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Cnmcok coxkpameHui

amo TI'CK —TpaHcrutaHTanus ajyIoreHHbIX TEMOMO3THYECKUX CTBOJIOBBIX KIIETOK
AYH — abcomoTHOE YnCI0 HEUTPODUITOB

bK — GnacTHbIi KpH3

BMO — 6omb1110#1 MOJIEKYISIPHBIA OTBET

BI'H — BepxHsis rpaHuLia HOpMBbI

BO3 — BcemupHas opranusanusi 34paBoOOXpaHEHUs

['MMO — rmy0oK#it MOJIEKYJISIPHBIA OTBET

I'-KCo - rpaHyJIOUUTaPHBII KOJIOHHUECTUMYJIMP IO (dhakTop
Kononunectumynupytoriue hakropsr)

I'CK — remMonoaTuueckue CTBOJIOBbIE KIETKU

JIXA — 1onoJIHUTENIbHBIE XpOMOCOMHBIE a0eppaluu

NTK — uaruburopsl Tupo3unkuHazsl BCR-ABL

UTKI1 — unrubutops! TupozunkuHazsl BCR-ABL nepBoro nokosieHus
WNTK2 — unrubutops! TupozunkruHazsl BCR-ABL BToporo nokosieHnus
N®-0 — uatepdepon-anbda (naTepdhepona anbda-2b** )

KC® — xononunectumynupyromuii hpaxtop

KT — xommnbroTepHast Tomorpadust

JIAT" — nerouHas apTepuanbHasi TUIEPTEH3US

JIITHII — iunonpoTenHsl HU3KOM INIOTHOCTH

JIBITH — nunonpoTenHbl BBICOKOW INIOTHOCTH

MO — MOnEKyIApHBIA OTBET

MPHK — marpuunas PHK

HI'H — HvkHss TpaHuLia HOPMBI

OT-IILP — monmumepasHas 1ienmHas peakiusi ¢ 00paTHON TPAHCKPHUIIITUEH
[1I"O — nonHkBIM reMaToJIOrM4eCKuil OTBET

T111O — nonHbIH HUTOTCHETHYCCKUI OTBET

[IIIP — monumepasHas LENHas peakus

[TIIP-PB — IILIP B pexxume peaabHOro BpEMEHHU

PBJI — pemuccus 6e3 nedeHus

CLU — crangapTHOE LIUTOT€HETUYECKOE UCCIIEIOBAHUE

CC3 — cepaeuHO-COCYAUCTHIE 3a00TICBaAHUS

TKM — tpancnianTamnus KOCTHOTO MO3ra

V3U — ynbTpa3ByKOBOE UCCIIEIOBAHUE

(LO3AA



VYVYP — ypoBeHb yOSIUTEIBHOCTH PEKOMEH AT

Y/I — ypoBEHb JOCTOBEPHOCTH JOKA3ATEIbCTB

DA — paza akcenepanuu

XI'Y — XOpMOHUYECKHUI TOHAIOTPONIMH YEJI0BEKa

XMJI — XpOHUYECKU N MUEJIOUIHBIN JIEUKO3

X® — xponuueckas ¢asza

11O — npTOreHEeTUYSCKUM OTBET

OKI — sanexTpokapanorpadusi/neKTpokapauorpaMma

Ara-C — riutapabun™*

BCR::ABLI — XuMepHbIil TeH, pe3ysbTaT TPaHCIOKaluKY MeXay 9 u 22 XxpoMocoMaMHu
BCR::ABL1 — 6enok ¢ HOBBIIICHHON THPO3MHKHMHA3HOH aKTUBHOCTBIO, MPOAYKT reHa BCR::ABLI
EBMT — EBpormelickoe 0011ecTBO Mo TpaHCIUIaHTanuu kKoctHoro mosra (European Group for
Blood and Marrow Transplantation)

ELN — EBponeiickas opranuzanus 1o JeueHuto yeiiko3os (European Leukemia Net)

ESMO - EBpomneiickoe obmiectBo mMeaunuHckor oHkonoruu (European Society for Medical
Oncology)

FISH — dbayopecnientnas rudbpunuzamms in situ (Fluorescence in situ hybridization)

HLA — uenoBedeckue JeHMKOIUTApHBbIE AHTUTCHBI, TJIABHBIH KOMILIEKC TMCTOCOBMECTHUMOCTHU
(Human Leukocyte Antigens)

IS — naGoparopHbIii cTaHIAPT OMpEEICHUS MPOLEHTHOTO COOTHOIICHUS YPOBHS AKCIPECCHUU
uccnenyemoro reia BCR::ABLI1 v KOHTPOJIBHOTO T'€HA, HHAYE UMEHYEMBIN KaK «MEXIyHApOIHAS
mkanay (International Scale)

NCCN - HarmonanbHas oakonorudeckas cetb CIIA (National Comprehensive Cancer Network)
NCI CTCAE — mikana tokcuanoctd Harmmonanpaoro uncrtutyra paka CIIA (Kpurepuun oGreit
TepMUHOJIOTUN HexenarenbHbIX siBiaeHui) (National Cancer Institute Common Terminology
Criteria for Adverse Events)

Ph — ¢punanensduiickas xpoMmocoMa — yKOpodeHHast XpoMocoma 22, 00pa3yroascs B pe3ysibTaTe
tpanciokaruu t(9;22)(q34;q11)

Ph" — knetku, conepxkanye GpuianensQUicKyro XpoOMOCOMY

Ph™ — xnetku, He comeprkamue GpuianenbPuiicCKyr0 XpoMOCOMY

RUSSCO - Poccwuiickoe obmectBo knuHu4eckoil onkosoruu (Russian society of clinical
oncology)

** _ JKU3HEHHO HEOOXOIUMBIC M BaXKHEHIIINE JIEKAPCTBEHHBIC TTpENapaThl



TepMuHbI U onpeaeIeHUs
Anammn3 myraumid rena BCR::ABLI — onpenenenue ToueuHblx MyTtauuid rena BCR::ABL1
I'emaTrosioruueckass TOKCHYHOCTb — CHIKEHHE YPOBHA TeMOIVIOOMHA, HEWTpONEeHUs
U TpoMOOIIUTONIEHHS, cBsi3aHHas ¢ Tepanueid UTK.
I'emarosioruyeckuii 0TBeT, LHUTOrNCHETHYECKHH OTBET, MOJICEKYJASPHBI OTBET — BUBI
OTBETOB Ha TEpAIMIO, XapaKTepU3yole OObEM OIYXOJEBOIO KIOHA M OIpeleNnseMble
COOTBETCTBEHHO Ha OCHOBAHUU PE3YJIbTATOB KIIMHUYECKOTO aHAJIN3a KPOBH, IUTOT€HETHIECKOTO
Y MOJIEKYJIIPHO-T€HETUUECKOTO UCCIIEA0BAHUN.
I'pynna pucka — XxapakTepUCTHKa, OLIEHUBAaeMask TOJIbKO HA MOMEHT JAMAarHOCTUKH 3a00JIeBaHMUs,
JI0 Hayaja Tepanuy Ha OCHOBAaHUM IPOIHOCTHUYECKHM 3HAYMMBIX XapaKTEPUCTUK Y MALMEHTOB C
xpoanueckon azoit (XD) XMJI.
JlonoJHuTeIbHbIE XPOMOCOMHBIE a0eppaliu — OTIOJIHUTEIbHBIE aHOMATINMK KapruoTuna B Ph+
KJIETKAaX, BBISBIISIEMBIE IIPU CTAHAAPTHOM LIUTOT€HETUYECKOM UCCIIEJOBAHHM.
Jlpyrue XxpoMocoMHble adeppauuy — aHOMalIuu KapuoTuna B Ph- kieTkax, BbIABISEMbIE NTPU
CTaHJapTHOM LIUTOTEHETHYECKOM MCCIIEOBAHUN.
NHrudutop THPO3MHKHHA3 — TMpemnapaT, oOJagaromuidi BO3MOXHOCTbIO HHTHOMPOBATH
(epMeHTaTUBHYIO aKTUBHOCTh THpo3uHKHHA36l BCR::ABL1
HccaenoBanne meroaom FISH — wuccnenoBaHwe KIETOK METOJAOM  (pIyopecreHTHOM
TUOPHUIN3AIIY in Situ C UCTIOIb30BaHHEM MeYeHHBIX (iyopodopamu JIHK-30H10B.
Mexnynapoanas mkaja (International Scale, IS) — cranmaptu3oBanHas, ¢ yaetoM (axropa
KOHBEPCHH, LIKaJa IPEACTaBICHHs KOJUYECTBEHHOTO YPOBHsI 3Kkcnpeccuu reHa BCR::ABLI
MouJiekyJisipHO-TeHeTHYeCKOe HccieqoBanne YpoBHs1 BCR::ABL] — wu3MepeHue 3KCIpeccun
xumepHoro reHa BCR::ABL1 metonom konudectBeHHOi TP B pexumMe peanbHOTr0 BpEMEHH.
HenepeHocuMoOCTh Tepanuu — HAJIMYUE HEKEIATEIBHBIX SBICHUM TEpanuu, KOTOPbIE AEIAIOT
HEBO3MOKHBIM €€ ITPOBEJICHUE B PEKOMEHI0BAHHOM PEXKHUME.
Heynaua tepanuu — orBer Ha Tepanuto MTK, HemocTaTouHbli A NPENOTBpAIICHUS pUCKA
IporpeccupoBaHysl 3200JI€BaHUS U CMEPTH NAlIMEHTA — IOKa3aHUE JJIs1 CMEHBI JICUEHUS Ha Jpyron
NTK unu npoenenue amio-TKM.
OnTuMaabHBIA 0TBET — OTBET Ha TEPAINIO, IPH KOTOPOM MpooJIKeHue JieueHus JanHasiM U TK
MaKCUMaJIbHO CHMKAET PUCK NporpeccupoBanuss XMJI u cmeptu nmanueHra.
IIpexynpe:xnenue — otBeT Ha Tepanuio UTK, ykaszpiBarommii Ha HEOOXOAUMOCTD TIIATEIILHOTO
MOHUTOPHUHIA OTBETA, paccMOTpeHue Borpoca 0 cMeHe MTK nin roToBHOCTh K CMEHE JICUEHUs B
Clly4ae MOSIBJICHUsI IPU3HAKOB HEYJauM TEPAIHH.
IIpuBep:KeHHOCT, K Tepanuu — COONIOJICHHE NAIMeHTOM pEKOMEHJAAIMi Bpada IIo

00CIEeI0OBAHUIO U JIEYEHHIO.



CranpaptHoe nutoreHerudeckoe uccienopanume (CLIU) —wuccrienoBaHue KOJIMYECTBA U
CTPYKTYPBI XPOMOCOM B KJIETKaX KOCTHOTO MO3ra nocyie G-oKpanmBaHus

®a3a XPpOHMYECKOI0 MHeEI0JeHK03a — XapaKTepUCTHKa, ompeneisomas craguto XMJI u
MIPOTHO3; OILICHUBAETCS B JeOIOTE 3a00JIeBaHUs, MPU €ro MPOrPECCUPOBAHUU WM M3MEHCHUU

JICUYCHU .



1. KpaTrkas nagopmManus no 3a00JeBAHNI0 WM COCTOSHMIO (rpyInime

3a200J1eBaHUI MJIU COCTOSIHMIA)

1.1. Onpeaejenue 3a00JeBaHUS WJIN COCTOSHNSA (TPYHNbI 3200J1€BAHNN UJIM COCTOSTHMII)

Xponuveckuid muenouAHbit  seriko3 (XMJI) — 3TOo KJIOHalbHOE OIMYXOJIEBOE
MuenonponudepaTHBHOE HOBOOOpPa30BaHKE, 00YCIOBICHHOE 37T0KaYECTBEHHBIM MTEPEPOKICHUEM
CTBOJIOBBIX T'€MOIIOATHYECKUX KIETOK MU XapaKTepu3yIoUleecsl YCUJICHUEM Mpoiaudepanun
TPaHyJIOIHUTAPHOTO POCTKAa 0€3 TMOTepH CHOCOOHOCTH K IudPEpPEeHIMPOBKE, THUIEPILIA3HEH
MUENOUAHOW TKaHH, MHUEIOUJHON MeTarla3ueil KpOBETBOPHBIX OPraHOB, ACCOLMHPOBAHHOE
C XpOMOCOMHOM aHoManuell — TpaHciokauuenn t(9;22)(q34;qll), B pesynapTaTe KOTOPOM
obpa3yercs xumepHsblii red BCR::ABLI.

Panee maHHBIN XUMepHBIN TeH uMmen oboznauenue BCR-ABLI, omnako B 2021 romy
komuteT 1o HomeHkiarype reHoB HUGO (HGNC) omyOiukoBan CcBOM peKOMEHAAIMH TIO
0003HAaYEHHUIO CIIMTHBIX TE€HOB, BKJIIOYasi XUMEpPHbIE, B KOTOPOM YyKa3al Ha HEOOXOJUMOCTb
pa3nensTh BE YaCTH CIIMTHOTO FeHa HOBBIM CTIIOCOOOM - ABOMHBIM /iBoeToureM [103]

1.2. THOJOrUS M HaTOoreHe3 3a00JieBaHUSI MJIM COCTOSIHHSA (Tpynnbl 3a00JieBaHUM WJIN

COCTOSIHMA)

OtHosnorus 3aboneBaHus He ycraHoBIeHA. OOCyXIaeTcst poiib pa3iIuyHbIX (aKTOPOB —
MOHM3UPYIOIIETO U3ITy4IeHUs, HHPEKIUH, TOKCHHOB, OJTHAKO YETKOH B3aUMOCBSI3U MKy HUMH U
BO3HUKHOBEeHHEM XMJI HE BBISBICHO.

[Tatorenernuecku XMJI mpencrtaBisieT coOOW KIOHAIBHBIA MHEIONPOIU(epaTUBHBIN
MPOLIECC, pa3BUBAIOIIMIICS B pe3ylibTaTe 3JI0KAUYECTBEHHOM TpaHcpopMalu B paHHHUX
TEMOTIOITUYECKUX CTBOJIOBBIX KiIeTKaX. BosHukHOBeHue TpaHcimokammu t(9;22)(q34;ql11) —
TaK Ha3biBaeMol «pumanensduiickoii xpomocoMmbl» (Ph-XxpoMocoMbIl) — M COOTBETCTBEHHO
xumepHoro reHa BCR::ABLI nexar B OCHOBe maToreHe3a 3a0oneBaHus. [IpoaykT reHa
BCR::ABLI mnpencraBnser co00i THPO3MHKHHA3y C aHOMAJIbHO TMOBBIIICHHON aKTUBHOCTHIO,
PETYIHPYIONIYIO CUTHAIIBI, OTBETCTBEHHBIE 32 KIIETOYHBIN POCT, aKTUBALNIO, TU((HEPSHIIMPOBKY,
aare3uro u anonto3 [1]. B 3aBHCHMOCTH OT JOKamM3allid TOYKU Pa3pbiBa MOTYT BBISBISTHCS
6osee 10 pa3HBIX BapuaHTOB XUMEpPHOTO TpaHckpunta BCR::ABLI ¢ pa3nuuHON MOJEKYJISIPHON
Mmaccoit. Haubomnee pacrpocTpaHeHHBIMU SIBJISIOTCSI XMMEPHBIE TPAHCKPHUIITHI 00pa3yroIuecs npu
causaauM 13-ro winu 14-ro sx30H0B reHa BCR co 2-M 3k30HOM reHa ABLI. B nepBoM ciydae
obOpasyercst XuMepHBIN TpaHCKpHUNT e13a2 (panee n3BeCTHBIN Kak b2a2), Bo BTopoM e14a2 (b3a2).
Cymmapno Ha BapuaHThl el3a2 u el4a2 mpuxomutcs 6onee 98% cmyuae XMJL. O6a onu

NPUBOJAT K 00pa30BaHMIO XUMEPHOTO Oelika ¢ MoJeKy sipHoit Mmaccoii 210 k/la, 0603HauaemMoro



kak p210. OcranbHbie BapuaHThl TpaHCKpUNTOB BCR::ABL1 y nauuenToB ¢ XMJI HOCAT Ha3BaHue
atunuyable. Cpeau HUX Yallle IPYruX BBIBISIIOTCS BapUaHTHI, 00pa3ylouirecs Npu CIUsSHUN 1-10
sk30Ha BCR co 2-M 5k30H0M reHa ABLI (ela2), Beaymuii kK 00pa30BaHUIO OeJIKa C MOJIEKYIISIPHOU
maccoit 190 xla (p190) mnu 19-ro s3x30nHa BCR co 2-M sx30HO0M ABL1 (e19a2, p230).

AHOMaJbHas TUPO3MHKHHA3HAs aKTUBHOCTH xuMmepHoro 6enka BCR::ABLI1 onpenensier
HE TOJIbKO IOBBIIICHHYIO YacTOTYy JAEJICHHUA KIETOK, HO M HX IpEeuMyIecTBa IJIs poOCTa,
HE3aBUCHUMOIO OT CHUTHAJIOB, OJIOKUPOBaHME aronTo3a KaK MeEXaHu3Ma KJIETOYHOTO
CaMOYHUYTOXKEHUS, B PE3YJIbTAaTe YEro ONYXOJEBOE KPOBETBOPEHME MOIYydYaeT MPEUMYILIECTBO
nepesi HOpMaJlbHBIM U IOCTENEHHO BbITecHsET ero Ilo mepe HapactaHus o0beMa OIyXOJeBOU
Macchl IMPOSBIIAETCS KIMHUYECKash CUMITOMATHKA, CBSA3aHHAs C TUIEpIIa3uell MUETOUIHON
TKaHU; B JaJbHEHIIEM IO MEpe Pa3BUTUS T'€HETUYECKOH HECTaOMIBHOCTU TMOSBIISIOTCS HOBBIC
CyOKJIOHBI, pa3BHBAETCs MPOrpecCUpOBaHue 3a001eBaHus 10 (a3pl OacTHOM TpaHchopmaruy —
BK XMJL

1.3. InuaeMuoa0rus 3a00J1eBaHus UM COCTOSTHNS (rPYyNNbI 32001eBAHNI UJIM COCTOSTHHI)

XpoHUyecKkuid MUENOUAHBIA Jeliko3 (XMJI) — penkoe 3aboneBanue. [lo maHHBIM

HOMYJIIUOHHOIO HcciieioBaHusl B 6 permoHax Poccuiickont ®denepanuy, HOpMUpOBaHHAs Ha
cragiaptHyto nonymsinuio BO3  3aboneBaemocts cocraBimsier 0,7 wa 100 000 B3pocmoro
HacelneHus [2]. Meauana Bo3pacta y B3pocibIx nauueHToB coctapisieT S0 ser (ot 18 no 82), muk
3a00JIEBaEMOCTH TPUXOAUTCA Ha Bo3pacT 50-59 neT, OJHAKO 3HAYMTENILHOM SIBIISETCS JIOJIS
MOJIOJIBIX MMAIIMEHTOB B Bo3pacTe 10 40 net — 10 33%. 3aboneBaHne MOKET OBITh BBISIBIICHO B JTIOOOM
Bo3pacre. B 2016 r. B PoccuiickoM peructpe 60JIbHBIX XPOHUYECKUM MUEIIOJICHKO30M co/iepKalach
uHpopmarmsg o 7609 marmmentax ¢ XMJL, npu sToM 3abosieBaHHE OBUIO AMAarHOCTHPOBAHO B
xpoHuueckot ¢aze y 6560 (93,8%) naruenrtos, B ¢aze akcenepanuu y 380 (5,5%) OONbHBIX U B
¢aze GactHoro kpuza — B 47 (0,7%) cimyuaes [3].
XMJI y nauuentoB miuajuie 18 et (gaee — nereit) sBIsE€TCS Ype3BbIYaTHO PEKON MaTOJIOTHEMH,
¢ roJ10BOI 3a0oneBaeMocThi0 B cpearem 1:1 000 000 mereli B rof1, TO €CTh B IECATH pa3 HUXKE, 4eM
BO B3pocioi monyssinuu. CorjiacHO MMEIONIMMCS JaHHBIM MeAuaHa Bo3pacra coctasisier 13,2
roga (1-18 net) [114, 115, 116].

