX Y IeBOUYEK, IIpUIeM Y MaJTbuMKOB
MopaskeHue TI0JIOBbIX OpraHoB HaOmwomaeTcss uvaile. Hepeoko BO3HMKAaeT MOpakeHMe

IIEHTPAJIbHOM HEPBHOM CUCTEMbI — HEMIPOIeMKeMUS.

Tak Kak Bce HabOMIOgaeMble CMMIITOMBI MOTYT ObITh CBSI3aHBI U C IPYTMMM 3a00/IeBAaHUSIMU U
He crneuuduunel mis  OJIJI, mepenm HavajJoM JedeHMs] HeoOXoguma JiabopaTopHast
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OMArHoCTHKa, KOTopas B CPOUYHOM IIOpSAKe ITPOM3BOAUTCS B YCIOBUSIX MEIUIIMHCKONM
OpraHm3alum.

HpI/I OJIJT BO3HMKAIOT M3MEHEeHMSI B OOBIYHOM KIMHMYECKOM aHaJIM3e KpOBU: MOIYT OBIThH
ITOHVD>KEHbI YPOBHUM SPUTPOLUTOB U IpOM6OLU/ITOB, TIOSIBJISIIOTCS OJIACTHBIE KIIeTKM, MOXKET

ObITh YBEIMYEHO KOJMUYECTBO JIEMKOUMTOB. HO [j1s1 OKOHYaTeIbHOM IMAarHOCTUKU
HEOOXOOMMO TMOJNYYMTh KJIETKM KOCTHOrO MO3ra, s 3TOi Ienu Heobxomuma
KOCTHOMO3TOBast IyHKIIVS.

[Ipy MopdonorMueckoM WMCCIeIOBAaHUY AMArHO3 «OCTPbIi JIMM@OOIACTHBIN JIEMIKO3»
CTaBUTCS TIpu OOHapyXeHUM Oomee 25% OracTHBIX KIETOK B KOCTHOM Mo3re. Ho

00s13aTeIbHO MPOU3BOASTCSI O0ee TOHKME UCCAeqOBaHMS: IIMTOXUMIMUECKoe (OKpallBaHe
KJIETOK, II03BOJISIONlee Oojee TOUHO YCTAaHOBUTb UX IIPUPOAY), LIUTOrE€HETUUIECKOe

(M3ydyeHMe CTPOEHMSI XPOMOCOM B JIeiiIKeMMUYeCKMX KJIeTKaxX), MUMMYHOMEeHOTUNMPOBAHYE
(u3yueHne 6eJIKOBBIX MOJIEKY/T Ha IMMOBEPXHOCTH KJIEeTOK). [leio B TOM, UYTO BasKHO He TOJbKO
muarHoctupoBatb OJIJL, HO u onpenenuTh KOHKpeTHBIN BapuaHT OJIJI. DTO BaxkHOe yCioBUe

OJIS IVNIaHVMPOBAHMSA TEPAIIN.

Kak TOnbKO JIMarHos Jieikosa ITOCTaBJI€H, OJId IINIAaHMPOBAHMA Tepalinn H906XO,HI/IMO
BbISICHUTDb, HACKOJIBKO B ITPOIECC BOBJJI€EUEHBI APYyIrve OpraHbl, KpOMe KOCTHOT'O MO3ra. bonee
TOUHYIO I/IH(I)OpMaLU/IIO OJalT TaKMe MeTOAbl OMATHOCTUKNM KaK VYIbTPa3BYKOBOE U
PEHTTE€HOBCKOE MCCIeaOoBaHMe, MAalrHUTHO-PE30OHAHCHAsA M KOMIIbIOTE€PpHaAasd TOMOI‘pad)I/IH 41

APp.

B xome puarHoctuku OJIJI Takke HeOOXOOMMO MCCIeOOBATh COCTOSIHME II€HTPaTIbHOM
HEepPBHOM CUCTeMbl. AHAJIM3 CIIMHHOMO3TOBO XUAKOCTU (JIMKBOPA) ITO3BOJISIET OIIPeae/nTh,
HeT JIM Y TaleHTa TMOpa)keHusl LEeHTPAJbHON HEPBHOM CUCTEMbI — HelpoJeikKeMUn.