1.4. Oco0EHHOCTH KOAMPOBAHUSA 3200J1€BAHNS WJIN COCTOAHNA (rPyHNbl 3200JeBaHUIT HJIN

COCTOsIHUI) 110 MeXKIYHAPOJAHOH CTATHCTHYECKON kaaccupukanum 0oJie3Hell U npoodaeM,

CBA3AHHBIX CO 310POBbEM

(C92.1 — xponnueckuit muenonanblit eitko3 [CML], BCR::ABLI -non0oXuTeIbHbIA

o ®unanenspuiickas xpomocoma (Ph) monoxurensuas

e 1(9;22)(q34;ql1)
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e ¢ OJIACTHBIM KPH30M.

1.5. Knaccudukanus 3a60/1eBaHusl MM COCTOSIHUS (TPYNILI 32001¢BAHNIA MJIM COCTOSTHHIA)

1o ghazam 3a60nesanusn

B teuenun XMIJI Bwimensror 3 dasel, OTpaXkarouue CTEMEeHb MPOTPECCUPOBAHUS

3a0osieBaHus1. 3a00IeBaHNE MOXKET ObITh TUATHOCTUPOBAHO HA JIFOOOM JTarie.

Xponnueckasi ¢pasza (XP) spisercs HavanbHOM craaueit XMJI u auarnoctupyercs
y 6onpimmHCTBa (10 94 %) BrepBBIE BBISBICHHBIX THanueHToB [1, 4]. Junarno3z X
yCTaHaBJIMBAIOT pU OTCYTCTBUM IIpu3HakoB DA u bK.

®a3a akcesepauuu (PA) omnpenensiercs y 3—5 % nepBUUHBIX ManueHToB ¢ XMJI
U sBIsieTcss  Oojiee NPOJBUHYTBHIM IO cpaBHeHMIO ¢ X sTanmoM pa3BUTHUSA
narosioruyeckoro mpouecca npu XMJI. DA  moxker Takke pa3BUThCA PU
MIpOrpeccupoBaHUM 3a00JI€BaHUSL.

baacrublii kpu3 (BK) sBnsercs nmamGonee arpeccuBHoi cramueir XMJL [leGroT
6onesun ¢ BK sBnsercs HeOMaronmpusTHBIM — MPOTHOCTHMYECKHUM  MPU3HAKOM
u Habmopaercs y 1-2 % mnamuentoB ¢ XMJL. Menuana npofoKUTEIBHOCTH SKU3HU

nipu BK XMUJI cocrasnsier 612 mecsiues [1, 4].

Orenka (ha3bl BRITOTHSAETCS B ICOOTE 3a001€BaHNUs, TIPU POTPECCUPOBAHNH 3a00JICBAHMS

U npu u3MeHeHun Tepanuu. JuddepennmanbHo-quarHoctuyeckue kpurepun (az XMJI

MpUBE/ICHBI B Ta0I. 1.

Taéauna 1. ®a3zer XMJI no knaccudukanuu ELN

®aza XMJI Knaccupurkauus ELN

X poHnueckas OtcyrcrBue npusHakoB @A nmu bK

Akceneparun™*

e 15-29 % GnacTHBIX KJIETOK B niepupepruuecKkoil KpOBH W/UIN KOCTHOM
MO3re;
e cyMMa OsacToB u nmpomuenonutoB >30 % (mpu 3tom 61actoB <30%);
e KOJMYECTBO 06a30(niI0B B KpoBU >20 %;
e mepcucTHpYIOmas Tpombonuronenus <100 x 10°/n, He cBA3aHHAs
C Tepanuei;
o JIXA BrIcOKOrO pucka* B Ph" kieTkax, BBIIBICHHEIE B X0/I€ TEPAIIUK

brnacTHbIl Kpu3™**

e HaJMuue B nepudeprueckoil KpoBU WM B KOCTHOM Mo3sre >30 %
0JIACTHBIX KJIETOK
e TIOSIBJICHUE SKCTPAMEIY I PHBIX HHPHIBTPATOB OJIACTHBIX KIJIETOK
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*tpucomun 8, 19; ynsoerne Ph-xpomocomsr; u3oxpomocoma 17; Mmonocomus 7; nenenus 7q;
MEePECTPOHKH XPOMOCOMHOTO paiioHa 3q26.2, a Takke KOMIUIEKCHBIE abeppariu,
Bkouatomue 2 JIXA u 6onee. U3 aToro uncia Haubosee mporHoCTUIECKU
HEOJIaronpUsATHBIMHU SIBISIOTCS -7/7q-; iepecTpoiiku 3q26.2, a TakkKe KOMIUICKCHBIC
abeppanuu, Bkitouatomue 2 JIXA u 6onee [5, 104]

**DA wnmm BK ycTaHaBIMBarOT Ipy HATMYUHU XOTs ObI OJJHOTO KPUTEPHS
Ilo epynne pucka ona X® XMJI

I'pymna pucka XMJI paccuuThiBaeTCsi Ha OCHOBAHWHU TMPOTHOCTUYECKH 3HAYMMBIX
KJIIMHUKO-TEMAaTOJIOTUYECKUX XapaKTEPUCTUK M OLEHUBAaeTcs y mauueHtoB ¢ Xd Ha MOMEHT
JTUATHOCTHKY 3a00JIEBaHMS, 10 HaYasla Tepariu;

I'pynna pucka no J.E. Sokal (mporao3upyeT BeposSTHOCTB OOIIIEH BEIKUBAEMOCTH) [6]

® HU3KHUH PUCK;
® [IPOMEKYTOUHBIA PUCK;
® BBICOKMH PUCK.

I'pynna pucka ELTS (mporHo3upyer BeposSTHOCTh 0OIIed BBIKHBAEMOCTH,
BBDKMBAEMOCTH 0€3 IPOrpecCUpPOBaHUS U BEPOSITHOCTH JAOCTHIKEHHUS TITYOOKOTO MOJIEKYJISIPHOTO
oTBeTa) [9]

® HU3KHUH PUCK,
® [IPOMEKYTOUYHBIN PHUCK,
® BBICOKMH PHUCK.
COBOKYIMHOCTh KPHUTEPHUEB, XapaKTEPU3YIOIIMX TPYIIbI pucka mo cucreMaMm Sokal, u

ELTS npencraBnena B Tab. 2.

Tabauna 2. Onpenenenue rpymnm pucka XMJI o J.E. Sokal u ELTS

IIpusnak Kpurepun J.E. Sokal Kpurepun ELTS

Bospacr, roasr 0,0116 x (Bo3pact —43,4) 0,0025 x (Bo3pact/10)?

Cenesenka 0,0345 x (pa3mep cenesenku, | 0,0615 x (pa3mep cene3eHkH,
(cM u3-mox CM u3-TIoJ peOepHON myru — | cM U3-1oJa peOepHOU AYTH)
pebepHoit 1yTH) 7,51)

TpomOGoruThI 0,188 x [((uncmo TpomboruToB | 0,4104 *x (uncio TpoMOOIIMTOB
(x 10%/n) x 10°/1) /700)* - 0,563] x 10%/1) /100072

biactet 0,0887 x (% 6nacroB — 2,10) 0,1052 x (% 6macroB)

(KOCTHOTO MO3ra)

Nupekc DKCHOHEHTa CyMMbI' Cymma®
OTHOCHUTEJIBHOTO

pHCcKa

I'pynnul pucka

Huzkuii <0,8 <1,5680
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[Ipomexyrounsii | 0,8—1,2 >1,5680, Ho <2,2185

Bricokuii >1,2 >2,218

* ABTOMaTHYECKUH MOJICYET TOCTYIEH Ha caiitax: http://bloodref.com/myeloid/cml/sokal-hasford
u http://www.leukemia-net.org/content/leukemias/cml/elts_score/index_eng.html

1.6. Kinnaudeckass KapTHHA 3200/1¢BaHUS WJIH COCTOSIHHS (rpyvonbl 3a00JeBaHUii HJIU
COCTOSIHMA)

Knuanyeckast kaptuna npu XMJI B OONBIIMHCTBE CIy4aeB MOXET XapaKTepHU30BaThCs

0eCcCHMNTOMHBIM TEYCHHEM; HAYalbHBIA Teprnoj 00Je3HH y OONBIIMHCTBA MAIIMEHTOB MOXKET
HpoTeKaTh B Te4eHHWE psfa jer. Hepenko mpusHaku 3a00neBaHHMS HA MOMEHT YCTAHOBJICHUS
JIMarHo3a MPEeJCTaBICHbI TOJBKO U3MEHEHUSIMH B OOIIEM aHalIu3e KPOBH (CAMbIMHU YaCTBIMHU M3
KOTOPBIX SBISIOTCS JICHKOIIMTO3, MHEJIOLUTAPHBIA CABUT, 0a30(pHIbHO-303UHO(PUIBHAS
acconuanys) ¥ CIUICHOMETAINEH, KOTOpble MOTYT OOHapy)XHBaTbCcsi NpPU HPOBEICHUU

PO UITAKTUYECKOTO OCMOTPa MUJIM OOpAICHUH K Bpady IO MOBOY IPYroi maTosoruu [4].

2. /ImarnocTuka 3a00/1eBaHUS WM COCTOSTHUSA (TPYNIbI 32001€BAHNH WU
COCTOSIHHUII), MEIMIIMHCKHE MOKA3AHUSA W NPOTHBONOKA3AHNS K NIPUMEHEHHU IO

METOAOB ITUATHOCTUKH

MHnoeue pexomenoosanubvle Memoovl OUASHOCMUKU 3A00Ne6AHUS U CBA3AHHLIX C HUM
COCMOSIHULL UMEIOM 02PAHUYEHHYI0 O0KA3ameNbHy0 0a3y (8 COOMBemMcmeul ¢ WKAIAMU OYeHKU
VIl u VYP) no npuuune omcymcmeusi NOCEAUJEHHbIX UM KIUHUYeCKUX ucciedoganuti. Heszupas
Ha 5mMo, OHU SGIAIOMCA HEOOXOOUMbIMU INeMeHmaMu 00C1edosanus nayuenma OJisi
VCMAHOBNEHUsL OUAeHO3ad U 68blI00pa MAKMUKU JedeHus, maxk Kaxk oonee s¢hghexmuenvle u
00Ka3aHHble Memoobl 8 HACMosiujee 8pems He pa3padomaHul.

Juacnoz XMJI mooicem Ovimb OKOHUAMENbHO YCMAHOBIEH MONLKO NPU 6biEIeHUU

cneuuqbuqecmﬁ 01 OaHHO20 3a00/e6aHUs  2eHemU4yeckol AaHOMAAUU: mpaunciokayuu

1(9;22)(q34,q11) memooom CL{H u/unu xumepnoco eena BCR::ABL1 memooamu I11]P unu FISH.

2.1. /Kaja00bLI 1 aHAMHE3

e Pexomenayercss BCeM IalMEHTaM C IIOJAO3PEHHEM WIM C YCTaHOBIEHHBIM XMJI
MPOBOAMTH COOp aHAMHE3a JKU3HH U Kallob Juis Bepudukanuu auaraosa [10, 129]
YpoBenb yOenuteabHocTH pexoMenganuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5).

Kommenmapuii: npu coope scanob u anammesa Heo0OX0OUMO OYeHUMb.
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1. Cundpom onyxonesoii uHmokcuxayuu (c1abocmo, CHUNCEHUE annemuma, Nomeps Maccol
menia, Nomaugocms, cyoghedpunbHas memnepamypa,).

2. Cunopom onyxonesoii nporugepayuu (00ab u 4y6cmeo msdicecmu 68 noopedepbsix npu
2enamo- u CNIeHoMe2anuu).

3. Anemuueckuii cuHOpom (0bwas ciabocmv, 00bIWKA, CHUJICEHUe MOAePAHMHOCIU

K Qhuzuueckoil Hazpy3Ke, 61eOHOCMb KOXCU U CIUSUCTBIX, MAXUKAPOUSL).

4. Tpombomuueckue 0Cl0HCHEHUs NPU SUNEPMPOMOOYUMO3e.

5. T'emoppacuueckuii CUHOPOM, 00YCN06/IeHHbI mpomboyumoneHnueti unu
2UNEpmMpoMOOYUMO30M.

6. Heeponocuueckyro cumnmomamuxy, 6 ocobennocmu npu dedrome 6oae3nu ¢ DA unu BK.

7. Conymcmsyowue 3a601e6aHUs.

8. Conymcmesyrowyto mepanuto.

9. Hanuuue cubnuneos (015 oyenku 6o3modcnocmeti no evinoaneruio auinoll CK).

Obwee cocmosinue nayueHma OOAHCHO oyeHusamvcs no wikaie oyenku — BO3/ECOG (cm.
npunoxcenus I'l dannwvlx pekomeHoayuii).

Knunuueckasa cumnmomamuxa npu XMJI ne saensiemcs cneyuguueckou, noseieHue
VKA3AHHBIX CUHOPOMOB Haubolee Xapakmepho 0 npoosunymuix ¢asz zabonesanus (PA u bK). V
oonvuwuncmea nayuenmos 6 X@ xcanobvl u KIUHUYECKas CUMNMOMAMUKA OMCYMCmeyom aubo
ABNAIOMCA Hecneyuguueckumu, U nPu3HaKy 3a001e6anus Ha MOMEHM YCMAHOBNEeHUS OUACHO3A
Mo2ym Oblmb NPeoCcmasieHsvl TUtdb USMEHEHUAMU 8 KIUHUYEeCKOM aHau3e Kposu (1euKoyumos,
Mueroyumapuslii. - cosue,  6a30QUILHO-203UHOPUIbHAA — accoyuayus) npu  NPo8eoeHuUU
nPOUIAKMULECKO20 OCMOMPA UNU 00paUeHUU K 8payy no nogody opyeoti namonocuu. C yuemom
moeo, umo Jnexkapcmeennas mepanus npu XMJI nasznavaemcs Ha OnumenvHulll CPOK, Npu ee
8b100pe  YUUMbBIBACCSL CHEeKMp CONYMCMEyioujell namono2uu, d makKi#ce 603MONCHOCMb

MEdNCIIEKAPCNMBEHHLLX 83aumooeticmeauil.

2.2. Du3uKaJIbHOE 00CIeT0BAHUE

e Pexomenayercss BceM mnamueHtaM ¢ nono3peHueM Ha XMJI wim  yCTaHOBIEHHBIM
muarnozoM XMJI nns Bepudukanuud auarHoza npu  (HU3HKAIBHOM 00CIeIOBaHUU
nposoauts [10, 129, 130]:

1. OcMOTp KOXXU U BUIUMBIX CIIM3UCTHIX 000JI0UEK.
2. Tampnanuro nepudepuueckux TuMOOY3I0B.
3. OmnpeneneHue pa3MepoB MEUEHU M CEJIE3€HKH (MEPKYTOPHO U MaJbIIATOPHO,

B CAaHTHIMETpaX U3-TI0J Kpasi peOepHOi ayTH).
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YpoBenb yOeaurTeqbHOCTH pekoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH

J0Ka3aTeJbCTB — 5).

2.3. JIaGopaTopHbIEe JTHATHOCTHYECKHE NCCICT0BAHUS

PexoMeHayeTcsl BCeM ManyeHTaM MpU yCTaHOBICHUH auarHo3a XMJI mpoBoauTh oO1mmii
(KTMHUYECKUN) aHamu3 KpoBH (pa3BepHYTHIN) ¢ audepeHIMpPOBaHHBIM IOCYETOM
JEHKOUUTOB (JICHKOIUTAPHOU (OPMYIIBI) M UCCIICIOBAHUEM YPOBHS TPOMOOIIUTOB B

KpoBH 17151 Bepudukarmu quarnosa [10, 11, 129, 130].

YpoBenb yoenureJbHOCTH pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH 0Ka3aTeJbCTB —

5).

Pexomenayercss BceM mnanueHTaM NpU YCTaHOBJIEHWMHM auarHoza XMJI mpoBoauTh
OMOXMMHUYECKHI 00IIeTepaneBTUUECKU aHallu3 KPOBU: MCCIICIOBAHUE YPOBHS OOIIEro
OwMpyOrHaA B KPOBH, OMpEeIeHNE aKTUBHOCTH acmapTaTaMHHOTpaHC(hepasbl B KPOBH,
oTpeieIeHne aKTUBHOCTH allaHUHAMUHOTpaHc(epassl B KPOBH, OINpeIeIeHNEe aKTHBHOCTH
JIAKTATACTUAPOTCHA3bl B KPOBH, UCCIICAOBAHNC YPOBHA MOUCBHUHLBI B KPOBH, UCCIICAOBAHHUC
YpOBHSI MOYEBOM KHCIOTHl B KpPOBH, HCCJIEIOBAaHHE YPOBHS KpEaTMHHHA B KPOBH,
HCCJIEIOBaHKE YPOBHS 00IIero 0eKa B KpOBHU, UCCIICIOBAHUE YPOBHS aTbOyMHHA B KPOBH,
OTIpeieIeHne aKTUBHOCTH ILEIOYHOM (ochaTasbl B KPOBH, AIIEKTPOIUTHI (MCCIICIOBAHHE
YPOBHA KaJINsAd B KPOBU, UCCIICAOBAHUC YPOBHS HAaTpPpUSA B KPOBHU, UCCICIAOBAHUC YPOBHA
001Iero Kajabllis B KPOBH, MCCIICIOBAHHUE YPOBHS Heopranudeckoro ¢ochopa B KpOBH,
UCCJIEIOBAaHUE YPOBHS OOILEro MarHusi B ChIBOPOTKE KPOBH), OMpEEICHNE aKTUBHOCTH
aMuJia3bl B KPOBHU, OIIPCACIICHUC AKTUBHOCTH JIMIIA3bl B CBIBOPOTKEC KPOBU, UCCJIICJOBAHUC
YPOBHA TJIFOKO3LI B KPOBU, UCCICAOBAHUC YPOBHA XOJICCTCPpUHA B KPOBU, UCCIICAOBAHNC
YPOBHS TUMIOTIPOTEUHOB B KPOBHU U HCCJIEIOBAHUE YPOBHS XOJIECTEPUHA JIUIONPOTEUHOB
HU3KOM IMJIOTHOCTH, P aHEMUYECKOM CUHIPOME TONIOJTHUTENIBHO: UCCIIeI0OBaHe OOMeHa
xenesa, ¢onuenast Kucnora, B12 nns oueHku QyHKIMH OPraHOB M CHCTEM Ha MOMEHT
YCTAHOBJICHUA AWArHo3a u IIaJIBHeI\/’HHeI‘O KOHTPOJIA BO3MOXHOM TOKCHYHOCTH TCparunu

WTK [10, 129, 130].

YpoBenb yoenurtebHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB —

5).

PexoMeHayercss BceM IallMEHTaM IIpU yCTaHOBIeHUMH auarHo3a XMJI mpoBoauts
LIUTOJIOTUYECKOE MCCIIEA0BAHNE Ma3Ka KOCTHOTO MO3Ta (MHesorpaMma) AJisl ONpeAeIeHUS
craauu 3adoneanus [1, 10, 11, 128, 129].

YpoBenb yOeaurTeqbHOCTH pekoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5).
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Pexomenayercss BceM NanMeHTaM MpH YCTaHOBJIEHMM nuarHo3a XMJI, mpoBoauTh
[IUTOTCHETHYECKOE  HCCleoBaHUEe  (KapUOTHI) KJIETOK KOCTHOTO  Mo3ra s
MOATBEpKIeHUsT Hanmuusi Tpancimokauu t(9;22)(q34;ql1) (Ph-xpomocomsr). [1, 10, 11,
101, 129, 130].

YpoBenb yOeauTeabHOCTH pekoMeHaanuid — C (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5).

Kommenmapuii. Kenamenvnho nonnoe xapuomunupoganue He meHee 20 memaghas ons
ucxkmouernusi J{IXA. Monexyniapno-eenemuueckoe ucciedosanue (FISH-memoo) na oouy
napy XxXpomocom 0ns 8viaeneHus xumeproeo eena BCR::ABLI pexomendyemcs npu
HeuHgopmamugHocmu — CMAaHOapmMHO20  YUIMO2EHEeMU4ecKko20 UCCIe008anus  (Hem
MUMO308, HEYOOBIEeMBOPUMENbHOE KA4eCmeo Mamepuana), npu  KpPUnmudeckux
(CKpbimbix) nepecmpouKax, 6blsAGNeHUU BAPUAHMHBIX  MPAHCIOKAYUL  (CIOMHCHBIX
Mpauciokayull ¢ 8oeredeHuem mpex u 0onee XpoMOCOM), a mMakxdce Omcymcmeuu
axcnpeccuu BCR::ABLI p210 u He803MON’CHOCMU BbIAGNIEHUSs AMUNUYHBIX B8APUAHMOB
xumepuvix mparckpunmos memooom IT1P [1,12,13,105].