O6paselr IMKBOpA AJ1s1 aHaIM3a MMOy4YaroT MOCPeICTBOM MIYHKIMY CITMHHOMO3TOBOTI'O KaHaia
(/TroMbasbHast MyHKIMS).

[lepen neueHmeM (M B TIIpolecce) y pebeHKa IIPOBEpSIOT, KaK paboTaeT cephile
(anexTporapauorpamma — JKI' 1 axokapamorpamma — IxoKI'). KoMmIyiekcHbIe 1abopaTopHbIe
MCcCaeqoBaHMsl TOMOTAlOT OOBEKTUMBHO OLIEHUTh COCTOsIHME pebeHKa U OOHapYyXUThb
HapylieHusi obMeHa BeIecTB Wi (QYHKIMIA KaKUX-IMO0 OpraHoB. OTM M3MeEHEeHMUS
00s13aTeTbHO YUUTHIBAIOTCSI BO BpeMsI jieueHusI. 111 BO3MOKHO HEOOXOAMMBIX ITepeInBaHMUik
KPOBM YCTAHABJIMBAIOT I'PYIIITY KPOBU MallMEHTa.

LlenTpanbHoe MecTO B JieueHuu OJUJI 3aHMMaeT xumuoTrepanus. Y HEKOTOPBIX Ial[MeHTOB
IOOIOTHUTEbHO O0OJyJyaeTcsl IleHTpa/ibHasi HepBHAsl CUCTeMa WM/UIU  TIPOBOAMUTCS
TPaHCIUIAHTALMS CTBOJIOBBIX KJIETOK. llenb JjieyeHMsT — IO BO3MOXKHOCTM IIOJTHOCTBIO
VHUUYTOXUTh JIeiIKeMUYeCKMe KJIeTKM BO BCeM opraHmsMme. VIHTEHCUMBHOCTb MU
MIPOLO/IKUTEIbHOCTD XUMMUOTEeparnmnu, HeoOX0IVIMOCTb JIy4€eBOi1 Tepanumn "u
TpaHCIUIAHTALMM, a TakKKe IMMPOTHO3 3aBUCSIT OT TUIIA JeiiKo3a, pas3JnyHbIX (HaKTOPOB U
OTBeTa Ha Tepanuio.
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XumMuoTepanus — 35TO JedeHue MeauKaMeHTaMM (LIMTOCTATUKM), KOTOpble OJIOKUPYIOT
neyieHMe KJIeTOK MJIM yOMBAIOT OITyXosieBbie KaeTKU. [Ijist Hanbosee 3¢ GeKTUBHOTrO JeueHns
MIPUMEHSIIOT pa3IMYHble KOMOMHAIIMY ITPerapaToB.

CoBpemeHHoe jneueHue OJIJI ocHOBaHO Ha pa3feneHUM MalMeHTOB Ha CPYIIbl pUCKa, OT
KOTOpOJ 3aBUCAT IPOTHO3 3abojeBaHus U IUIaHMpyeMoe JiedeHMue. Tak, TOBOpSIT O
CTaHJAPTHOM DPUCKe, BBICOKOM pUCKe U T.n. OTHeceHue K TOM WM MHOM I'pyIire 3aBUCUT OT
MHOTUX (pakTopoB. COOTBETCTBEHHO, MAaIMeHTbl, OTHOCSIIMECS] K TPyMIiaM 0ojiee BbICOKOTO
pucka (TO eCTb Te, Y KOrO M3Haua/JbHbIi MPOTHO3 XYysKe), MOTy4yarT 6ojiee MHTEHCUBHYIO
Tepanuio, a B rpymmnax 6ojiee HUM3KOTO PMUCKAa MOKHO MCIIOJIb30BaTh MeHee MHTEHCUBHYIO
Teparuio ¥ TeM CaMbIM 130eraTh U3JINIITHE TOKCUUHOCTY U TSKEJIBIX OC/IOKHEHMIA.