PexoMenayercss BceM IallMEHTaM IIpU yCTaHOBIeHUMH auarHo3a XMJI mposoauts
onpejeNeHue Tuna XuMepHoro tpaHckpunta BCR::ABLI wmeronom IIIP, a Taxxke
onpenenenue skcnpeccun MPHK BCR-ABL p210 (koJW4YeCTBEHHOE) ISl XHUMEPHBIX
TpaHckpunToB €l13a2 wim el4a2 ¢ 1enblo0 AAIbHEWIIEr0 KOPPEKTHOTO MOHHUTOPHHTA
MOJIEKYJISIPHOTO OTBeTa Ha Tepanuto npenaparamu UTK. [1,10,11, 13-17, 129, 130].
YpoBeHb yOeauTeJbHOCTH pekoMeHAanuii — B (ypoBeHb /10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 3).

Kommenmapuit. B cnyuae omcymemeus munuunwolx 0asa XMJI xumepuvix mpanckpunmos
BCR::ABLI p210 credyem 6vinoinums KauecmeeHHoe onpeoeieHue amunudHblx munos
mpanckpunmos BCR::ABLI1 p190 u p230, a 6 ciyyasx ux omcymcmaus u opyaux b6o.ee
peoKkux 6 Jabopamopusix, 81a0erowux OAHHbIMU MemoouKamu, Jaubo nposecmu
uccneoosanue memooom FISH — Monexyiapno-yumoeenemuyeckoe ucciedosanue (FISH-
Memoo) Ha 0OHY Napy Xpomocom 0Jis 8visasieHus xumepnozo eena BCR::ABLI. [13—-17].
PexoMeHnayeTcst mpoBeieHUE TTaleHTaM B (Da3e akcenepaluu win 61actHom kpuze XMJI
JUISL  OTpe/eieHUs] ONTHUMAJIbHOW TaKTUKH Tepamuu IO TOKa3aHUSIM CIIEIYIOIINUX
JIOTIOTHUTENBbHBIX uccaenoBanwmii [1, 10, 11, 129, 130]:

Omnpenenenne HLA-aHTUr€HOB WM MOJIEKYJISIPHO-TEHETUYECKOE  MCCIIEIOBAaHUE
ructocoBmectTuMocT (HLA) BpICOKOTO paspemnieHus mpu MOMOIIN CEKBEHUPOBAHUS TSI

1o100pa JIOHOpa KOCTHOTO MO3Ta.
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YpoBenb yoeaurTeabHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH J10KA3aTeJIbCTB
-95).

Kommenmapuii. ViccnenoBanue BIIOJIHAIOTCS IIOCE KOHCYJIbTAIMK B TPAHCIUIAHTALIMOHHON

kinauKe. Y 60mpHBIX ¢ BK XMJI uccnenoBanne mpoBOAUTCS TIPH AOCTKEHUU 2-i1 XD, B

ciydae, €CJId MalMeHT MOJIOKE 65 JeT.

2.

HuToxuMHuyeckoe ucciieJoBaHNe MUKpOIpenapaTa KOCTHOIO MO3Ta: MUEJIONEPOKCHIA3a,
munuasl, PAS-peakuus, anbda-HapTuiadcrepaza npu OmactHoMm Kpmze XMJI s
OINpeNieNIeHNs] JIMHEWHOW HaNpaBIEHHOCTH OJIACTHBIX KJIETOK IPU HEBO3MOXHOCTH
BBINOJIHEHUS] IMMYHO()EHOTUIIMPOBAHUS KOCTHOTO MO3ra.

NmmyHodeHoTunupoBaniue OHMOJOTHUECKOT0 MaTepuana JUis BBISBICHHS MapKepoB
remo61acTo30B npu O1actHOM Kpuze XMJI st onpeeneHus TMHEHHOM HanpaBIeHHOCTH
OJIACTHBIX KJIETOK.

[TaTtosoroanaroMuueckoe HUCCaeAOBaHUE OHMONCHIHOTO (OMEPAaIlMOHHOTO) MaTepHalia
KOCTHOTO MO3Ta (TpernaHOOHOIICHs) ¢ ONpeAeTIeHUEM KIETOYHOCTH U CTeneHu (hudposa

IMpU UTOIICHUU.

V¥ nanuentoB ¢ BK XMJI — cniHHOMO3roBasi MyHKIIMS C MOCJIEIYIOMMUM [TUTOJIOTUYECKUM
WCCJICIOBAaHUEM W/WJIM MMMYHO()EHOTHUIIUPOBAHUEM OHMOJIOTMUECKOTO Marepuaja s

BBISIBIICHHSI MapKEPOB reM0o0JIaCTO30B

YpoBenb yoenureJbHOCTH pekoMeHaauuii — C (YpoBeHb JOCTOBEPHOCTH 0KA3aTeJbCTB —

5).

Kommenmapuu: HLA-munuposanue nposooumcs oas noucka HLA-coemecmumozco

C)OHOPCZ nayuesmam, KoOmopbiM NOKA3AHO 6blNOJIHEHUE annoeennon TICK. llumoxuMuquKoe u

UMMYHOeHOmUunuyeckoe uccie0o8anus OIACMHbIX KIemoK npu oaacmuom Kpuze XMJI

mpebdytomcs 011 OnpeoeiieHuss TUHEUHOU HANPAIeHHOCMU ONACMHbIX KIemoK U 6bloopa

ONMUMATILHOU CXeMbl xumuomepanesmu4deckoco 6030eticmeus. 1 ucmonocuyeckoe ucciedo8anue

KOCMHO020 MO0324 HeoOX00UMO OJis onpedeﬂenuﬂ NPpUYUHbl pazeumusld yumonenuu u 8bl60pa

ONMUMAIbHOU MAKMUKU ee Koppexkyuu.

2.4. UHCcTpYMEHTAJbHLIE TMATHOCTHYECKHE HCCJIEeI0OBAHNS

Pexomenayercst IpOBOJAUTH BCEM MAlIMEHTaM Ipu oAo3peHnu Ha XMJI ynbTpa3BykoBoe
uccienoBanue (Y3U) cene3eHku C eblo ONMPEIeIICHHsI €€ pa3MepPOB IS OIICHKH 00bEéMa

ONyXOJIEBOM Macchl M cTagupoBanus mpoiecca [10, 129, 130].

YpoBenb yOenuteabHocTH pexoMeHganuii — C  (ypoBeHb [10CTOBEPHOCTH

J0Ka3aTeJbCTB — 5).
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2.5. Uable f1HArnocTu4ecknue uccjaeq0Banus

e PexoMeHaywTcsi A8 BCeX MAIMEHTOB IpHEM (OCMOTp, KOHCYJbTAllMs) Bpaydei-
CHELMATNCTOB IO TMOKa3aHMUAM, KOTOpble OOYCIIOBJIECHBI HAJMYUEM COMYTCTBYIOLICH
naTtoyioruu  (Bpadya-KapauoJiora, Bpada-3>HIOKPUHOJIOra, Bpayda-aKyliepa-THHEKoJora

u ap.), npu HazHadeHnn MU TK mist ontumansHoro Beioopa npenapara [10, 129, 130].

YpoBenb yOeaurTeqbHOCTH pekoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH
J0Ka3aTeJbCTB — 5).
Kommenmapuii: ocoboe enumanue ciedyem yoeaums OYeHKe KapOUOBACKVIAPHLIX

PDUCKO8.

3. JleyeHne, BKIIOYASA MEIUKAMEHTO3HYI0 M1 HEMEIMKAMEHTO3HYI0 TePaNliu,
AMETOTEPaANuIo, 00e300,1UBaHNe, MeIUIUHCKHE MOKA3AHUS

H NMPOTHBONIOKA3aHUA K IPUMECHCHHUIO METO10B JICHCHHUSA

Oobuwue npunyunel 1eueHusn

ens coBpemennoi Teparmmun XMJI — makcumanbHOe moaasieHue Ph-monoxxureasHOTO
OITYXOJICBOTO KJIOHA, MPEAYNPEXKICHNUE PA3BUTHUSI PE3UCTCHTHOCTH M OOECIIeUeHUE IUTEITHHON
BBDKMBAEMOCTHU TIPHU XOPOIIEM KadecTBe >KM3HU. OCHOBHBIM CPEJCTBOM TEPANMHU U CTAHJAPTOM
JICYCHHS B HACTOSINEE BPEMS SBJISICTCS MPUMEHEHHE MHTHOUTOPOB THpo3uHKKHHA36l BCR-ABL
(UTK). [lanubie mnpemapaThl 00J1aal0T CIIOCOOHOCTBIO TapreTHOro (IeJICHANPaBICHHOTO)
Bo3aeiicTBus Ha BCR::ABL1-nosoxurenpHble OITyX0JIEBBIE KJIETKU U JOJKHBI HA3HaYaThCsl BCEM
nanyeHTaM moclie moATBepxkacHus auarnoza XMJL. Mexanusm nevictBus UTK oOycioBnen
omokamoit AT®d-ces3piBatomero kapmana Mojekynsl BCR::ABL1, dro numaer O0enok
BCR::ABL1 THpo3WHKHWHA3HOW aKTUBHOCTH, JAIOIICH OMyXOJICBBIM KJIETKaM IpoJindepaTuBHOE
MPEUMYILECTBO.

CobmroieHne TPUHIMIIA HENPEPHIBHOTO U TOCTOSHHOTO BO3JCHCTBUS Ha OIYXOJICBBIN
KJIOH sBIsgeTcs OcHOBOM 3ddextuBHOCcTH nedenus. l[lepepwiBe B mpueme HWTK moryr
CIocoOCTBOBATh CHIDKEHUIO 3 (ekTUBHOCTH Tepanuu. PerynaspHbIi KOHTPOIb pPe3ylbTaToB
Tepanuu ¢ MOMOIIBI0O MOJEKYJISIPHO-TEHETUUECKUX METOJI0B, CBOEBPEMEHHAs OLICHKA OTBETa Ha
JIeYEHUE U MepEeKIIIoueHe Ha cienyroyto JnHuo U TK B cirydae pe3ucTeHTHOCTH K TPOBOIUMOMN
TEepanuu SIBISIOTCS KJIIOUYEBBIMH (AKTOpaMM, BIUSIOUIMM Ha OTHAJEHHBIE PE3yJbTaThl
BbDKMBaeMocTy npu XMJIL. AjtoreHHast TpaHCIUIAHTAIUS TEMONO3THYECKUX CTBOJIOBBIX KIIETOK
(amnoTT'CK) paccmatpuBaetcs nist manueHToB XMJI XD ¢ Heynauei Tepanuu 2-X U 6oJiee THHUN

UTK, B nponBunythix pazax XMJI (PA u bK), npu nanmuuu myraruun T3151 B rene BCR::ABLI
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n HeP((PEKTUBHOCTH TOHATMHMOA MM aCIMMUHMOA, a TAaKXKEe MPU HEMEPEHOCHMMOCTH BCEX
noctynubix UTK.

Tepanusa UTK nokazana Bcem nanuentam XMJI. Pesxxum npuema exeHEBHO, UIMTEIBHO,
nocTosiHHO. HavanbHas 103a UX HE 3aBUCHUT OT 110J1a, MacChl Tea, pocTa, packl nmauueHTa. [Ipuem
npenapaToB MOKHO HAa4YMHATH MPH JIO0OOM yucie jeikonuToB. Bo3moxHocts otmensr UTK y
MAIMEHTOB CO cTa0MIBHBIM rTy0okuM MO ommcana B pazzene 6.

[Ipu nocrostnHOoM Bo3aeictBun WTK mnpoucxomsT pemykuus OMyXOJIEBOIO KJIOHA
¥ BOCCTAHOBJICHHE HOPMAJIbHOTO FeMOII033a, CHUYKAETCSl PUCK MPOTrpeccUpoBaHus 3ab0eBaHus,
YBEJIMYUBAETCS JUIUTEIbHAs BEDKUBAEMOCTh MAlMEHTOB. JlocTHKeHne G0IBIIOr0 MOJIEKYISIPHOTO
orBeta (BMO) sBisieTcss OCHOBHBIM II€JIEBBIM PE3yJbTaTOM TEpanuud W MPOTHOCTUYECKU
ONaronpusATHBIM (PaKTOPOM IUTEIHHONW BBDKMBAEMOCTH 0€3 MPOrpecCUpOBaHUs MPU YCIOBUU
MOCTOSIHHOM Teparuu.

Kpurepun onpeneneHuss reMaroJOrM4eCKOrO LUTOIE€HETHYECKOTO, MOJIEKYJISIPHOTO

oteeroB npu Tepanun UTK y Bcex maruentos ¢ XMJI npencrasnens! B Tad. 3.

Tabmmna 3. Kpurepun reMaTogoru4eckoro, LUTOT€HETUYECKOTO M MOJIEKYJISPHOIO
otseros [1,10,11, 129, 130].

Bua orBeta Omnpenenenne

["emaTosOrnYecKuii
(KJIMHHUKO-
reMaToJI0rH4ecKmii)

JTetikormThl Meree 10 x 10%/1

bazodwuiisl meHee 5 %

[Tomusii (I1T70) B remMorpamMMe HET MHEIIOIIUTOB, IPOMHUEITIOIIMTOB, MHEIIO0JIACTOB
Tpom6Gorutsl Meree 450 x 10°/n

Ceie3eHKa HE MAIBIUPYETCS

IluToreneTHYecKmii'

[Tonumiii (ITLIO) Ph-xpomocoma B Metadazax ne onpenensiercs (Ph* 0%)
Yactrunsiii (YLIO) Ph-xpomocoma B 1-35 % meradas (Ph' 1-35 %)
Mausiii (MIIO) Ph-xpomocoma B 36-65 % metadas (Ph' 36-65 %)

Munumansabiii (Mual{O)[Ph-xpomocoma B 66-95 % metadas (Ph' 66-95 %)
Otcyrcrsue (et 11O) Ph-xpomocoma B Gonee 95% meradas (Ph™>95%)

MoJtekyastpHbIii®
.o 0 o
EMO (MO3,0) COOTHOIIICHHE ZiCR. :ABLI1 /ABLI <0,1 % u >0,01% 1o
MexxayHapoaHoit mkaine (IS)
Cootnomenne BCR::ABLI /ABL BCR::ABL1 <0,01% u
. >0,0032% no mexayHapoHoi mkaie (IS) nmmn
[ rybormit MO MO 4.0 HeomnpenensieMblil ypoBeHb BCR::ABLI npu Konu4ecTBe
ABLI >10000 n <32000 xonwii
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Cootnomenne BCR::ABL1 /ABL1<0,0032% u >0,001% 1o
MexXayHapoaHo mkaine (IS) wiu HeonpenenseMplil ypoOBEHb
BCR::ABLI npu xonuuectBe ABL1 >32 000 u <100 000
KON

Cootnomenne BCR::ABLI /ABL1<0,001% mo

MO 5,0 (mexayHnapoanoi mkane (IS) nunm HeonpenensieMblil ypoBeHb
BCR::ABLI npu konuuectBe ABL1 >100 000 xonwuii

MO 4,5

3.1. JlekapcTBeHHOe JIeYeHHe Y B3POC/IbIX NALMEHTOB

3.1.1. IIpenaparsl s Tepanuun XMJI u pexxum 103upoBaHus

Bri6op MTK y Bcex OOJBHBIX BBIMOJHSAETCS C yYETOM COITYTCTBYIONICH MAaTOJIOTHH,
MYTaIMOHHOTO cTaryca, ¢pa3sl XMJIL.

B Poccuiickoii ®@enepaunu mig sedeHuss XMJI y B3pociablX B HacToslee BpeMs
3apeructpupoBanbl U'TK BCR-ABL nepBoro nokonennst (MTK1) umatuan6** u UTK BTOpOro
nokoneHuss (MTK2) HumotmHuO**, nmazatuHnO**, 603yrmuHHO™*. VY B3pOCHBIX OOJNBHBIX BCE

ykazanHble UTK 3apeructprupoBanbl 115 TEpanuy B IEPBOM U MOCIEIYIOINX JIMHUSAX TEPAIUH.

3.1.2. llepBast iuHusa Tepanuu UTK nanuentos ¢ XMJI
e PexoMeHayeTcsi BCEM IMAalMEHTAM TMPU BIEPBLIC BBISIBICHHOM IMOJIOXKHUTEILHOM TIO
¢unagensduiickoir xpomocome XMJI B XD, wucnonp3oBaHue HUMaTUHHOA**  Kak
npenapara 1 quann ais tepanun XMJI B pexxume MmoHoTeparuu [ 18-19]. (cm. Tab. 5)
YpoBeHb yO0eauTEJHLHOCTH pekoMeHAamuii — A (ypoBEeHb JOCTOBEPHOCTH
JI0Ka3aTeNbCcTB — 1).
o PexoMeHayeTrcsi BCEM TMAIMEHTaM TPU BIEPBHIC BBHISBICHHOM IOJIOKHTEILHOM TIO
bunanenbduiickoir xpomocome XMJI B DA ncnonp3oBaHue UMaTHHIOA™** Kak mpemapara
I nuaum nna teparmun XMJI B pexxume MOHOTepanuu W BceMm marnueHtam B bK kak
npermapata 1 JMHMUM B peXHME MOHOTEpanMM W B KOMOWHAIMU C JIPYTUMHU
IIPOTUBOOITYXO0JIEBBIMU Npenaparamu [20-24].
YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — B (ypoBeHb T0CTOBEPHOCTH JI0KA3aTEIHCTB
-2).
Kommenmapuu: umamunu6** — HTK nepsoco nokonenusi ¢ ceneKmugHOCMbIO
6 omnowenuu BCR::ABL1 muposzunxunasel, maxoce cnocoben uneudbuposams c-KIT, PDGFR-
KUHasuyro akmugHocmo. Ilpu npumenenuu umamunuba™* ¢ 1 nunuu mepanuu obwas
svlocusaemocms K 11 200am cocmasnsiem 83 %, eviorcusaemocms 6e3 npozpeccuposanus 00 PA
u bK — 92%, uacmoma npoepeccupoganus 6onresnu k 11 2ooam mepanuu ne npesviuiaem 7%.

Honnwiii yumoeenemuueckuii (I11L[O) oocmueaemes y 83 % nayuenmos [19].
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y bonbuuHCmea nayuenmoes COXPAHAIONMCA xopouiee Kayecmeo HCU3HU

u mpyoocnocobHOCMb.

Abconomusix npomMugonoKazanutl 0Jis NPUMeHeHUs uMamuruba** ne sapesucmpuposaro,
Credyem mwamenvHo HaAOIOOAMb 3 NAYUESHMAMU C HU3KOU (hpaxyueti 6blopoca cepoya

Cnedyem mwamenvHo HaOI00aAMb 34 NAYUEHMAMU C HUSKOL CKOPOCMbIO KIIYOOUKOBOU

Gurompayuu

Haubonee wacmeimu npuuunamu nioxou nepeHoCUMOCmuy umMamunuba™* aensomes:
3A0epPAHCKA HCUOKOCTU,

CUMNMOMbL CO CHOPOHBL HCELYOOUHO-KULUEUHO20 MPAKmd,

MblULeYHbLe CNA3MBbL,

boau 6 cycmasax,

KOJICHAS CbINb

HOBBIUUEHHASL YIMOMISIEMOCTDb

Mnocue uz smux nesxcenamenbHvix A61eHUL npoxod}zm CO 8pemMeHeM Ujiu nocjie KoOponKkozco

npepvlearusl 1e4erusl. y nayuenmoes ¢ xpouuquKoﬁ mokcuyHocmolo 1-2 cmenenu 803MOINCHO

OnumenvHoe CHudCeHue 003bl umamunuoba™** npu ycrosuu oocmudicenus u coxpamenuss MO

[101].

Joza cocmasnsem 400 me umamunuba** ¢ cymru o X u 600 me umamunuba™* 6 cymxu

onsi @A u BK [19-23]. Ilpenapam pexomenoo8ano npunumams OOHOKPAMHO 80 8peMs eobl,

3aNUBAS NOJIHLIM CMAKAHOM 800bl. ,HOB’bl npenapama ons 63pPOCIIbIX 6 3asucumocmu om d)a3bl

XMUJI yxazanvl 6 maon. 4.

CHudicenue 0031 HEOOXO00UMO NPOBOOUMb NPU PA3BUMUL ABTEHUL MOKCUYHOCMU.

Tabauna 4. J1o3s1 uMaTHHIOA™** MipH Ie4eHUM B3pOCIBIX HarueHToB ¢ XMJI

Jo3a XD ®A u BK
CrapToBas 103a 400 mr/cyT 600 Mr/cyT
[ToBbimieHne 10361 (+1) 600 Mr/cyT 800 mr /cyT
[ToBbimieHNE 10361 (+2) 800 Mr/cyT —
CHukenue 10361 (—1) 300 mr/cyr 400 mr/cyT

PexoMeHnayeTcsi BceM B3pOCJbIM ManueHTaM B XD HCHOIb30BaHNE HIJIOTHHUOA** Kak
npemnapara nepBoi tuHun i tepanun XMJI B pexume Mmonotepanuu [25]. (cM. Tab. 5)
YpoBeHb y0eauTeNbHOCTHM PpekoOMeHAanmii — A (ypoBeHb JOCTOBEPHOCTHU

JTIOKA3aTeNIbCTB — 2).
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Kommenmapuu: nunomunud ** — mownwiii, evicokocenexmusHuiil uneubumop BCR-ABLI1
mupo3unkurasvl. Mmeem 6onvuiee cpoOCmeo K Helli N0 CPABHEHUI0 ¢ UMAMuUHUbom**, akmueen 6
omuowenuu oonvuuncmea mymayuii BCR-ABL1. Bvinyckaemcs 6 eude kancyn no 150 u 200 me.
B I nunuu mepanuu noxazan nayuenmam ¢ X@ XMJI 6 nauanvroii 0oze 600 me/cym [25]. [lpuem
ocywecmensemcs no 300 me 2 paza 6 cymku ¢ unmepsaiom npumepro 12 uacos. Pekomernoosan
npuem mpenapama Cmpo20 HAMOWAK, MaK KAK Nuwa 3HAYUMENbHO — Yeeauyusaem
ouooocmynwocms  npenapama (0o 80 %), umo Gedem K YGeIUYEHUIO KOHYEHMpayuu
Hunomunuba** 6 nnasme. Ilpunumamo npenapam ciedyem He panee uem uepes 2 uaca nocje eobvl,
nocie npuema HUIOMuHUOa™** nuwy credyem npunumams He panee yem depes 1 yac. Kancynvl
HeoOX00UMO 3anu6ams 00CMAMOYHbIM KOJUYECMBOM BOObL.

Ipu pazsumuu moxcuyeckux sgieHutl 003a HUIOMuHuOa™** moocem Ovims CHUdICEHA 00
400 me 1 paz 6 cymku (maon. 5).

Ilpu mepanuu HunomunubomM™* credyem MOHUMOPUPOBAMb NOKA3AMENU COCHOAHUSL
CepOeyHo-coCcyOUCMOU CUCTEMDL.

Hanuuue 6 anammesze uwemuueckou Oone3Hu cepoya, yepeopo8acKyIApHuIX 0o.e3Hell,
OKKJIIO3UOHHLIX — 3a007e6anuil  nepugepuyeckux  apmepuil  A614emci  CMpocUM
npomueonoxKasanuem Ojisi NpUMeHeHUs: HUIOMmuHuba ** 6 kauecmee nepeoul IUHUYU Mepanuu.
llayuenmvl ¢ apmepuanvHol 2unepmeH3uell, unepxoiecmepuHemuei. U caxapHbvim
ouabemom makaice uMerom nOBbIULeHHbLL PUCK NPpU NPUMeHeHuu Huromunuba™* [101]
e Pexomenayercsi Bcem nanuentam B X® ucmnonp30BaHUE Aa3aTHHUOa™* kak mpemapara

niepBoit simHNK 17151 Tepanuu XMJI B pexxume MoHoTeparnuu [26]. (cm. Tad. 5)

YpoBeHb y0equTebHOCTH pekoMeHaanunii — B (YpoBeHb TOCTOBEPHOCTHU JOKA3aTEIbCTB

-2).

Kommenmapuu: oazamunud™* — muocoyenesoul npenapam, 63aumoOeiuicmsyowuil co
MHOUMU MUPOSUHKUHAZHLIMU U HEMUPO3UHKUHAZHbIMU Oenkamu. OH uneubupyem cireoyroujue
muposzunkunaszwel: BCR::ABL u cemeticmea SRC (SRC, LCK, YES, FYN), c¢-KIT, EPHA2,
PDGFRPB, PDGFRa. Cnocoben in vitro uneubupogams pocm KIemOUHbIX JUHUL C
eunepaxcnpeccuei  BCR::ABL, axmueayueu  anvmepnamuHvblX  OHKO2EHHbIX — nymel,
sxatouarowux kunaszwvl cemeticmea SRC (LYN, HCK). [loxazana eozmodcnocms npenapama
NPOHUKAMb uepes cemamodnyeqharuyeckull bapvep.

Pexomenoyemas 0oza oaszamunuba** ons X® cocmasnsem 100 me/cym [26]. Ilpu
SABNCHUSAX MOKCUYHOCMU 0034 0azamunuba™** nayuenmam 6 XD moocem 6vimv crudxcena 0o 50
me 1 paz (maban. 5). [annwvix 06 3¢ppexmusrocmu nogvluternuss 003vt dazamunuoa™** 0o 140 me/cym

npu pesucmeHmHocmu K cmandapmnod 0o3e Hem. B ces3u ¢ amum 6 KIuHUYeCcKou npakmuke
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yeenuuerue 003bl npenapama npu HedoCmamouHou 3poexmusHocmu e2o cCmaHoapmHol 003bl
HeyenecooopasHo.

Tepanusa oazamunubom™** conpsasxicena ¢ NOBbLIUEHHBIM PUCKOM DA3BUMUSL NIEEPATbHBIX
gvinomos (0o 37%), Komopwvie MO2ym pazeueamvCs 0axice NOCle HECKOIbKUX Jlem paHee
HEOCNI0JCHeHHO20 JledeHusi. B pedkux cnyuasx paseueaemcs J1e2ounds apmepudibHas
eunepmensus. Hanuuue 6 anamuese niegpo-nyibMOHAIbHBIX UTU NEPUKAPOUATLHBIX 3A001€8aHULL
AGNAIOMCA  CMPOUMU  NPOMUBONOKAZAHUAMU K NPUMEHeHUlo oazamuHuba™* 6 kauecmee
npenapama nepsgou aunuu mepanuu [101].

o Pexomenayercsi BceM B3pocibiM mnanueHTaM B X® ucnonb3oBaHue 003yTuHHOa™** Kak
npemnapara nepBoi uHun i Tepanu XMJI B pexume monotepanuu [100]. (cMm. Ta6. 5)
YpoBeHsb y0equTebHOCTH pekoMeHaanunii — B (YpoBeHb TOCTOBEPHOCTHU JOKA3aTEIbCTB
—-2).

Kommenmapuu: bozymunu6** — uneubumop xumaszer BCR-ABLI1, a maxoce xunasz
cemericméa SRC, ¢ mom uucnre SRC, LYN u HCK. [Ilpenapam obraoaem munumanvuou
uHeubupyrowel akmusHocmolo 6 omuouleHuu peyenmopoé PDGFR. Cmanoapmuas 0o3a 014
mepanuu 6 I-oti nunuu y nayuenmog 6 X® cocmasnsiem 400 me 6 cymxu. B cnyuyae
HeXCeNamenbHbIX AGNeHUl, NPEenamcmeyiouux NPoOOINCeHUI0 mepanuu 8 cmaHoapmHou 0o3se,
0oza mooicem Ovimb cHudxcena oo 300 me 1 paz 6 cymku (mabn. 5). Hem oOannvix 00
aghghexmuerocmu nogvluteHusi 003vl 603ymunHuba™* npu neaghghexmuenocmu cmarHoapmHou 003bl
npenapama. B ceazu ¢ smum 6 KiuHuuecKkou npakmuxe yeenuuenue 003bl Npenapama npu
Hed0CmamouHoU 3heKkmusHocmu e2o0 CMmaHOapmHoll 003bl HeyerecooopPasHo.

Huxaxux conymcmeyrowux cocmosnutl u cepbe3uviX NpOomu8onoKa3aHuil 0 mepanuu
003ymuHuOOM ** He 8bis811EHO.

Obviuno npexooswas ouapes ecmpeuaemcs y 30% nayuenmos, umo modcem Oblmb
becnoxosawum nobouHvIM 3¢ pexmonm.

Moowcem Habnwooamscs 6pemenHoe noGvluleHUe aKmueHOCmMU amunompancgepas, 6
OCHOBHOM 8 nepsvle Hedeau unu mecayvl neverus [101].

Ipumenenue UTK?2 (nunomunud™*, oazsamunud™*, 603ymunu6™**) 6 1 nunuu nreuenus no
CpasHeHuro ¢ umamunubom™* docmosepno 6onee 3QPHEeKMUBHO NO CHUNCEHUIO 8EPOSMHOCIU
npoepeccuposanus XMJI u 6onee gvicokoii uacmome 0ocmudicenus enyooxkozo MO 6 b6onee pannue
cpoku. [lpumenenue nuromunuba™* 6 nepgoul aunuu 8 0oze 600 me/cym nossonuno uepes 1 200
mepanuu docmuds BMO y 77% nayuenmog no cpasnenuto ¢ oocmudicenuem BMO y 60%
nayuenmos, noayyaswux 400 me/cym umamunuba™*. K 5 200am mepanuu enyooxuii MO4,5
docmuenym y 54% nayuenmoe 6 epynne Huromunuba** 600 me/cym 6 cpasnenuu c 31%
nayuenmos 8 cpynne umamunuba** [25]. Cpaenenue oazamunuba** 6 ooze 100 me/cym
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¢ umamunubom** 6 0oze 400 me/cym 6 1 tunuu maxice NOKA3ani0 NPEuUMyuecmaso 8 O0CMUNICeHUU
BMO k 1 200y neuenus: y 76% nayuenmos, noayuaguux oazamunud **, npomus 64% nayuenmos
Ha mepanuu umamurnubom™* [26]. Ilpumenenue O603ymunudba™** 6 nepeou nunuu 6 0oze 400
me/cym no3zgoauno uepes 2 eoda mepanuu oocmuub bBMO y 67% nayuenmos no cpagmenuro ¢
oocmudicenuem bMO y 57,5% nayuenmos, nonyuasuwiux 400 me/cym umamunudba **
Hunomunu6™* u oasamunu6** obecneuusaiom 6oee 8blCOKYIO 4acmomy OO0CHUICEHUS]
MO4 u MO4,5 no cpasnenuio ¢ umamuHubOomM™**, ymo modHcem y8eiudUmsb YUCIO NAYUEHMO8,
20MOBbIX 8 NEPCNEKmue K KOHMpoaupyemomy Haoarooenuro be3 mepanuu. K 5 cooam mepanuu
enyboxuti MO4,5 oocmuenym y 42% nayuenmos 6 epynne oazamunuba™* ¢ cpasnenuu c¢ 33 %
nayuenmos 8 epynne umamunuba®* [25,26]. Takowce umeromesi oanuvie u o boabulell yacmome
MO4,5 npu neuenuu 6O03ymuHuOOM** no cpaswenuro ¢ umamunHubom™*: 47,4% u 36,6%
coomeemcmeenno Kk 5 200y mepanuu [106]. Ilpu smom 603modCHOCMb  pa3eumus
HebazonpusimHuIX coobimuil (Hanpumep, OKKI03UuU nepupeputeckux cocyoos npu npumeHeHuu
HUrOMuHuba™*, pazeumue niesparbHO20 8bINOMA NPU ONUMENbHOU mepanuu 0a3amuHuoom **)
mpebyem oyeHKu coomeemcmaylowux ¢akmopos pucka y nayuenmog [26,29-31]. Ilpoghunv
MOKCUYHOCMU UMAMUHU6a™* signsemcs Haubonee 6€30NACHbIM, A ONbIM NpUMeHeHus 8 1 TuHuu
Jevenusi — Haubonee oaumenvhviM 6 cpasHenuu c opyeumu HUTK. Taxoce smo naubonee
0oCmynHblil Ha ce200HAwHUU delb npenapam. OOHAKO, 8ePOAMHOCMb ObICIPO20 OOCMUNCEHUS
BMO u enyboxoeo MO npu neuenuu umamunubom™* no cpasnenuio ¢ UTK2 nuowce [25,26].
Hmamunuod** mosxxcem 6vime onmumanbHo mepanueti 015 RAYUEHMOos ¢ 2PYNNOTL HU3K020 PUCKA,
oonvbHbIX  cmapwe 60 1em  u/uru  NAYUEHMO8 €  CONYMCMEYOWUMU  3A001e8aAHUAMU,

oepanuyusarowumu HasHavenue UTK2.
3.1.3. Bropas u caenyrommue Juauu Tepanun UTK nanuentos ¢ XMJI

e Pexomenayercss B3pocibiM TmanueHTaM B X@® UCMONB30BaHHWE HWJIOTHHHUOA™ ™,
na3aTuHuOa™* 1 603yTHHMOa™* Kak mpenapaToB 2-i U MOCIEAYIOMINX JIUHUH U1 Teparuu

XMJI B pexxume monotepanuu. [32—34, 37] (cM. Tab. 5)

YpoBenb yOeauTeqbHOCTH pekoMenaanuid — C (ypoBeHb [10CTOBEPHOCTH

AOKA3aTeJbCTB — 4) — 11 HIIIOTUHUOa™* 1 003yTHHMOA** y B3pOCIIBIX.

YpoBeHb yOeauTeJbHOCTH pekoMeHAanuii — B (ypoBeHb /10CTOBEPHOCTH

J0KA3aTeJbCTB — 2) — [Tl 1a3aTHHUOa** y B3pOCIIBIX.

e Pexomenayercss B3pociabiM mamueHTamMm B DA ucnonp3oBaHWE HWIOTHHHOA™ ™,
nazatuHuOa™** n 603yTuHUOa™* Kak mpenapaToB 2-i U MOCIEAYIOMIMX JIMHUH TS TEPArTuu

XMJI B pexxume monotepanuu. [36,111-113]. (cm. Tad. 5)
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YpoBenb yOeauTeqbHOCTH pekoMenaanuid — C (ypoBeHb [10CTOBEPHOCTH

A0KA3ATeJbCTB — 4) — /U1 HUJIOTUHNOa™* 1 603yTHHHOA** y B3pOCIIBIX.

YpoBeHb yOeauTeJbHOCTH pexoMeHAanuii — B (ypoBeHb /J10CTOBEPHOCTH

I TeJLCTB — 2) — IUIS Ja3aTUHA B JIBIX
0Ka3aTelIbC 2 asa 0a** y B3poc

e Pexomenayercs B3pocibiM mnamueHtaM B BK wucnonb3oBanme pazatuHuOa**  u
003yTHHHOa™** Kak mpemapaTtoB 2 W MOCIEAYIONIMX JUHUN B PEKUME MOHOTEpANHH, a

Takke B KOMOMHAIIMY C APYTUMH MPOTUBOOIYXOJIEBBIMH MpenapaTamu [35,36]. (cm. Tad.

5)

YpoBenb yOeaurTeqbHOCTH pekoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH

I TeJabCTB — 4) — 114 UHHA B JIBIX.
0Ka3aTeIbC 4 003 0a** y B3poc

YpoBeHb yOeauTeJbHOCTH pexoMeHAanuii — B (ypoBeHb /J10CTOBEPHOCTH

A0KAa3aTeJbCTB — 2) — JUIs Ja3aTUHNOa™** y B3pOCTIBIX.

Kommenmapuu: npumenenue UTK?2 6o 2-oul aunuu mepanuu XMJI s¢hghexmueno xax npu
HeNnepeHOCUMOCmU, MaK u Npu pe3UCmeHmHOCmu K umamunu6y**. Bo 2-ou aunuu mepanuu
HUnomuHuo ** naznauaemces 6 0oze 800 me/cym ¢ X u @A [34]. Ilpumenenue oazamunuba™* 6o
2-ou nuHuu mepanuu y nayuenmos 6 X@ XMJI npu nenepenocumocmu unu pe3ucmenmuocmu K
umamunudy ** nossonuno oooumscsa EMO y 55% nayuenmog npu neneperocumocmu u'y 43% —
npu pezucmenmuocmu [32]. Hcnoavzosanue dazamunuba™** ¢ @A nossoruno docmuus 11O y
24% oonvnvix [27]. Ipumenenue smozo npenapama npu BK nozeonuno nomyuums 00abuiol
yumoeenemuveckuti omeem y 25% nayuenmog c muenrouonvim bK u 50% nayuenmos c
aumepouonvim BK 6 meuenue 24 mecsyes, oonaxo smu omeemvl He Oviiu OnumenvHuiMu [35].
Pexomenoyemasn 0oza dazamunuba™** 6o 2-oii u nocrnedyrowux aunusax ons X® cocmasnsem 100
me/cym, a onss @A u BK 140 me/cym.

bozymunu6™* maxoce oxkazancsa s¢ppexmusHviM y nayueHmos ¢ pe3ucmeHmHoCmsbio Uil
HenepeHOoCUMOCmblo npedutecmeyiowel. mepanuu umamunubom™**. Ilpu meouane nabarooenus
>24 mec. kymyramuenas dacmoma oocmudxcenus III'O u [11]JO cocmasuna 77% u 46%
coomseemcmaenno, BMO u enyboxuii MO 6vinu nonyuenvt y 35% u 28% [37]. bozymunu6**
makdce NoKazan d@p@exmusHocms Yy NAYUEHMOo8 ¢ Heyoauyeu mepanuu He MOAbKO
umamunuoom™*, no u UTK?2 (0azamunud**, nuromunu6**). I1I'O, I1L]O u EMO oocmuenu 62/86
(72%), 16/72 (22%) u 20/78 (25%) nayuenmog coomeemcmeeHHO ROCIe Mepanuu
umamunuoom™* u oazamunudbom™*. Omu oce noxazamenu oviu 3apecucmpuposanvt y 20/26
(77%), 5/24 (21%) u 1/19 (5%) nayuenmos, panee nonyuaguiux umamunu6d** u Huromunuo**

[33]. Taxkum obpazom, HebOIbWIAA 00 NAYUEHMO8 C Npedulecmeyloweli Heyoadel mepanuu
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osymsa UTK na ¢one npuema 603ymunuba™* moena oocmueams ne moavko IO, Ho u b6onee
2NYOOKUX (YUMO2eHemuyecKux u MoaIeKyIsApHbIX) OMEemos.

e Pexomenayercsi Tepanus moHaTHHHOOM manueHTaMm B X®, ®A um BK XMJI ¢

PE3UCTEHTHOCTHIO WK HenepeHocuMocThio MTK2, a Takke BceM manueHTam ¢ MyTanuen

T3151 B rene BCR::ABLI BHe 3aBUCUMOCTH OT npeAecTyomieit repanuu [107, 108]

YpoBenb yOeauTeJbHOCTHM pekoMeHaaumid — B (ypoBeHb [10cTOBepHOCTH

J0Ka3aTeJbCTB — 2).

Kommenmapuit: nonamunud omnocumces k 3-emy nokonenuio UTK. Ilonamunub noxaszan
aghghexmuenocmv 6 mom uucie u y nayuenmos ¢ mymayueti 13151 ¢ cene BCR::ABLI. V
nayuenmos ¢ pesucmenmuocmvio K HTK2 nonamunub® npeonoumumenvuee, uem
anemepnamuenvitt UTK2, npu ycrosuu omcymcmeusi (hakmopog pucka cepoeuHo-cocyoucmuix
ocnoocuenuit [107, 108]. Pexomendyemas usHauanvHas 003a nonamunuba cocmaensem 45 me 1
paz 6 cymku. CepoeyHo-cocyoucmoie HexceiamenbHvle peakyuu (apmepuanbhvle OKKIIO3UU UTU
8eHO3Hble MpOoMOO3bl) 603HUKaom npumepno 6 30% cayuaed u umerom 00303A8UCUMDBLU
xapaxmep. IIpu 0ocmudiceHuu NOIHO20 YUMO2EHEeMU4ecKko2o omeema 003a NOHAMUHUOA Modcem
Obimb cHudcena 0o 15 me 6 cymxu. Y nayuenmos ¢ X XMJI 6e3 mymayuu T3 151 u npu nanuvuu
Gaxmopos pucka cepoeuHo-cocyoucmsix coObIMull YeaecooOpasHo CHUINICEHUE HAYATbHOU 003bl
nonamunuda 0o 30 me unu 15 me 1 pas 6 cymxu. Ilosviwenue 003t 00 45 me 6 cymku modicem
ObIMb paccMompeHo y nayueHmos 06e3 onmumMaibHo20 omeema Ha mepanuio NOHAMUHUOOM 6
CHUDICEHHBIX 003aX NpU HAIUYUU KIUHUYECKOU 1YenecooOpasHoCmu ¢ y4emom @axkmopos
CepOeyHO-coCyOUCMO20 PUCKA.

e Pexomenayercsi Tepanus aciuMuHIOOM narmeHTaM B XD XMJI ¢ pe3ucTeHTHOCThIO HITH

HenepeHOCUMOCThIo ABYX wiu 6osee UTK, a Taxke BceM manmentam ¢ mytanueii T3151 B

rene BCR::ABLI1 BHe 3aBUCHUMOCTHU OT IpeamecTBytomeit Tepanuu [109, 110]

YpoBenb yOeauTeJbHOCTHM pekoMeHaaumid — B (ypoBeHb [10cTOBepHOCTH

J0KA3aTeJbCTB — 2).