Tepanusa OJIJI, Kak mpaBUJIO, COCTOUT U3 TPEX ITAMOB:

1. UHOyKUMST peMUCCUMM — S5TO HaAyvaJbHbIM 3Tall MHTEHCUBHOM XMMMOTEpanuu, ILeib
KOTOPOT'O YHUUYTOXUTh 32 KOPOTKOE BpeMsI MaKCMMaJIbHO BO3SMOKHO€ UMCJIO JIEMKO3HbBIX
KJIETOK U OOCTUYb peMuccuu. JledeHme IaUTCI IPUONM3UTENbHO 6-7 Hemenb. Ilop
peMuccueit moapasyMmeBaeTcsl cojepkaHye MmeHee 5% 671aCTHBIX KI€TOK B KOCTHOM MO3Te

U OTCYTCTBME UMX B KPOBM B COYETAHUYM C TIPM3HAKAMM BOCCTAHOBJIEHUA HOPMAJIBHOI'O

KpoBeTBOpeHusi. Ha 3ToM 3Tame INPUMEHSIOTCS pa3auYHble MPOTUBOOIYXOJEBbIe

npenapaTel. UHAYKINS 03BOSET TOCTUTHYTh pemuccuy 6onee uem y 95% nereii.
2. KoHconumanus (3aKkpenjeHye) pPeMUCCUM HanpaBleHa Ha YHUUYTOXEHME OCTATOYHBIX

AHOMAJIbHBIX OJIACTHBIX KJIETOK BO u30ekaHMe peuuauBa 3aboneBaHusd. Q6imag

IIPOOOJDKUTEJIbHOCTDb 3TOT'O 3Tdlld COCTABJIAET HECKOJIbKO MeCAILleB 1M CUJIbHO 3daBUCUT OT

KOHKPETHOI'O ITPOTOKOJIA JIEYEHNS.

QYLHQCTBYQT TAKOKE TIOHATHE PEMHAOYKIIMKM:. 3TO MNEPUOOUYECKN IIOBTOPAEMbIE YJKe I10CJIe

OOCTVOKEHMA PEMUCCUN TTVKJIbL ITOJUMXVMMMOTeparim, aHaJOrM4YHbie MCIIOJIb3YEMbBIM IIPU

MHAOYKOUN. Pe]/IH,ZLYKLU/IH IT03BOJIdeT OOITIOJITHUTE/IIbHO CHU3UTDL UNCIIO JIeliKeMU4YeCKUX KIeTOK
M TeéM CaMbIM ITOBBICUTDH «HAOE>KHOCTb» PEMMCCUMN.

3. [lommepskuBaroniasi Tepanus HTPOBOAUTCS IJIST IOAJEepKaHMS PEMMUCCUM, TO €CTb MJIs
IOIIOTHUTEILHOTO CHMKEHMST PUCKA PelMauBa I1ocjie STarnoB MHAYKIIMY Y KOHCOMMIAIN.
Ha »ToM 3Tame Ha3HAUalOTCSI HEBBICOKME OO3bl XuMuomperiapaToB. OcoOeHHOCTH
3aKJII0YaeTCss B TOM, UTO Tepalius IPOBOAUTCS IJIMTEJIbHOE BpPeMs M HeIIPepbIBHO — IO
IOCTVDKeHMS 2 JIeT OT Hadasia JIeueHus.

Ha sTtamnax MHOYKUMM ¥ KOHCOMUIOALMM BBeOEeHMEe XMMMOTepareBTUUYeCKUX IIperapaToB
IIPOU3BOAUTCSI B OCHOBHOM BHYTPUBEHHO M BHYTPUMBIIIEYHO, B YCJIOBUSX CTAlLlMMOHApa UK
IHEeBHOro craiuoHapa. IlogaepskuBaloiiasi Tepanusi MpeacTaBiiseT co60ii 3Tan HauMeHee
MHTEHCUMBHOIO JieueHMsl, IIpeObIBaHME B MEOUIIMHCKOM OpraHmMsalyuy IIpU 3STOM He
TpebyeTcs (32 UCK/IIOUEHMEM IIePUOIa PEUMHIYKIINIA).