Kommenmapuit: Acyumunub npeocmasisiem cooou STAMP- uneubumop (cneyuanvho
HayeneHHbLIL Ha MUpUCmounosviii kapman ABL), komopwiil nokasan evlCokyro 3¢hghexkmusrnocms u
xXopowuii npouns 6ezonacnocmu no pesyromamamu uccieoosanui gazvl I u Il y nayuenmos c
XPOHUYECKUM MUETIOUOHBIM JIeUKO30M ¢ Heyoauell K npeduecmaytoujeti mepanuu UTK, 6 mom
yucie u y nayuenmog c¢ mymayueur 13151 6 cene BCR::ABLI[109,110]. ¥V nayuenmog c
pezucmenmuocmoio kK UTK2 acyumunud npeonoumumensree, yuem aiomepuamusHoiii UTK2. 'V

nayuenmos ¢ X®@ XMJI ¢ mymayueu T3151 6 cene BCR::ABLI u ¢haxmopamu pucka cepoeuro-
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COCYOUCMBIX OCNIONCHEHUU ACYUMUHUO npeonoumumenvHee nowamuuubda. Pexomenoyemas
cymounas 0osa acyumunuba cocmasisiem 80 me y nayuenmos 6e3 mymayuu 13151 6 ecene
BCR::ABLI. IIpenapam acyumunud MON*CHO NPUHUMAMb 8HYMPb 100 8 d03e 80 me 00un pas
CYMKU NPUMEPHO 8 OOHO U MO Jice 8peMsl KAxCOblll OeHb, 1ubo 6 003ze 40 me 06a paza 6 cymxu
npumepHo udepes 12-uacosvie unmepsanvl. Y nayuenmos ¢ XO XMJI ¢ mymayueri T3151 6 eene
BCR::ABLI cymounas 0oza cocmasnsiem 400 me 6 cymxu 6 pescume npuema 200 me sHympv 08a
pasa 6 cymku npumepHo yepe3 12-uacosvie unmepeanvi. /11 KOppekyuu HedxicelamenbHulx
peaxkyuii 003y ACYUMUHUOA MOINCHO CHU3UMb 00 40 me 6 cymixu (40 me 6 ooun npuem uau 20 me
0sa paza 6 cymku) y nayuernmos 6e3 mymayuu 13151 6 cene BCR::ABLI u 0o 160 me 2 pasa &
cymku y nayuenmos ¢ mymayueu 13151 ¢ cene BCR::ABLI.

3.1.4. Ilpnauunsl Boi6opa UTK npu cMeHe Tepanun

o Pexomenayercs BoiOop M TK ¢ yuerom cormyTcTBYIOIIEH MAaTOIOTUH [T PEIOTBPAIICHUS
HEKeJaTeNIbHBIX SIBICHUN MPHU Tepanuu y nanuentoB ¢ XMJI [10, 11, 38].
YpoBenb yOeaurTeqbHOCTH pekoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH
J0Ka3aTeJbCTB — 5).
Kommenmapui: C  yuemom npogura  moxcuunocmu HUTK — npumensiom ¢
OCMOPOACHOCIBIO NPU HEKOMOPBIX NEPEUUCTIeHHBIX HUMNCE 3a00NeB8AHUAX U COCMOSAHUSIX.
Hunomunuo™*

» [lankpeamum ¢ KIUHUYECKOU CUMNMOMAMUKOU 8 AHAMHe3e — 8 PEOKUX CAVYasX
ommeueHo  o0bOcmpeHue  NaHKpeamumd, MOddCem — HAOI00amvCs  NO8bluleHUue
AKMUBHOCMU AMUTIA3bL, TUNA3bL

* CaxapHolti ouabem — Ha ¢hoHe mepanuu HULOMUHUOOM** 603MOXICHO nos6IeHUe
eunepenuKkemuu

*  Amepocknepomuueckoe nopadicenue cocyoos, Kapouo8acKyusaApHble uteMuyecKue
cobOblmusl, OKKIO3UOHHAs 601e3Hb nepughepudeckux apmepuil — npoOeMOoHCMpUPOBAHa
NOBLIUEHHASL BEPOSIMHOCMb  UX PA3GUMUSL Y NAYUEHMO8 C Ve UMEerOUWUMUCS
Gaxkmopamu pucka pazeumus cepoeyHo-coCcyOucmulx 3a001e8aHull N0 CPAGHEHUIO C
umerowetics 8 ooueti nonyaayuu [39].

Hazamunuo**

*  XpoHuueckue cepoeuno-cocyoucmoie 3a0071€8aHUs, XpOHUYECKUEe 0OCMPYKMUBHbIE
3a001e6aHUsI N1e2KUX, OPOHXUANbHAA ACMMA, NIe6PANbHLIU UIU NePUKAPOUATbHDILL
8bINOMbI 8 AHAMHE3e, NHEBMOHUSL, MPABMA 2PYOHOU KNemKU — (pakmopwl, rusiowjue Ha

yacmomy pazeumusi niespaibHulx gbinomos [26, 29, 30, 40]
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*  Xponuueckue 3abonesanuss KT ¢ 6vicokum puckom pazeumusi KpogomeyeHull,
nocmosuHwvll npuem anmuazpezanmos (ATX BOIAC Anmuazpecanmoi Kpome
eenapuna) — oasamunu6 ** obnadaem anmuazpecanmusvim 3¢pghexmom [41].
bo3zymunuo™**

*  msicenoe Hapyuerue hyukyuu neyeru u noyex [42].
Ilonamunuo
*  Amepocknepomuueckoe nopadicenue cocyoos, Kapouo8acKyusapHble uteMuyecKue
cobOblmusl, OKKIIO3UOHHAS 00Ie3Hb nepugepuyeckux apmeputi, Haludue mpomoo3o8 6
anamHese —  NPOOEMOHCMPUPOBAHA  NOBLIUEHHAS — 8EPOAMHOCMb  PA3BUMUS
apmepuanvHulx okkao3uu [42].

Bce UTK credyem npumensimv ¢ OCMOPONCHOCMBIO Y NAYUEHMO8 C VOIUHEHHbIM
unmepeanom QT, a makdce ¢ KIUHUYECKU BbIPAICEHHOU CepOeyHOl He0OCMAamo4HOCmbIO,
oucgynukyueu nesoco ocenyoouxa, apummuimu. Crnedyem uzbecamv 0OHOBPEMEHHO2O
npumenenus UTK kax ¢ unoykmopamu, max u uneubumopamu uzogpepmenma CYP3A, a maxoice
¢ npenapamamu, yorunsiowumu unmepsan QT [43].

e Pexomennyercs BeiOop UTK mpu tepanmu XMJI ¢ yuetom mytaruii rera BCR::ABLI o
pe3ylbTaTaM MOJICKYJISIPHO-T€HETUYECKOTO MUCCIICIOBAHMS TOUCUHBIX MyTalluii TeHa ber-
abl (xuMepHBIM TeH, OO0pa30BaHHBIN CIMSHHEM O0JacTH KiIacTepa pa3pbhlBOB Ha 22
XPOMOCOME ¥ T€Ha TUPO3WH-KHHA3bl AGenbcoHa Ha 9 xpomocome) [44—-50].

YpoBenb yOeaquTeJbHOCTHM pekoMeHaaumidi — B (ypoBeHb [10cTOBepHOCTH

J0Ka3aTeJbCTB — 2).

Kommenmapuu: mymayuu BCR::ABL onpeoensiom uyscmeumenvHoCmy AetiKO3HbIX
K1emok K gozoeticmeuto onpedenennozo UTK. Ha momenm ouazHocmuKku MymayuoHHbI CMamyc
yenecoobpasno onpeodenamo npu oeorome XMJI 6 ®A u BK. Takowce uanuuue mymayuil
mupo3unkunazno2o oomerna BCR::ABLI neobxooumo ucciedosame npu Heyoaue mepanuu u
nepeo cmenou UTK. Uccneoosanue moueunvix mymayuti BCR::ABLI mooicem Obimo 6blnonHeno
mMemooom  cexkeeHuposanusi no  CdHeepy uau  MemoOOM  B8blCOKONPOU3BOOUMENbHO20
cexsenuposanus (NGS). Haubonee uacmo ecmpeuarowjuecs mymayuu mo2ym Ovlmb Maxice
onpedenenvl npu  nomowu  anneib-cneyuguynou IIL[P. Cnedyem ommemums, ymo
YYBCMBUMETbHOCHb OAHHBIX MemOo008 CyuwecmeenHo paziuyaemcs u cocmaengem 15%-20% ons
ceksenupoganus no Caneepy, 2-3% 0ns vicokonpoussooumenvHo2o cexkgenupoganus [ELN 2020
] u 1% ona annenv-cneyughuunou I11{P

Buibop UTK 6 3aeucumocmu om svisenenuvix mymayuii BCR::ABLI:

o F317L/V/I/C, T315A4 —Hunomunuod**, 603ymunu6™* , acyumunubd uiu nonamunubd

o V299L — nunomunu6** , acyumunud uiu nOHamuHub
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» Y253H, E255V/K, F359V/I/C — oazamunu6**, 6o3ymunud™**, acyumunub unu
NOHAMUHUO
o 13151 — acyumunub unu nonamuHub
Tepanus UTK 1-020 u 2-020 nokonenus (umamunu6**, nuromunu6**, oazamunu6**,
003ymunu6**) manosgppexmusna npu nanuwuu mymayuu 73151 [50, 51]. Ilpu viasrenuu oanuoi
mymayuu pexomenoyromess mepanus HTK 3-eco noxonenuss nowamunubom unu STAMP-

uneubumopom acyumunuoom. [107, 108, 109, 110]

e [lpu HEBO3MOXXHOCTH TEPEKITIOUEHUs] HAa TMOHATMHUO WIM aCUUMUHHO B3pOCIBIM

nanyreHTaMm pekoMmeHaoBan nouck HLA-uaenTnuHoro nonopa u BeinoiaHenue amuio TI'CK

[52-54].

YpoBens yoenutebHOcTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB —

4).

Kommenmapuu: Jlo evinonnenus annoTl CK unu nepexnmouenusa na UTK, nomenyuanvro

agppexmusnvix npu Hamuvuu mymayuu 13151

BO3MOINCHO npobwzofceﬂue mepanuu

npenapamom, KOmopblii obecneyusaem MAKCUMANbHbIN KIUHUYecKull d¢pgexm (coxpanenue

11O, xopowas nepenocumocmo)

Tabauua S. J1o3s1 HUITOTHHUOA™**, MazaTuHNOA™* U 603yTHUHNOA™* NJIs B3POCIBIX

nanueHToB ¢ XMJI (cM. COOTBETCTBYIONINE TE3UCHI-PEKOMEHIAITNH )

Ho3a Hunorunuo** JazaTuHno** Bo3yrunu6**
npenapara

1-s nuHus [2-51 TUHUAS lu?2 1 u 2 nuaun|l-a TuHUA 2 u

Tepanuy  [Tepanuu ITMHUY Tepanuu  repanuu X®  |[mocrienyromue

XD XD u DA repariun | DA u BK TTUHUN

XD repanuu XD,
DA u bK

CraproBass [600 mr B [800 Mr B cyT |100 Mr 140 mr 400 mr x 1 pa3 [500 mr x 1 pa3
no3a cyT (300 mr{(400 mr x 1 pa3B [x1pazB [BcCyT B CyT

X 2 pazaB [x 2 pazaB CyT CyT

CyT) CyT)
CHmxenue {400 mr 400 mr 50 mr 100 mrx  [300 Mr x 1 paz @400 mr x 1 pa3
I103b1 x 1 pasB [x1lpazBcyr x1paz3B |l pa3Bcyr [BcyT B CYyT
COIVIACHO  [CYT CYT
MHCTPYKIINN 300 mr x 1 pa3
o B CYT
[IPUMEHEHUIO
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3.1.5. /InarHocTuka Ha 3Tane JedeHUs (MOHUTOPHMHI pe3yiabTatoB Tepannu UTK

y nagueHToB ¢ XMJI)

Pexomenayercst peryisipHblii MOHMTOPHHI TI'€MaTOJIOTMYECKHMX, LMTOT€HETUYECKUX
U MOJIEKYJIIDHO-TEHETUUECKUX M JApPYruX IIOKa3aTelel y mauumeHTa JUIsl OLEHKHU
s dexruBHOCTH U IepeHocumocTtu Tepanuu UTK [11-13, 15, 55, 56, 101].

VYpoBeHb yOeautejsbHOCTH pexkoMeHaamuii — C  (ypoBeHb JIOCTOBEPHOCTH
JI0KA3aTeNIbCTB — 4).

PexoMenayercest nipu JumuTenbHON TiyOokod nutoneHnu Ha (one neuenuss UTK BHe
3aBUCUMOCTH OT cTagun XMJI pexoMeHayeTcs BBIIOJHEHHE TPENaHOOMOICHU C
HOCIIEAYIOLUIUM [1aTOJIOT0-aHATOMUYECKUM HCCIIEI0BAaHUEM OUOTICUIHOTO
(omeparnmoHHOTO) MaTepuaia koctHoro mo3ra [10, 101].

YpoBenb yOeauteqbHOCTH pekoMeHaamuii — C  (ypoBeHb JOCTOBEPHOCTH
JI0OKa3aTeNbCTB — 5).

Kommenmapuii: ona ceoespeMeHHOU OYeHKU pe3yIbmamos mepanuu U 603MONCHLIX

HedHCenamenbHblX A61eHUl mepanuu Heobxo0uUMo PESVIAPHO 6bINOJIHAMb MOHUMOPUHS KIUHUKO-

nabopamopHulx noxazamenei (mabn. 6). Ilpunumas 6o eHumanue HeobX0OUMOCMb ONUMETLHO2O

npuema npenapamos, yenecooopasna peyiapHas beceda ¢ NAYUEHMOM C Yelbl0 KOHMPOIs

npueepICeHHocmu mepanuu.

Tabauna 6. Yacrora quHamudeckoro odcienoBanus naueHToB ¢ XMJI, nomyyaronux UTK

UccaenoBanue IlepuoagUYHOCTHL MOHUTOPHUHTA

KpOBU

OO0mmMil (KITMHUYSCKUI) aHAIH3

Kaxnabie 15 naeit 1o noctmwkenus u noarsepxaeuus [0,
J1aJICC — KaK MI/IHI/IMyM KaXXIbIC 3 MECAIla UWJIN Yalulc 1o
Mepe HEOOXOIUMOCTH

[[uTOoreHeTHUECKOE HCCIEAOBAHNE  [MOJIEKYJIIPHOTO MOHUTOPUHTA Ha JIIOOOM 3Tare Tepanuu.
OHOTICUIHOTO (OTIEPAIMOHHOTO) 3. Ilpu nanuuuu JIXA BBICOKOTO PHUCKA, BBISIBJICHHBIX
MaTepuania KOCTHOTO MO3Tra B 71€010Te WK B X0/1€ Tepanuu, B Ph+ kinetkax

(xapuoturn(ae menee 20 Meradas)!” [enecoodpa3eH MUTOreHETHUECKUH MOHUTOPHUHT HE PEkKe

1. Ha3-m, 6-m u 12-M mecsnax tepanuu. B ciayqae
noctokenus [111O Ha 3-m mecdiie 1 ToATBEPKIACHUH Ha 6-
M Mecsilie — UcclieJoBaHue Ha 12 Mec. MOJKET HE
BBIIIOJTHATHCS

2. B cnyuae Heynauu Tepanuu Mo JaHHBIM

1 paza B rox

Ecnu B xone konmuectBeHHO# [IT[P-PB cooTHomieHne
BCR::ABLI1/ABLI cocraBiser MeHee 1%,TO BBITOJTHEHHE
MCCIIeTOBaHMSI HelleJIecoo0pa3Ho
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- Onpenenenue sxkcnpeccun MPHK
BCR-ABLp210 (xonmudecTBeHHOE) >

TN Kaxxasie 3 Mec 10 goctmkennst bMO, 3aTeM NOCTOSHHO
He pexxe 1 pasa B 6 mecsines *

Onpenenenne sxcrpeccun MPHK
BCR-ABLp190 (komnuecTBeHHOE) —
B citydae TpaHckpunra p190 23
MonexynspHo-reneTiIeckoe nceneosanue [Tpy Heymaye Tepanuy MepBOU HITH TOCICAYIONIMX JTMHAN
POuEHHEIX MyTaluii rexa ber-abl NTK, npu nepexone Ha apyrue UTK unu npyrue Buab

XUMEpPHBIH I'eH, 00pa30BaHHbIN CIUIHUEM
(xnep P Tepanuu, B Ae0roTe 3a0oneBanus y 6oibHbIX ¢ DA nnu BK
o0JlacTu Kjlactepa pa3pbiBoB Ha 22

XpOMOCOME M I'eHa THPO3UH-KUHA3bI
IAGenbcoHa Ha 9 XpoMocoMe)

AHaIM3 KPOBH OMOXUMUYECKHIA Kaxnpie 15 gueit B Teuenue 1-ro mecsiiia repanuu; 1 pa3 B
oO1IeTepaneBTHYECKUNA MecsII] B TCUCHHE TIEPBBIX 3-X MECSIIEB Tepanuu; gaiee |
pa3 B 3-6 Mecs1IeB.

[Tpu He0OXOAUMOCTH MOHUTOPHUHTA TOKCUYHOCTH MTOKa3aH
0oJIee 4acThlii KOHTPOJIb

Perucrpanus Ha nepBoM roay 1 pa3 B 3-6 MecsiieB AJist KOHTPOJISt
PIICKTPOKAPTUOTPAMMBI. mHTepBaia QT. IIpu HopmabHBIX OKa3aTessax —nanee 1
pa3 B roj. Y MaIMeHToB ¢ (aKTOpaMu PHUCKa CePACUHO-
COCYAMCTBIX COOBITHI peKOMEHI0BaH MOHUTOPUHT 110
KJIMHUYECKUM TOKA3aHUSIM.

[Ipu nepexone Ha npyrue UTK: nepen HauaaoM HOBOTO
NTK u yepes Henemo npuema Hoporo UTK
[IpunenbHas pentrenorpadus opranos (1 pa3 B roJ[ MM Yalie M0 KIMHHYECKUM TTOKa3aHHsAM
rpyIHON KJIETKH WiH (rooporpadus
JTerKHX.

[Tpumeuanus:
1

y TAIMEHTOB C aTUNHUYHBIMM TpaHckpuntamu BCR::ABLI, a TakXe KpUNTUYECKUMU
BapuaHTaMu TpaHciokaruu  t(9;22) pexkomennmyercss mnpumeHeHue wmerona FISH — mus
MoHuTOpUHra. Crenyer NOOYepKHYTh, YTO 3HAauyeHUs MeHee wiM paBHble 1% BCR::ABL-
MO3UTHBHBIX KIETOK cooTBeTcTBYIOT ITI{O (0% Ph"). Omnako npu Benmumuax Oosee 1% 1o
nanubiM FISH koppensunn mexny pesynsratramu CLIU u FISH wet [N. Testoni et al 2009].

2 pesynbTaThl ompesenenus skcnpeccun BCR::ABLI crnefyeT BHIAaBaTh B IPOIEHTAX IO
MexayHapoaHoi mikane (IS). DToro MOXXHO AOCTHYL TpeMs CHOCOO0aMHU: HCIOJIh30BAHUEM
¢dakTopa KOHBEpPCHM, IOJIy4aeMoro JaldopaTopuell TMpH MPOBEIECHUU CTaHAApPTH3ALUY;
NPUMEHEHHEM  aTTECTOBAHHBIX  KaluOpaTopoB  WJIM  KOMMEPYECKHUX  TECT-CHCTEM,
MPEACTABIISIIOIIUX CBOM pe3yibTaThl B % mo IS.