IOnsg  nedyeHuMs ¥ TpOoOUIAKTUKM  HeWpoJIeikeMuy Ha  IepPeYmMCIeHHBbIX — JTamnax

XUMHoIiperiapaTtbl 4O/DKHbI BBOOUTHCA MHTPATEKaJIbHO, TO €CTb B CIIMHHOMO3TIOBOI KaHasl
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MOCPeICTBOM JIIOMOA/NbHbIX ITyHKIMIL. VIHOTHA jeKapcTBa BBOASAT B sKeMydoukyu (0coObie
[IOJIOCTM) TOJOBHOTO MO3ra Yepes3 CIelMaJibHbIM pesepByap Ommaiid, KOTOPBII
YCTaHABIMBAETCS II0J KOKEI IrojIOBbI. Y HEKOTOPBIX MAIMEHTOB MCIOJb3YeTCsT M 00IyUeHye
TOJIOBBI — KpaHMaIbHOE 00/TyYeHue.

B xome imeuyenusi OJIJI MOXeT MPUMEHSTBCS TPAHCIUIAHTALMS KOCTHOIO MO3ra OT

POJICTBEHHOTO MM HEpPOACTBEHHOTO M0oHOpa. EwiM Mo IuiaHy JiedeHMsl IpemycMOTpeHa
TPaHCIVIAHTALMs, TO e€e IIPOBOMAST IIOCJie MOOCTVMKeHusT pemuccuy. Kak mpaBuiio,
TpaHCIUIAaHTALMS MTOKa3aHa TOJIbKO IPY BBICOKOM PUCKe, TOCKOIbKY BEPOSITHOCTh XOPOIIIEro
OTBeTa Ha cTaHAapTHYI0 Tepanuio mpyu OJIJI B cpegHeM BbICOKA, 0COOEHHO Y JIeTeiA.

K coxkaneHnto, HeCMOTpPS Ha BCe MepeuyncieHHble Mepbl, UHOTAA Bo3HMKaeT peuuans OJUI -
KOCTHOMOS3TOBOM, 3KCTpaMeny/IspHbIA (TO €CTb BHE KOCTHOrO MO3ra — Hampumep, C
TopakeHMeM LIeHTPaIbHO HEPBHOM CHUCTEMbI MM SIMUEK) MIYM KOMOMHMPOBAHHBIN. B aTOM
crydae IpOBOOUTCS MIPOTUBOPELMAMBHAS Teparus.

Xummoteparus OJIJI Bbicoko3hGeKTUBHA, HO 3aUaCTYIO TSDKEJIO IIEPEHOCUTCS ¥ MOKET ObITh
CBSI3aHa C cepbe3HbIMM MOO6OUHBIMMU 3ddekTamu. Tak, B Ipoliecce jJeuyeHUs ITOAABIISIETCS
KpPOBETBOpEHME U ObIBAIOT HEOOXOAMMBI IepeaMBaHMsl KOMIIOHEHTOB JTOHOPCKOW KPOBU —

TPOMOOLIMTOB BO M30eXaHMe KPOBOTEUYEHMII TP OUeHb HM3KOM YpPOBHE COOCTBEHHBIX

TPOMOOILIMTOB TAI[MEHTOB, IPUTPOLIUTOB IJIs1 60pbObI ¢ aHemueli. [TepennBaHMS JOHOPCKUX
JeKOIUTOB (TPaHY/JAOLIMTOB) MPUMEHSIIOTCSI TOJMbKO B PeIKMX CIydasix TpU TSDKeIbIX

I/IHCI)eKLU/IOHHbIX OC/IOKHEHMIX.