3 HeoOX0aMMO yKa3blBaTh KOJNMYECTBO KOMMH KOHTpoInbHOTo reHa ABLI. Tlpu konuuecTse
Konuii KoHTposibHOTO reHa ABL I menee 10 000 xomuii pe3ysbTaT HE MOXKET OBITh BBIJIAH, U aHAIIU3

JOJDKCH OBITh MMPOBCACH IMOBTOPHO.
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“BosmoskeH Gosee yacThlii KOHTPOIb [Jis OLEHKH CTaOMILHOCTH ITyOOKOTrO MOJEKY/IAPHOIO
oTtBeTa mepen dazoir pemuccun 6e3 yeuenus. Cm «Bo3moxxkHocTh oTMeHbI Tepanuu WUTK y
MAIMEHTOB C TITyOOKUM MOJIEKYJIIPHBIM OTBETOM» B pazjiene 7

> Jlns mamnuweHToB Oe3 Heylayd Tepanud CTaHIApPTHOE IMTOTEHETUYECKOE HCCIICTOBAHHE
KOCTHOTO MO3Ta BBINIOJIHAETCA B T€X CIIy4asX, KOI/Ia CTaHIApPTU3UPOBAHHBIM MOJEKYISIPHBIN
MOHHUTOPHUHT HEBO3MOKEH.

3.1.6. TakTHka BeleHUs B 3aBHCHMOCTH OT Pe3yJbTAaTOB Tepanuu
e PexomenayeTcsi B3pOC/IbIM MMAIIMEHTAM C HEylauel Tepanuy UMaTHHUOOM™** Tiepexo1 Ha

NTK2 (aunotunn®**, nazatuaun®**, 603yrunu6**) [27, 32-34, 36, 37,101].

YpoBeHb yOeaMTEJbLHOCTH pekoMeHaanuid — B (ypoBeHb [0CTOBEPHOCTH

JI0Ka3aTeJIbLCTB — 2).

Kommenmapuii: s¢hpexm mepanuu 1 aunuu modcem 6vimsv pacyeHer KaK ONMuManibHbulll,
Heyoaua mepanuu, npedynpexcoerue (maoi. 7).

Ilpu neyoaue mepanuu umamunubom™** ¢ 1 nunuu noxazau nepexoo na UTK2 ¢ yuemom
NEePeHOCUMOCU U MYyMAyuoHHo20 cmamycd. B ycnosusx oepanuuennoco oocmyna UTK2 npu
HeyOaye mepanuu umMamunubom™* 6 I nunuu HeoOX00UMo OGe30maia2amenbHO NOBLICUNMDb O03Y
umamunuoa** 0o 600-800 me ¢ yuemom nepeHoOCUMOCMU, 8 Kauecmee 8PEeMeHHOU Mepbl 00
nepesooa na UTK2. YV nayuenmos c gvicoxoti epynnot pucka no J.E. Sokal unu ELTS (mab6a. 2),
JXAe Ph-nonoscumenvHulx Kiemkax (Komopbvie AGNAI0MCA RPOSHOCIMUYECKU HeOIA2oNPUAIMHbIMU
¢axmopamu) npeonoumumenvhee Ovicmpoe nepekiiouenue nHa UTK2, uem nosviuienue 003bl
umamunuba**.

Ilpu neyoaue mepanuu UTK?2 6 1 nunuu neuenus nokasama cmeHa npenapama Ha opyeotl
HUTK?2; 6 unmepecax nayueHmos paccmompemsv 6aApUaHmvl 3KCNEPUMEHMATbHO2O NeYeHUs 8
PAMKAX KIUHUYECKUX UCCIe008AHUU, NOKA3AHO 8binoanums HLA-munuposanue cubauneoe npu ux
Hanuuuu. Ipgexmusnocmov yeeruuenus 0ozl UTK2 6 1 naunuu nedocmamouHno 00KA3aHA
U NO3MOMY Heyenecooopasta.

IIpu onmumanvrom omeeme npooondxicarom nedernue mem dxce npenapamom UTK.

Ilpu  omcymcmeuu  ONMUMATLHO20 —~ OMBeMd  PEKOMEHOOBAHO  NPOBepUNb
APUBEPHCEHHOCTNb NAYUEHMA K MePAnuu U 803MONHCHOE NeKAPCMEEHHOe 83aUMOoeliCmaue.

Ilpu  koncmamayuu npedynpexcoeHuss Ha mepanuu umamunuoom** u  HUTK2
Yenecoobpa3Ho paccmompentvb 6ONPOC 0 CMeHe MePanuu Ul NPOOOINCUMb NPUeM NPenapama 8
npesicHell 003e Ha poHe MuamenbHO20 MOHUMOPUH2A dphekmusnocmu mepanuu u obecneyums

2OMOBHOCNb K CMEHe mepanuu 6 ciydae KoHcmamayuu Hey()aqu.

Taouauna 7. Kpurepun otseta Ha Tepanuio UTK B mepBoit 1 BTOpOW JTUHUAX JC€UEHUS Y
nanueHToB B XD u A

Cpok Tepanuu |OnTUMaJbHBIN OTBET IIpenynpexnenue Heynauya Trepanun
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Ha MOMCHT JIXA BBICOKOTO pUCKa B
Ph+ knerkax, rpymma
TuarHosa
BbICOKOIO pricka no ELTS
Her I1I'O
BCR::ABLI1>10% . o
BCR::ABLI<10% IIPY OJTHOKPATHOM BCR::ABLI=10 /(l’
MIOITBEPIKICHHBII
3 Mecdna HUCCIIETOBAHUN
Ph* <35% MOBTOPHBIM aHAIU30M
- Ph* 36-95% yepes 1-3 mecsana
Ph+>95%
BCR::ABLI<1% BCR::ABLI1>1%-10% BCR::ABLI>10%
6 Mecs1eB
Ph" 0% Ph"1-35% Ph+>35%
.o 0
BCR: '(’éf/fé)fo’l & BCR::ABLI1>0,1-1% BCR::ABLI>1%
12 mecsiueB
Ph* 0% Ph* 0% Ph" >0%
0
BCR::ABLI>1%
Mytauun BCR::ABLI,
B JanbHeiieM | pop.4pr1<0,1% | BCR::ABLIZ0,1-1% UDHBOJIITIHE &
1 B J1I000€ BpeMs PE3UCTEHTHOCTH
JIXA BBICOKOTO pHUCKa B
Ph" knetkax

[Mpumeuanus. Ilox 3Hauenuem skcnpeccun BCR::ABLI, yka3aHHbIM B TaOiuIe, MOHUMACTCS
cootHoenue BCR::ABL1/ABLI 1o MeXayHapOIHOM IIKaJe

JUisl maneHToB, MIAaHUPYIOIIMX PEMUCCHIO 0€3 JIeUeHUs], ONTUMAaIbHBIN OTBET (B JII000€ BpeMmsl)
cocrasnsetr BCR::ABLI< 0,01% (MO%).

3.1.8. Tepanus npu Heyaa4ve BTOPOi U MOCJIeTYONUX JUHUMN JTeUeHUst

e PexoMenayercsl manyeHTaM ¢ Heyaade AByX u 6osee nuHui Tepanuu XMJI nepexos Ha

npyroit UTK wnn Bemonnenne amnoTI'CK [33, 60, 61].

YpoBenb yOenuteabHocTH pexoMenganuii — C  (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJILCTB — 2).

Kommenmapuii: Kpumepuu omeema na mepanuto UTK 6 nepgoii u 6mopot nuHUAX
npeocmasinensvlt 6 mabauye 7. Bozmooscnocmu mepanuu npu neyoaue 2-x u 6onee TUHUL mepanuu
HTK ocpanuuenvl. B kauecmsee mepanesmuieckux onyuli paccmampuaromes nepesoo Ha Opy2oii
UTK2, evinonnenue amnoTlI' CK, exmouenue nayuenma 6 KIUHUYECKUE UCCAEO08AHUS UIU
npocpammuvl pamHe2o oOocmyna K HezapecucmpupoganuviM 6 Poccuu HTK mpemveco u
nocnedyrowux noxoarenuu. Ilpu omcymcemeuu anomeprnamus, peeyaapuwiii npuem UTK nokaszan 6
MoM Yucie u  ciyiae Omcymcmeaus Yumoz2eHemu4eckoeo Omeema Ha mepanuio 01 YMeHbUeHUs.

PUCKO8 npocpeccuposarnus u cmepmiu no CpaeHenHuro ¢ mepanueﬁ mMOJIbKO yumocmamu4decKumu
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npenapamamu. Bce 3apecucmpuposannvie npenapamei UTK mozym Ovimb ucnonv3oéanvl 6

Kawecmee 6mopoti unu nociedyrowux aunui mepanuu. [101]

3.1.9. {luTopenyKTUBHAS U HUTOCTATHYECKAS Tepanus

e PexomeHayercss IUTOPENYKTUBHAS Tepanus [l YMEHBUICHUS OIIyXOJIEBOW MacCChl
B IeOoTe 3a0osieBaHUsl 10 BepuduKanmuu guarHo3a u  Havdama tepanun  UTK,
LUUTOPEAYKTUBHAST U LIUTOCTATUYECKasl TEPalUU NPU OTCYTCTBUU TI'E€MATOJIOIMYECKOTO
orBeTa Ha Tepanuu Bcemu goctynHbiMu WUTK, HeBo3MOXHOCTHM ApyroM Ttepamnuu, C
MAJUTMAaTUBHOM IIEIbI0 B TOM umcie u B couetanuu ¢ UTK [10, 11, 62—-66].

YpoBenb yOeaurTeqbHOCTH pekoMenaanmuii — C (ypoBeHb /10CTOBEPHOCTH

J0Ka3aTeJbCTB — 4).

Kommenmapuu: B X© XMJI npumenenue xumuonpenapamos npo8OOUMCs & percume
MOHOXUMUOMEPANUU, KOMOPAsl HA3HAYAEMCS 8 CLeOYIOUWUX CIYYAAX!
®  0J11 YMEeHbUIEeHUSL MACCbl ONYXONU HA NepuUod 00Ca1e008anUss 00 NOJYYEHUs Pe3VIbmMamos
YUmozeHemu4ecko20 UCC1e008aHUs Ul MONEKVIAPHO-2eHeMU4ecko20 UCC1e008aHUus U
07151 NOOOEPIHCAHUSL 2eMAMOI02UHEeCKO20 OMEema;
®  K020a nposedeHue Opy2ou mepanuu He803MONCHO. HenepeHocumocmy ecex UTK.

C yumopedykmusHou yevto y 83pOCablX NPUMEHAEMC UOPOKcuKapoamud** ¢ ooze 20—
30 me/ke/cym, ¢ yuemom nokasamenel aHanuza Kpoeu, mepxanmonypur®*. —Ilpuem
2uopokcuxapoamuoa** Qomdicen Ovbimb pecyiapHbIM, MAK KAK NpU OMMeHe Hpenapama YpoeeHb
NEUKOYUumo8 6Ho8b Ovicmpo yeeauyusaemcs. HMcciedosanue yposHs NelKoyumos 6 Kposu u Opyeux
noxazamenetl 2eMocpamMmbvl (UCCAeO08AHUE YPOBHS 00Ue20 2eM02100UHA 8 KpOo8U + Uccie008anue YPOsHs.
mpomboyumos 6 kposu + oughgepenyuposannviti NOOCUEM NeUKOYyUmos (IeUKOYumapHas Gopmyna).)
HeobX00UuMO OCYUWecmensams exdceHedelbHo.

Jna neuenus ocnodcHenull, C8A3AHHBIX ¢ CUHOPOMOM JUUCA ONYXONU (2unepypuxemui,
Hepponamuu) 6 nepuoo YumopeoyKyuu, 005S3amenbHbIM SABIAeMCsl 88edeHUe A0eK8AMHO20
obvema ocuokocmu (0o 2-2,5 /M’ noeepxwocmu mena npu OmMCYmcmeuu cepoeyHoll
HedocmamoyHocmu), ainonypunona**) ¢ dose 300—600 me/cym. B ciyyae npusnaros netikocmasa
(HapywieHus — MUKpOYUpKYIAYUu.  dHyegaronamus,  CHUMNCEHUEe  3peHus,  NOoYeuHds
HeodoCmamoyHOCMy) ¢ CUMNIMOMAMUYECKOL Yelblo NOKA3aH Jlelikagepes.

Pexomennyercst nanmentam ¢ bBK XMJI nmpoBenenne noamxuMHUOTEPANIMU IO CXEMaM
JICYCHUSI OCTPBIX JIEHKO30B B 3aBHCHMOCTH OT (peHOTHNa OJacTOB B KOMOMHAIMK ¢ Haubojee
sdpdextuBHbIM s KoHKpetHoro marmueHta WTK. Bo3moxkna wmonotepanus UWTK mpu

HEBO3MOYKHOCTHU MPOBEACHUSI COYETAHHOU Tepanuu [62—66].
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YpoBenb yOeaurTeqbHOCTH pekoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH

J0Ka3aTeJbCTB — 4).

Kommenmapuu: Bvibop unmencusnocmu mepanuu 3a6uUcum Om MeKyuje2o COMAamuyecKozo
cmamyca nayuenma, eozpacma u nepcnexkmug nposeoernus AinoTlI CK. IIposedenue AnnoTI CK

NOKA3AHO MOJILKO NOCIE OOCHUNCEHUS 2eMAMON02UYECKOl pemuccuu FBK.

3.1.10. Tepanusit npenaparamu uHTepdepoHa
e Pexomenayercsi B3poCIbIM TalleHTaM MOHOTEpamnusi MpenaparamMu #HuHTepdepoHa

anbda-2b** (UD-a**) B mosupoBkax ot 3 muH. ME uepe3 nmenp mo 6 muH. ME

€XETHEBHO B MIEPHOJ] OEPEMEHHOCTH, MPHU HerepeHocuMocTH Beex goctynHbix UTK. [11,

67,102, 127].

YpoBenb yOenuteabHocTH pexoMenganuii. — C  (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJILCTB — 4).

Kommenmapuu: mepanus npenapamamu #UD-o0** nposooumcs 6 ocodwvix cayuasx, kocoa
mepanus UTK ue noxazana. [lpumenenue #HUD-a** 603mo021cH0 6 nepuod bGepemennocmu, 6
cnyyae Henepenocumocmu écex docmyntolx UTK y 6onvubix 8 X@. Ighgpexmusnocmo #UD-o**

npu @A u FK ne dokazana.

3.2. UHoe Jeuenue

3.2.1. lloka3zanus Kk asjaorednon TI'CK npu XMJI
e Pexomennyercsa amiorennas TI'CK: npu neymaue tepanuu 2-x nmuauii UTK wnm npu

Heynaue U'TK2 B mepBoii IMHUK; IPU 3aTSHKHBIX PEIUIUBUPYIONINX [IUTONICHUSIX Ha (poHE

tepanuu UTK; mpu Hammumu myranuu T3151 u HeaddexkTuBHOCTH MOHATUHMOA W/WIIH

aciumuan6a; pu BK B ne6rore XMJI wnm B cirydae nporpeccupoBanus 10 bK Ha done

Tepanuu (TONbKO Nocie JocTHkeHUH BTopoil X®P); B citydae nporpeccupoBanus 10 OA

Ha GoHe Tepanuu (TOJBKO Mocie JocTHxkeHnH BTopoit XD)[53, 54 ,68-72].

YpoBenb yOeaurTeqbHOCTH pekoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 4).

Kommenmapuu: annocennas TI'CK nokazana 6 X®@ XMJI - npu neyoaue mepanuu 2-x
aunutt UTK unu UTK-2020 nokonenus 6 nepgoti aunuu uw/unu npu naauduu mymayuu T3151 (npu
HeaghpekmusHocmu U - OMCYMCMBUU  B03MONCHOCMU — HA3HAYEHUSI NOHAMUHUOA  unu
acyumunuba) u/unu é ciydae nenepenocumocmu UTK (peyuousupyrowjue 3amsoicHble yumoneHuu
3-4cm na nr0dou tuHUU Mmepanuu 8 0COOEHHOCMU NPU 8bIA8NEHUU OONOTHUMETbHBIX XPOMOCOMHBIX
anomanuil 8 Ph-necamusHulx Kiemkax, a makce 6 ciyiae aniazuu uiu pubpo3a KocmHo2o mMo3ea

no  OAHHbIM M0p¢0ﬂ02u%607{020 uccnedo8anus mpenaHo6u0nmama KOCmMHO20 Mo32a,
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He2eMamolo2uyeckas nepcucmupyrouas moxkcuuHocmos 2-4cm na ecex docmynuvix UTK) 6
omcymemeuu onmumanisHo2o omeema [52,53].

B cayuae oebroma XMJI ¢ @A — npu neyoaue mepanuu nepsoi aunuu HUTK u/unu
HeOoCmuMCeHuu onmumatbHo2o omeema Ha 2-x aunusax UTK u/unu 6 1rob6oe epems npu Haauyuu
mymayuu T3151 (npu nesgpghekmusnocmu uau omcymcmeuu B03MONCHOCMU HAZHAYEHUS.
nonamunuda). B cnyuae oebroma XMJI ¢ BK unu npu npoepeccuu 6 bK.

B @A, pazsuswetics 6 xooe mepanuu UTK, a makowce 6 BK - 6cem nayuenmam cpazy nocre
docmudicenuss X@ ua ¢pone UTK u/unu couemanus UTK ¢ xumuomepanuei. Buvinonuwenue
annoTI'CK ene cemamonozuueckoeo omeema (pedykyus oracmosza <I10% 6 Kpou u KOCmHOM

Mo32e, pezpecc 6cex IKCMpameodyIAAPHLIX 04a208 U CaHayus 1ukeopa) He noxkasamo. [73,74].
3.2.2. ConpoBoauTe/bHasi Tepanust

[Ipy BO3HUKHOBEHMH OCTPOTO WJIH XPOHHYECKOTO OOJEBOTO CHHApPOMA TAIUEHTY
MIPOBOJIUTCS 00€300IMBAIOIAsT TEPAITUS COTIACHO CYIIECTBYIOIIUM MPOTOKOJIaM 00e300IMBaHUS
[77, 78].

IIpu pa3BUTHUU HUTONEHUYECKOTO WIIM T€MOPPArHYECKOr0 CUHAPOMA B XOJ€ MPOBEACHUN
teparui  UTK Wiy OpyrumMu  TPOTHBOOITYXOJIEBBIMH — TIpENapaTaMi  MOXET BO3HHKHYTh
HEOOXOMMOCTh B 3aMECTUTEIILHBIX TEMOTPaHCPY3UIX KOMIIOHEHTOB KPOBH.

CHGI[YGT Y4C€CTh, YTO Yy MallUCHTA MOTYT GBITL HCCTAHAAPTHBIC MPOSABICHUSA 60HC3HI/I, a
TaKX€ COUCTaHUC KOHKpCTHOI\/'I 60JI€3HI/I C APYruMHU IMaToOJOTUsAMHU, YTO MOKCT JUKTOBATH
JevaiieMy Bpady HM3MEHCHHS B aJrOpPUTME BBHIOOpa ONTUMAIGHOW TAaKTUKU IHATHOCTHKH H

JICUYCHU .

3.3. JlekapcTBeHHas Tepanusa XMJI v nereii

B menom, Tak ke Kak y B3pOCJBIX IMalMEHTOB MOJIOAOTO W CPEJHEro BO3pacTa HayalbHOU
Tepanueil Bcex nanneHToB B XD u @A ssisercs npumenenns UTK, a npu ieueHnn nauueHToB,
nuarHoctupoBaHHbIX B ¢aze BK — couerannoe mnpumenenne WTK2 B coueranun c
XUMUOTEpanuen, JUKTYeMOW  JIMHEHHON  NpHUHAUICKHOCTbIO  OJIACTHOM — MOMYMNSIUH
(mumdobnacTHas, MUeIOOIacTHAs, CMEIIaHHO-TMHEHAs). B HacTosIee BpeMst 1sl IpUMEHEHUS
y aeteit ¢ XMJI 3apeructpupoBansl UTK umatunu6** (y mpereit crapime 2 net), nazatuHuo** (y
nerei crapimie 3 seT) u H#HWIOTHHUO™*. MccrmemoBaHuWs 1O HpUMEHEHHIO O003yTHHHOa™*,

aCI_[I/IMI/IHI/IGa ¥ IIOHATHHUOA B MOMyJIAWHY JIMI MJIaqIIec 18 ner IMPpOAOJIKAKOTCA.

Anno-TI'CK Ha coBpeMEHHOM 3Tare peKOMEHIyeTcs NalyueHTam, JMarHOCTUPOBAHHBIM B
BbK nocne nposenenus xumuotepanuu B couetanuu ¢ UTK2. Taxxke BoimonHenue amnoTI'CK
PEKOMEH/I0BAHO MALMEHTaM, OTBEYAIOIUM KPUTEPHUAM HEyAauu TE€paluM IM0CIIE MEPEKII0UEHUS
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Ha UTK2, B ciyuae eciii Heymada Tepanuu He 00yCJIOBJIEHA HAPYIMICHUSIMH TTPUBEPKEHHOCTH K
neyenuro. .[114,115,116]
YpoBens yoenuteabHocTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKA3aTEIbCTB
-5).
IlepBasi imnaus tepanun UTK gereii ¢ XD XMJI
Pexomenayercsi aetsim B X® wucCnonb3oBaHWEe HMaTHHUOA**, #HWiIoTHHHOA™™* win
nazatuHnOa™** kak npemnapara 1 muaun 11 Tepanuu XMJI B XD B peskrMe MOHOTEPATTHH.
[117,118,119,120,121]
YpoBens yoenuteabHocTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKA3aTEIbCTB
—4).
KommenTapuu: B omuowenuu écex mpex npenapamos nposedensl ucciedosanus 1, 2 u
3-ul ¢aswl, nokasasuiue 0OUHAKOBYIO IPHEKMUBHOCTL 8 OMHOWEHUU BbIHCUBAEMOCMIU
npu 3MOM BEPOAMHOCMb OOCMUNCEHUSI Kpumepues ONMUMAIbHO20 Omeema Ovlia
HEeCKONIbKO 8bluie 6 2pynnax nayuenmos, nonyuasuux UTK2. /lozuposku nexapcmeenHvix

npenapamos ykasauwl 8 Taonuye 13 [117, 118, 119, 120, 121].

B cBs3M ¢ OTCYTCTBHEM paHIOMHU3MPOBAHHBIX HMCCIEJOBAHUHN, KPUTEPUU BHIOOpA CTApTOBOTO
npemnapara A Tepanuu nanueHToB B X® sBisrorcs B OoJblieil Mepe HEMEIUIMHCKHMHU —
HaJlMYUe TapaHTUH CBOEBPEMEHHOTO W HENPEPBIBHOTO oOOecredyeHuss M yAoOCTBO IpHuema
npenapara. B dactHocTH, #HUIOTHHMO**, mpHeM KOTOpPOro, B OTJIMYME OT MMaTUHUOa** u
na3aTMHUOa™*, JOIKEH OCYIIECTBIATHCS NBAXKIbl B JCHb HATOLIAK, MOXXET NPEACTaBIATH

CYIIIECTBEHHBIC MTPOOJIEMBI JIJIsI MPUMEHEHHUSI B BO3pPACTHOM rpyte 10 18 ner.

Ta6auna 13 loznposka UTK B Tepanuu nepsoii aunun aerei ¢ X® XMJI [120]

IIpemapar MakcumasibHada 103a

Umaruau6** (y  gereii | 600 mr

crapiie 2 JieT)

340 Mr/M? X 1 pa3 B JIeHb

300 Mr/m2 X 1 pas B JiIeHb

260 Mr/M? X 1 pa3 B JIeHb

#HuaoruHno**

230 Mr/mM?2 X 2 pasa B /IeHb 400 mMr

Mazaruau6** (y  gerei

crapie 3 jier)

Bec Tema 10-20 xr - 40 mr 100 MT IIpH Bece OT 45 KI'
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20-30 xr - 60 mMT
30-45 xr -70 mr

HpI/IMe‘-IaHI/ICZ HaHI/IGHTaM, HC MMCIOIIIUM BO3MOKHOCTH IPOTJIOTUTH KallCyly LCJIUKOM IPUCM

npenapara JOMmyCKacTCs B pa3BCACHHOM BUAC, IJI 3TOTr0 UCIIOJIB3YIOT BOAY HUJIN SIOJIOYHBIH COK.

UccnenoBanust 1 ¢a3pl HE BBISIBUIM MaKCHMAJIBHO MEPEHOCHUMBIX TO3UPOBOK MMaTHHHOA** B
muanasone 200-570 Mr/m? B CyTKH; Takke PUMEHEHHE PA3IMUHBIX JO3UPOBOK MMATHHHOA** He

IMMOKAa3aJI0 3HAYUMBIX IMPECUMYIICCTB B JOCTHIKCHUN KPUTCPUECB ONITUMAJILHOT'O OTBCTA.

ConpoBoautenbHas Tepanus aered ¢ XMJI, naumnaromux tepanuio UTK, mpoBogutcs B
COOTBCTCTBUEC C peKOMCH,Z[aLII/ISIMI/I JUIA BBPOCJII:IX, n HaHpaBneHa Ha HpeI[OTBpaH_leHI/Ie CI/IH,Z[pOMa

JIM3UCA OIyXOJIU (CM. BBIIIE).

CymectBeHHBIM 1M0004YHBIM 3] dexkrom Tepanuu WTK, B wactHocTH mmaTtmHuOa™*, y mereit
ABIISICTCS 3aJiepKKa pocTa, 0coOeHHO B mpemybepratHoM nepuoje [122]. JlomomHUTEIbHBIM
(akTOpOM, KOTOPBIII MOXKET OKa3bIBaTh Ha POCT W Pa3BUTHE peOEHKA, SBISETCS MOBBIIICHHBIN
puck pazutusi runotupeo3a npu npumeHenun WTK [123]. [lomumo paHee 03BYyYEHHBIX
HapyIICHUH, SHJOKPUHHAS TUCHYHKIUS MOXKET MPOSBIATHCS THIIEPrIMKEMUeEH, OecruioaueM,

HU3KUM ypoBHEeM BuTamuHa J{ [127].

Bropas qunus tepanuu UTK nereii ¢ XP XMJI
e B ciydae HeAOCTH)KEHUS ONTUMAJILHOTO OTBETA yepe3 12 MecsueB OT Hayajlga Tepamnuu,
HEy/laue JICYeHUs Ha JOOOM »JTame (CM KpHUTEpUM OICHKM OTBETa BBINIE) WIH
HENIEPEHOCUMOCTH HMMaTHHHOA pekoMeHayeTcss cmeHa teparuu Ha WTK2, mocne
IIPOBEJECHUS HcciaenoBaHus MyTaluii kuHazHoro goMeHa BCR::ABLI. Ilpu ux Hanuuuun
BeIOMpaercs ToT UTK, k koTopomy MyTanus/mytanuu ayBcTBuTenbHa [ 128, 129, 130].

YpoBeHnb yoenureabHocTH pekoMenaauuii C (ypoBeHb JOCTOBEPHOCTH JOKA3aTEILCTB — S).

e B ciyuyae HEJOCTHIKEHUSI ONITUMANILHOTO OTBeTa WK Heyaaue jedeHuss UTK2 (cM. Bbiie)
pexkomeHayeTcs HazHaueHue anbrepHaTHBHOrO UTK?2 (maszarunuG** (y mereit crapiie 3
JeT) WM H#HUIOTUHUO**) ecmu MYTallMOHHBIN aHaIW3 HE BBISSBHI «PE3UCTCHTHBIX)

MyTauuii kuHazHoro gomeHa BCR::ABL1 [128, 129, 130].

YpoBeHs yoeauteabHocTH pekoMenaanuil C (ypoBEHb 10CTOBEPHOCTHU JOKA3aTENbCTB — 5).
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e B cinyuae Henepenocumoctu UTK2 pekomenayercs Ha3HaueHue anbrepHatuBHOro MTK2

Wi uMaTuHuOa** (y nerewt crapme 2 net) [128, 129, 130].

YpoBeHb yoenuTeabHOCTH pekoMenaanmii C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTEIBCTB — 5).

Tperbs n 6os1ee MuHNK Tepanuu gereit ¢ XD XMJI
B cayyae Heynmaum nedeHus Ha JIOOOM 3Tare (CM. KPUTEPHH BBIIIE) WIM HENEPEHOCUMOCTH
uMaTHHUOA™ | #HImoTHHNOA™* 1 nazaTMHMOA™* MalueHT SBISETCS KaHANAaTOM Ha MPOBEICHUE
amtoTI'CK. Tlo pemennto BpaueOHOW KOMHCCHM MOXKET ObITh HazHaueH mo0Ooi m3 UTK3 B

COOTBETCTBUU C MyTalIMOHHBIM cTtatycoM BCR::ABLI [128, 129, 130].

IlepBas munus tepanun UTK nereid, BnepBblie IMArHOCTHPOBaHHBIX B DA XMJI
e Bcem pnersm, auarHoctupoBaHHbiIM B DA XMIJI pexomenayercs neudenue WMTK2.
Josuposka npenapatos UTK2: #annoturu6a** 230 mr/m? X 2 pa3a B cyTku (Makc 400 mMr
x 2 pa3za B cytku) [124], nazatuanba™** (y mereit crapiie 3 JeT) B 103aX, YKa3aHHBIX B
Tabmune 13. Koppekiusi 1036l OCYIIECTBISIETCSI B COOTBETCTBHM C WHCTPYKIHEH K
nexapcTBeHHoMy npenapary UTK [128, 129, 130].
YpoBenb yoeaurteabHocTH pekoMenaanuii C (ypoBeHb JTOCTOBEPHOCTH JOKA3aTEIbCTB — 5).
KommenTapuu: Kpumepuu s¢ppexmusnocmu UTK?2, ouacnocmuposannvix 8 A XMJT — me orce,
umo u npu nevenuu UTK?2 y e3pocnvix. [Ipu nedocmudiceHuu onmumanibHo20 Omeema 6 «mouKaxy
KOHMPOJIAL dhpexmusHocmu uiu npu npocpeccuu 3a601e6anus NaYUeHm A8Aemcs KaHouoamom
Ha annoTI'CK u coeporcusarowgyro mepanuio («opuodaic-mepanusin) UTK3
IlepBasi imHus Tepanuu UTK nereit, Biepsbie auarnoctupoBanubix B BK XMUJI
e Bcem pnersMm, amarHoctupoBaHHbIM B BK XMJI, pexkomenayercs neuenne MTK2.
Jlosuposka #aunotunuba** 230 mr/m? x 2 pasa B cytku (Maxc 400 Mr X 2 pasa B CyTKH),
nazaTuHnOa™* (y nereit crapiue 3 neT) B 103axX, yka3aHHbIX B Tabnuue 13 B coyeTanuu ¢
XUMHUOTEPANKEil, B COOTBETCTBUH C JIMHEHHON MPUHAAJICIKHOCTBIO OJIACTHBIX KIIETOK. [Tpn
muMmpoungaom BK mpeanmoutuTensHO MPUMEHEHHE Ja3aTHHUOAa™** B CBSI3U C €ro JIYUIINM
nponrkHoBeHneM B [IHC u mnoTeHmmanbHO Jydiield aKTUBHOCTBIO B OTHOILIEHUU
BO3MOXKHOU Helponeiikemun [128, 129, 130].
YpoBenb yoenureabHocTH pekoMenaauuii C (ypoBeHb IOCTOBEPHOCTH JOKA3aTEIbCTB — 5).
KommenTapuu: Kpumepuu s¢pghexmusnocmu UTK?2 y oemett, ouacnocmuposanuwvix 8 @A XMJI,
me orce, umo u npu aevenuu UTK?2 y e3pocavix. [lpu nedocmudicenuu onmumaibHo20 omeema 8
«MOYKAxX» KOHMPOA d¢hhekmusHocmu Uiy npu npozpeccuu 3a001e6aHus NayueHm Aiaemcs
karnoudamom na anno-TI CK u coepacusarowyro mepanuro («opudac-mepanusny) UTK3.

Tepanusa nereit ¢ nporpeccueit B @A uiau BK na ¢pone repanun UTK.
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[Manenter ¢ mporpeccueid Ha (one Tepamun UTK smsrores xkanaunatamu Ha amtoTI'CK,
KOTOpass [JOJDKHAa OBITh BBINOJIHEHA B KpaTyaiimme cpoku. CraepikuBaromias Tepanus
ansrepHaTUBHBIMU ' TK B Takux ciryyasix JoJKHA OCHOBBIBATHCS HA PE3yJIbTaTaX MyTallMOHHOIO
aHamuza BCR::ABLI, a nomnoJiHUTENbHAs XUMHUOTEpanus - Ha pe3yJbTarax MOJICKYISPHO-

reHeTnueckoro aHanmmu3a u ganaeix CIIU [128, 129, 130].

4. MequuuHCKasi peadUIMTANUA U CAHATOPHO-KYPOPTHOE JIeYeHne,
MeIMIMHCKNE MOKA3aHUA W NMPOTUBONOKA3aHUA K NPUMEHEHUI0 METO/I0B
peadWIUTAIIMM, B TOM YHCJIe OCHOBAHHBIX HA MCIOJIb30BAHUM MPUPOJIHBIX
Je4eOHbIX GaKTOpPOB

e PexoMeHayeTcsi TPOBEICHHE peaOWIUTAIMK TAIMeHTaM T[PH  BO3HHUKHOBCHHUU
oCJI0)kHEeHuH B nporuecce Tepanun XMJI B pamkax cooTBeTCTBYIOMMX HO3050rui [10].
YpoBenb yOenuteabHocTH pexoMenganuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJILCTB — 5).

Kommenmapuu: cneyuanvHolx memoooe peabunumayuu npu XMJI ne cywecmsyem.
Peabunumayus nayuenmos ¢ XMJI Oondxxcna Hocumv KOMHIEKCHBIN Xapakmep, O0X8amvlédsl
MeOuyuHcKue U COYyUanbHO-NCUXoI02udecKue acneKkmsl adanmayuu nayueHma K HOPMATbHOU
arcustu. Obvem MeOUYUHCKOU peabuiumayuu papabamvléaemcs UHOUBUOYAILHO Ol KAHCO020
nayuenma 8paiom no MeOUYUHCKoU peadburumayuy npu y4acmuu 8pava-2emamono2a u 3a8ucum
om meuenus: u nposeieHull 3abonesanus u npogedennvix emewamenvcms (11 CK, ocnodcnenus
nocne IXT npu BK XMJI, uapywenus ¢ynxyuil opeanos u cucmem npu npogeoeHul mepanuu
HUTK). Kpome moezo, npocpamma peadbunumayuu OOIHCHA YUUMBIBAMb COYUALbHbBIE U
ncuxono2uyeckue npooaemsvl nayueHma u mpeoyem Kpome MeOUyUHCKoU NOMowu 00313amenbHo20
yuacmus COYUANbHLIX pabOMHUKO8 U NCUxon10208. Peabunumayus npu 803HUKHOBEHUU
OCJI0JICHeHULl 8 meveHue 3a001e8aHus U NedeHus NPoBOOUMCS 8 PAMKAX COOMBEmMCmMEYIOUUX
HO307102UlI.

e PexoMeHayeTCsl CaHATOPHO-KYPOPTHOE JIEYCHHE B CAHATOPHUSAX OOMIEro MpoQuiis
nanyeHTaM ¢ ONTUMaJIbHBIM YpPOBHEM OTBeTa Ha Tepanuto XMJI [10].

YpoBenb yOeaurTeqbHOCTH pekoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5).

Kommenmapuu: Tpaouyuonnvlie npeocmasieHuss o0 HAIUYUU NPOMUBONOKA3AHUL
K 11060MY U0y (uzuomepanesmuiecko2o u CaHamopHo-KypoOpmHoz20 jiedenus nayuenmos ¢ XMJI
6 9noxy 0o enedpenus UTK 6 nacmosuee apemsa noogepzaromcs nepecmompy. Obujenpursamoix
peKomeHOayull 8 Hacmosauee 8peMs He Cyujecmeyem, OOHAKO, NpU HAIUYUU V NAYUEHMO8

enyboxux yposueti omsema (IILJO, FMO) crnedyem oonycmums jeyeHue makux NAYUeHmos 8

40



MECMHbIX CAHAMOPUAX C UCNONb308AHUEM (DUIUOMEPANEBMUYECKUX MeMO008 JIOKANbHO20
6030eticmaus. BozmosicHblMu nposoyupyowumu paxmopamu yxyoueHus meyeHus 3a601e6anus
Moeym Ovimb  ynvmpaghuonemogoe o0OnyyeHue (UHCONAYUS), MemoObl IIEKMPOMASHUMHOZO0
8030eticmeus.  J{onoiHuUmMenbHuIMU — NPOMUBONOKAZAHUAMU ~ MO2YM  ABAAMbCA  NPOAGIEHUS

nobounvix a¢hghexmoes mepanuu UTK.

5. IIpodpunakTuka u AMCNAHCEPHOE HADIIOIeHUE, MEeIUIIUHCKHE MOKA3AHNS

U IPOTHBONOKA3aHUA K IPUMEHEHUI0 METOA0B NMPOPUIAKTUKH

B cBsi3u ¢ HEBO3MOXKHOCTBIO B HACTOSIIIEE BPEMsI BBIICIUTH ITHOJIOTHYECKHE (PaKTOPHI
3a0oneBaHusl pa3pabOTKa KOHKPETHBIX PEKOMEHAAIMK 1Mo mepBUYHON mpodunaktuke XMJI
B HACTOSILIEE BPEMSI HEBO3MOKHA.

[Tocne BbIsiBICHUS 3a007eBaHMA HauboIee BaXKHBIMH (PAKTOPAMU COXPAHEHHsS >KU3HU U
3I0POBbs TAIIMEHTOB SIBJISIOTCS KaK MOXKHO Ooiiee ObicTpoe Haudano tepanuu MTK u ctporas
MIPUBEPKEHHOCTh MAIIMEHTA K BBIITOJIHEHUIO PEKOMEHJAIMI 10 JICYEHUIO 1 MOHUTOPUHIY OTBETA
Ha Ttepanuto [10,11].

CoBpeMeHHOE  MEIMKaMEHTO3HOe  JiedeHHWe mnauueHtoB ¢ XMJI  saBusercs
BBICOKOA()(DEKTHBHBIM Y TOABIISIFOIIETO OOJBITUHCTBA MAIIMEHTOB. VIMeronuecss peKkoMeHIaluu
M0 KOHTpONIO HexenaTenbHbIX sBIeHUH WTK u BO3MOXHOCTH albTEPHATHBHOTO BBIOOpA
MPErnapaToB TO3BOJSET MPAKTUUECKH TOJHOCTHIO COXPaHUTh (PU3MUECKOE COCTOSHUE U
MOBCETHEBHBIN YPOBEHb AKTUBHOCTH.

e Pexkomennyercs BceM namuentam ¢ XMJI npodunaktuka (pOHOBBIX MPEIOMYXOJIEBBIX
3a00JIeBaHUN W COCTOSIHHI, MPUBEPKEHHOCTh 30OPOBOMY 00pa3y KH3HHU, MCKIIIOUCHUE
XPOHUYECKUX MHTOKCUKAILIMM, OTpaHUYEHHE KOHTAKTa C BPEAHBIMU MPOU3BOJACTBEHHBIMHU
dakTopaMu, ydyacTue B MEpONPUATHAX aucmancepu3anuu [10, 11].

YpoBenb yOeaurTeabHOCTH pekoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH

JI0KAa3aTeJIbCTB — 5).

o Pexomenayercsi Bcem marmueHTam ¢ XMJI mucmancepHoe HaONIOJCHUE JUISL OLEHKH
3¢ (HEKTUBHOCTH TEpAIUU, KOHTPOJIS TOOOYHBIX ACHCTBHIA U IEKAPCTBEHHONH TOKCUYHOCTH
[10, 11].

YpoBenb yOeaurTeqbHOCTH pekoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5).

Kommenmapuu: J{ucnancepnoe Hnabnooenue npoBoOUMcs 6paiomM-eemMamono2om,

8PAUOM-0eMCKUM OHKOI020M-2eMAMON020M, d NPU €20 OMCYMCMEUU 8PAYOM-OHKOI020M,

8DAUOM-OEMCKUM ~ OHKONO2OM, — 8PAYOM-NEOUAMPOM — ULU  B8PAYOM-MEPANesmoM.