B uncie mo6ouHbIX 3¢G@EeKTOB XMMMOTEpanuyu MOKHO Takke Ha3BaTh TOILIHOTY, PBOTY,
BbIMaZieHe BOJIOC. Y KaXI0ro M3 IMTOCTATUKOB eCTh CBOU M0O60uHbIe 3pdeKTsl. Yalie Bcero
OHM BO3HMKAIOT BpeMEHHO, HO MHOTIIa COMTPOBOKIAIOT BECh KyPC JIeUeHMsI.

CepnesHast 1pobseMa CBSI3aHa C BO3MOKHOCTBIO  a//IEPTMYECKMUX  peaknuii  Ha
XMMMOTIpenapaThl, BIJIOTh 10 aHabMIaKTUYECKOTO 1I0Ka — JKM3HEYTPOsKAIOIIero COCTOSIHMS,
KOTOpO€e XapaKTepu3yeTCsl OTEKOM, 3aTpyJHEHMEM [bIXaHMS, CUJIbHBIM 3yIOM M T.O. Tak,
CpPaBHUTEJIbHO YaCcTO BCTpPeYaeTcsl aJ/Ieprusl Ha acliaparMHasy, M MOXKeT ObITh HEOOXOIMMO
JCIIO/Ib30BaHMe aHaJIOTOB 3TOrO Iperapara.

[ToCcKOMbKY ¥ JIeIKO3 caM o cebe, 1 MCIIoAb3yeMasi IIpM ero JeueHU XMMUOoTepanusi pe3Ko
CHVKAIOT COITPOTUBIISIEMOCTb OpraHM3Ma pPa3JIUMIHbIM MHQEKLIMIM, TO MalieHTaM BO BpeMs
JeueHMst Heooxoaymbl 3QeKkTrBHbIe aHTUOAKTepyaibHble U ITPOTUBOTPUOKOBBIE JIeKapCTBa
1711 TPpODUIAKTUKY U Teparnuiu MHPEKIMOHHbBIX OCIOXKHEHMUIA.

HuteHcuBHoe sedyeHue OJIJI Hak/IagbiBaeT cepbe3Hble OrpaHMUeHMsT Ha 00pas >KU3HU
nanyenTa. Heobxomumo co6/0faTh OINpeeeHHYI0 OMeTy U CTpPOrue TUTMeHudYecKue
TpeboBaHus. Bo m3bexkanme MHGEKINI OTPpaHUMIMBAIOTCS KOHTAKThI C BHEIIHMM MMUPOM.
[Ipy oueHb HM3KOM YPOBHE TPOMOOLIMTOB HeJIb3sl HE TOJbKO AOMYCKAaTh TPaBMbI, HO Jaxe,
HarpuMep, YUCTUTDb 3yObl 3yOHOI 1IeTKOM - UTOObI He CIIPOBOILIMPOBATh KPOBOTEUeHME U3
neceH. [Tocie HOCTVDKEHMSI PEMUCCUY CTPOTOCTD 3TUX OTPaHUYEHMIi TTOCTEIIEHHO CHIKAeTCsl.
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BpaqM n MenceCTpbl COO6LL[aIOT KaKOOMY IIalMEHTY, YTO €My MOJXHO M 4YTO HEJIb34d Ha
TEeKyIlIeM 3Talle JIeueHMs.

bes neuenus: OJIJI mpMBOAUT K rMOeN MalleHTa B TeUeHe HeCKOMbKMUX MeCSIeB WIN Jaxke
Henenb. OqHAKO UCIOMIb30BaHMe COBpEeMEeHHBIX ITPOTOKOJIOB jeueHus gaet rpu OJIJI oueHb
XOpOIIUI PpesyabTaT: MOXHO BbUIEUNTb OKOI0 80% TmalueHTOB nOeTeii (HEeKOTOpbIe
MCTOUHMKM IIPUBOAAT 1 O0jiee BbICOKME LM PBI - HarIpumMep, 10 85%).



IIpunoskenue I.