Jlunamuueckoe Haba00eHue HeoOX00UMO NPosooums He pedice 1 paza ¢ mpumecmp Ha
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NPOMSAACEHUU Nepeoco 200a mepanuu u He pedce 1 paza 6 nony2odue 8 nociedyrouem

nepuooe mepanuu.
6. Opranusanus oka3aHusi MeIUIIUHCKON MOMOIIH

MeauuuHcKass IOMOIb, 33 MWCKJIIOUYEHHWEM MEIUIMHCKON IOMOIIM B paMKax
KJIMHUYECKON ampoOaryu, B COOTBETCTBUH C (penepanbHbiM 3akoHoM oT 21.11.2011 N 323-03
(pen. ot 25.05.2019) «O06 ocHOBax OXpaHBI 3I0pPOBBsl TrpaxkaaH B Poccuiickonr denepanumy»
OpPraHMU3yEeTCS U OKA3BIBACTCSA:

1) B COOTBETCTBHH C IMOJIOKEHHEM 00 OpraHU3alMy OKa3aHUs MEIUIIMHCKONH MOMOIIH O
BUJAaM  MEIUIMHCKOM TIIOMOIIM, KOTOPO€ YTBEP)KIAETCSl  YHOJHOMOYEHHBIM
(benepaabHBIM OPraHOM HCIIOJIHUTEIBHON BIIACTH;

2) B COOTBETCTBMM C HOPSJAKOM OKa3aHUS IOMOIIM IO MPOPUIII0 «TeMaTOIOTHs»,
00s3aTeNIbHBIM /ISl UCTIONHEHMsT Ha Tepputopu Poccuiickoit ®enepanuu BceMu
MEAULIMHCKUMH OpPraHUu3alusIMU;

3) Ha OCHOBE KJIMHMYECKHX PEKOMEHIAIINA;

4) ¢ y4eroM CTaHJApTOB MEIUIMHCKON IOMOIIH, YTBEP)KIEHHBIX YHNOJIHOMOYEHHBIM
¢denepanbHBIM OPraHOM HCIIOJIHUTEIILHON BIACTH.

[Tpu BeIABNEeHNH y 60mbHOTO XMJI MM MOAO3pEHNUH HA HETO BpauU-TEPaIeBThl, BpayH-
TEpaneBThl YYaCTKOBBIC, Bpaud OOIIEH NpakTHKH (CeMeiHbIe Bpauu), BpauU-CIICIIHAIUCTBHI,
CpeHHE MEAMLUHCKUE PAOOTHUKM B YCTAHOBJIIEHHOM IIOPSIKE HANpPABIAIOT OOJBHOTO Ha
KOHCYJIBTAIlMIO B LEHTP amMOyJaTOPHOH remMarosIorn4ecKoil/OHKOIOrn4eckoil nmomomu jaubo B
NEPBUYHBIN reMaToJIOTHYeCKU KaOUHET.

Bpau-rematonor am0y1aTOpHOTO MIIM CTALIMOHAPHOTO 3B€HA FeMaTOJIOTHYECKOM MOMOIIH
OpraHu3yeT BBINNOJHEHHE AMArHOCTHUYECKUX HCCIEA0BaHUM, HEOOXOIUMBIX Ul yCTaHOBJIECHUS
JIarHo3a, BKitodas a3y 3a00sieBaHMS U TPYIITY PUCKA.

B cinyyae HEBO3MOXXHOCTH NPOBEACHMS JIMArHOCTUYECKUX MHCCIENOBAHUN NAlMEHT
HaIPAaBJISAETCS JISYALUM BpadyoM B MEIUIIMHCKYIO OPraHU3aLMI0, OKA3bIBAIOIIYI0 MEIULUHCKYIO
IIOMOIIb OOJIBHBIM C TIeMaTOJIOTMYECKMMHU 3a00JI€BaHUSAMHU ISl YCTAHOBJIEHUS [MArHosa H
OKa3aHHUs CIENUAIN3UPOBAHHON, B TOM YHCJIE€ BBICOKOTEXHOJIOTMYHOW, MEAUIIMHCKON ITOMOIIH.

IIpu BeIgBiIeHMr XMJI mim o1o3peHnu Ha HETO B XOZ€ OKa3aHMs CKOPOU MEAUIIMHCKON
HOMOIIIM OOJBHOTO MEPEBOJAT WM HANPABISIIOT B MEIUIIMHCKHE OPTaHU3allid, OKa3bIBAIOIINE
MEIUIUHCKYIO TOMOIIb OOJBHBIM € IeMaTOJIOTMYECKMMU 3a00JIEBaHUSAMM, IS ONpeAeIeHUs
TAKTUKHA BEIEHUS U HEOOXOJUMOCTH IPUMEHEHMs JIOMOJIHUTEIBHO JpPYyTUX METOJ0B

CIICHUAIIM3UPOBAHHOI'O IPOTUBOOITYXOJICBOTO JICUCHUS.
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CrennanusupoBaHHas, B TOM 4YHCJIE BBICOKOTEXHOJIOTMYHAs, MEIUIMUHCKAs IOMOIIb
OKa3bIBAa€TCsl BpauyaMU-TEMATOJIOTaMM B MEIULUHCKUAX  OpraHMU3alMsAX, OKa3bIBAIOIINX
MEIUIUHCKYI0 TOMOIb O60ibHBIM XMJI, UMEIOMX JUMIEH3HI0, HE00X0AUMYI0 MaTepHalbHO-
TEXHUYECKYI0 0a3y, CepTU(UIIMPOBAHHBIX CIEIIMAINCTOB, B CTALIMOHAPHBIX YCIOBUAX U YCIOBUAX
JTHEBHOTO CTallMOHapa M BKIOYaeT B ce0d MNpo(UIAKTHKY, [IHAarHOCTUKY, JICUEHUE
reMaToJIOTHUECKUX 3a00JeBaHUM, TpeOyIOIUX HCIHOJIb30BAHUS  CIEUUAIBHBIX METOJIOB
U CJIOKHBIX YHUKQJIBbHBIX MEAULIMHCKUX TEXHOJIOTHH, a TaK)Ke METUIIMHCKYIO peaObuIUTaLuIo.

B meauimHCcKON opraHu3aiiuu, 0Ka3bIBaroIeH MEIUITMHCKYIO TTOMOITh 00JbHBIM XMJI,
TaKTUKa MEIUIIMHCKOTO OOCJIENOBAHUS M JIEUCHMs] yCTAHABJIMBACTCS BpadyaMH-Ie€MaToJOraMH
C MPUBJICYCHUEM TPU HEOOXOIMMOCTH IPYTUX Bpauei-CHerHraaicToB, IpU HEOOXOAMMOCTHU —
C MPOBEJCHUEM KOHCWIMyMa. PelieHne KoHCWIMyMa Bpadeid oQopmisieTcs HpOTOKOJIOM,
MOJIUCHIBACTCA YYaCTHUKAMH KOHCUJIMYMa Bpadell M BHOCUTCS B MEIULUHCKYIO JJOKYMEHTALUIO
00JBHOTO.

IlokasaHuss K TOCHOUTAIM3AaLMUA B KPYINIOCYTOYHBIM WM JHEBHOM CTAallMOHAP
MEAMLIMHCKOW  OpraHM3alliM, OKa3bIBAIOUICH  CIEHMaIM3UPOBAaHHYIO, B TOM  4YHUCIIE
BBICOKOTEXHOJIOTHYHYI0, MEAULIMHCKYIO MOMOILb 1O MPO(UII0 «reMaToJIOTUs» ONpenesoTCs
BPAyOM-T€MaTOJI0rOM/KOHCUIIMYMOM Bpadel C MPHUBJICYEHUEM IIPU HEOOXOIUMOCTH IPYrux
Bpayeil-CreUaaiuCcTOB.

IHoka3zaHus AJi IVIAHOBOM rOCIUTAJIM3ALMH:

1) mpoBeaeHue IUIAHOBBIX TpaHC(y3Uil KOMIIOHEHTOB KpPOBU IIPU aAHEMMHU,
TPOMOOIIUTONIEHUH 3 CTETICHH;

2) xoppekuus moOouHBIX 3¢pdekroB Tepanuu XMJI, BkIOYas Tepanuio
uHruouropamu TupoznHknHaz BCR-ABL, npoTHBOONyX01€BEIMH IIpemapaTaMu;

3) HeoOXOAMMOCTh MPOBEICHUS 00CICIOBAaHUS B YCJIOBHIX CTAIMOHApPA C IEIBIO
BbIOOpa ONTUMaIbHON TAKTUKU BEICHUS MMALUEHTA;

4) mpoBelcHUE TUIAHOBOM Tepanmuu HMHruOuTOopamu TuposmHkuHaz BCR-ABL,
LUTOCTATUYECKOM TEpanmuu Yy IMalMEeHTOB C KOMIIIEKCHOM COIYTCTBYIOLICH
MaTOJIOTHEH, TpeOyroIIeil HaOIIOICHHS B YCIOBUAX CTAIllMOHApA.

IMoka3anus 11 IKCTPEHHON rOCIUTAIN3ANMH:

1) npoBeneHne CPOYHBIX TpaHC(HY3Hii KOMIIOHEHTOB KPOBHU ITPH TPOMOOITUTOTICHUH,
COIIPOBOXKJAIOIIEHCST T€MOPPArM4ecKUM CHHIPOMOM, AHEMHMHM C THIOKCHYECKUM
CHUHIPOMOM

2) OCTPO BO3HHUKIINE COCTOSHHUS, BKJIHOYas WHQEKIUOHHBIE OCIOXHEHUS
Y TOKCUYHOCTb Tepanuu 3—4 CTeneHu I0Cie NPOBEACHHBIX KYypCOB Tepamnuu

UTOCTAaTUYECKUMU TpenapaTaMu Win HHruoutropamu Tupo3unkuHas BCR-ABL;
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3) KOppEeKIHUsl )KU3HEYTPOIKAIOIIUX COCTOSTHHM.
IMoka3anusi K BHINHUCKE MAIHEHTA U3 CTAlIMOHAPA:
1) KynmupoBaHUE OCTPHIX, KU3HEYTPOXKAIONIUX W WHBIX COCTOSIHHIA, MPHUBEAIINX
K FOCMIUTATU3AIHH;
2) BO3MOXHOCTb IPOJOJKEHUS JIeUeHUS! B aMOyJIaTOPHBIX YCIOBHSIX;
3) oTka3 O0JILHOTO WM €r0 3aKOHHOTO MPEICTABUTENS OT CIIEHUAIN3UPOBAHHOH,
BTOM YHCIE BBICOKOTEXHOJIOTUYHON, MEIUIIMHCKOM TMOMOIIM B YCIOBHSIX
KPYTJIOCYTOYHOTO MJIM JHEBHOIO CTallMOHApa, YCTAHOBJIEHHOW KOHCHJIMYMOM
MEAMIIMHCKOW OpraHu3alliy, OKa3bIBAIOIIEH METUIUHCKYI0 MOMOIIb MO MPOQHIIIO
«TE€MATOJIOTUSI» TPU YCJIOBHH OTCYTCTBHUS OCJIOKHEHUN OCHOBHOTO 3a00JIeBaHUS
W/WHA JICUYCHUs, TPEOYIOMUX MEIUKAMEHTO3HOW KOPPEKIMH W/WIN METUIITHCKUX
BMEUIATEIHCTB B CTAIIMOHAPHBIX YCIOBUSX;
4) B ciiydasx HecOOIIOACHHS NAllMEHTOM IpeaNuCaHuil WK NMpaBuil BHYTPEHHETO
pacnopsiika JIe4eOHO-TIPOPUITAKTHUECKOTO YUPESKICHUS, €CIU 3TO HE YrpoKaer
YKU3HU MAIMEHTA U 3JJOPOBBIO OKPYKAFOIIINX
5) HE0OXOAMMOCTH MepeBoa OOJIBHOTO B APYT'YIO MEIUIIMHCKYIO OPTaHU3AIHIO 110
COOTBETCTBYIOIIEMY MPOGUITIO OKa3aHUSI MEIULMHCKON TTOMOIIIH.
3aKiIroveHne 0 1eJIecO00pa3HOCTH MepeBoa OOIHHOTO B MPOPUIBHYIO METUITTHCKYIO
OPTaHHU3AINI0 OCYIIECTBISIETCS TOCIE MPEIBAPUTEIHLHON KOHCYIBTAIMH TI0 MPEJOCTABICHHBIM
MEAMIIMHCKUM  JOKYMEHTaM W/MJIU TpPEeABapUTENbHOIO OCMOTpa OOJIbHOTO  BpayamHu-

CHeIHMaIiCTaMU MEIMIIUHCKON OpraHu3aliy, B KOTOPYIO IJIaHUPYETCs MEPEBO/I.

7. JonmosiHuTebHAst ”H(popManus (B TOM 4yucjiae GakTopbl, BJUAIOIIHNE

Ha MCXO0/1 3a00/1eBaHMsI HJIH COCTOSIHMSI)

TaxkTnka BeleHHs] NAIHEHTA IPH Pa3BUTHH HeKeJIaTeJbHbIX siBJeHni Tepanun UTK

(B3pociasi OMyYJISALUSI)

AHTUnelikeMu4eckuid 3P ekt sBiseTcs Oe3yCIOBHBIM NpHOpUTETOM Tepamuu XMJL.
Opnako nans COXpaHEHHs] NPHUHILMIA MAaKCHMaJlbHOTO U IOCTOSHHOTO BO3ICHCTBUS Ha
OITYXOJICBBI KJIOH Ba)KHO CBECTH K MHUHHUMYMY HEXKenareiabHbie Y()(EKThl Teparnuu, YIUThIBas
HE00X0IMMOCTh JJUTEIBHOTO Npuema npemnapatos [10,11].

BonpmuucTBO  HexenatenbHbIX  dddexToB  Tepanuum  UTK  sBustorcss  Xopoino
KOHTPOJMPYEMbIMH, HHU3KOM CTelneHu TOKCHYHOCTU. OTHaneHHble pe3yibTaThl MPUMEHEHUs

uMaTUHHOa™* B TeueHue Oosiee 15 NMeT He BBISIBIIIM JOMOJHUTEIBHBIX WM KU3HEYTPOKAIOIIIX
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sBiieHni TokcnaHOCTH. [[pumenenne UTK2 umeet MeHbniA Cpok HAOIIOICHNS, JAHHBIE O HOBBIX
HE)KEJIATENbHBIX SBJICHUSIX MPOAOIDKAIOT HAKAIUTMBATHCS M B HACTOSIIEE BpEeMSI.

Tokcuunocts Tepanmuu Ha (QoHe mnpumenenuss WTK wMoxHO pa3menuts Ha
reMaToI0rHuecKylo U HereMarosornyeckyro. CTeneHb BhIPaXKEHHOCTH HEXKENaTeIbHbIX SBICHUIM
OIIEHUBAIOT B cOOTBETCTBUHM ¢ KputepusiMu TokcuaHOCTH CTCAE ver 5.0 [79]. Hekotopsie BubI
tokcuyHocty UTK npencrasnensl B mpuiioxennn [72.

I'emaTos10rH4ecKkast TOKCHYHOCTh

K remaronornueckoii TOKCHMYHOCTH OTHOCHTCS CHI)KEHHE YPOBHS TeMOIJIOOHHA,
HEUTpONEeHUs U TPOMOOLIUTOTICHHUS.

Anemust 1-3 crenenu Bo Bcex (paszax XMJI He sBnseTcs Moka3zaHHEM K INPEPHIBAHUIO
tepanun UTK. [lokazaHo nomonHUTENbHOE 00CIEAOBAaHUE MALMEHTA IS UCKIIOYCHUS JPYTUX
IPUYUH AaHEMUH, C YYE€TOM KIMHUYECKOW cutyaruu. [Ipy KIMHUYEeCKH 3HAYUMBIX MPOSBICHHSIX
AQHEMHUYECKOI0 CHHApPOMAa IOKa3aHbl 3aMECTHTENIbHbIE TpPaHCPY3UH SPUTPOLMTAPHON MAacCChl
(B3Becu). llemecooOpasHocTh Ha3zHaueHWs npenapaToB spurponodtuHa (BO3XA pyrue
aHTHaHEMHYECKUe TpenapaTsl) siBisieTcs cniopHoil. [Ipu HeliTtponenuu u TpomodonuroneHnu 1-2
crenenu B mo00# paze XMJI camxenns n03s1 U'TK u nmepepriBoB B ieueHnu He TpeOyeTcs. B XD
XMJI npu 3-4 cTeneHHW HEUTPONIEHUW W/WIIM TPOMOOITMTOTICHUH TOKa3aHa BPEeMEHHas OTMEHA
NTK ¢ KoHTposieM KIIMHUYECKOI0 aHaIM3a KPOBU OJIMH pa3 B Hexemto [10, 11].

ITocne BoccraHoBieHus abcomtoTHOro umcia HedTpodmioB (AUH) no ypoBus OGonee
1,0 x 10%/n, Tpom6GormToB Gonee 50 x 10°/1 Bo3o6HOBUTH Tepanuio UTK) [10, 11].

®  CCIIM MEpephIB B JICUEHUH COCTAaBUT MEHee 2 HeJlellb, JISUeHHUE BO30OHOBIISETCS B IIPEXKHEH

J03e, TP TepepbiBe Oosee 2 Helellb — B CHUKEHHOW Ha OJIMH YPOBEHB 7103¢€ (CM. Tad. 4

u Tabi. 5 — no3st UTK);

e ccim no3a UTK panee Obuta cCHIKEHA, TIPU CTAOMIBHBIX ITOKA3aTENSIX TeMOIPaMMBbI uepes

1 Mecs1 nenecoo0pa3HoO BO3BpaIIeHHE K CTaHAApTHOM T03UPOBKE;

® [pU JIUTEIbHBIX HEUTPONEHHMAX BO3MOXKHO  KPAaTKOBPEMEHHOE IpPHUMEHEHHE

IpaHyJIOLUTApHOTO  KoJOHHecTumyiupytomero  ¢akropa  (I'-KCD)  (LO3AA

Kononunecrumynupytomue GaxTopsl): GuArpacTUM™* B 103€ 5 MKI/KI/CyT MOJKOXKHO, IPU

otrcyrctBum 3P dekra ot BBeaeHus [ -KCD neodbxoanma pemykius n103b1 win cmena UTK,

MIPUHUMAs BO BHUMAHUE PE3yJIbTaThl OLIEHKH JIEHKO3HOTO KJIoHa — ypoBeHb BCR::ABLI;

® [pU JUIUTENBHBIX IOBTOPHBIX IIMTONEHUSX HEOOXOAWMO MPOBECTH OOCIEIOBaHHUE

(M TOJIOTHYECKOE HCCIICIOBAaHUE Ma3ka KOCTHOTO Mo3ra (MuemorpamMma), IMoJydeHHue

TUCTOJIOTMYECKOro MpernapaTa KOCTHOTO MO3Ta ) € LENbI0 UCKITIOYEHHSI IPOrPECCUPOBAHUS

3a0oneBanus, pa3BUTH GUOPO3a KOCTHOTO MO3TA.
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B ®A u BK XMJI naxe npu HaqTu4Iuu HEUTPOIICHUH W TPOMOOIIUTONIEHNN 3—4 CTeTnieHel
C IEeNbI0 WHAYKIUMU pEeMUCCUU B TeueHue mnepBbix 4 Henenb Tepanus WTK nHe nomkHa
npepbiBaThes. [lpun TpombornmToneHnu 3-4 CTENEeHH, TeMOpPpParudeckoM CHUHAPOME IOKa3aHbI
TpaHC(hy3UH TPOMOOIMTAPHOTO KOHIIEHTpara. Eciam Muenocynpeccus coxpaHsercs IMocie
1 Mecsna Tepanuy, MOKa3aHO MOJIyYEHUE LUTOJOTMYECKOTO Mpernapara KOCTHOTO MO3ra IyTeM
OYyHKIUK  (CTepHaJbHAas MYHKLUMS) C TOJCYETOM MHEJIOrpaMMbl i HUCKIIIOYEHUS
nporpeccupoBanus 3aboneBanus [10, 11].

[Ipu uncne OGMAaCTHBIX KJIETOK MeHee 5 % U CHU)KEHMH KJIETOYHOCTH KOCTHOTO MO3ra
ClelyeT MPOJIOJDKUTH NepepblB B Tepanuu. KoHTponb 0o01ero (KIMHHYECKOTr0) aHalu3a KpoBU
MPOBOAMTH He pexe | pasza B Henemro. Bo3o0OHOBUTH Tepamuio mocie BocctaHoBienus AYH mo
yposusi Gosnee 0,5x10°/1 u TpomGouuros Gonee 50x10°/m. IIpu MOBTOPHOM BO3HHUKHOBEHHH
muenocynpeccun go3a UTK momxHa ObITh cHuKeHa. IIpu ATUTENBHBIX W/WIN TOBTOPHBIX
3MM30J]aX HEUTPONEHUU M OTCYTCTBUM 0J1acTO3a B MepH(epruuecKoil KpOBU U KOCTHOM MO3Ie
BO3MOHO nipuMeHnenue ['-KC® [80];

[Ipn Hanuuuu Oonee 5% O61acTOB U TUIEPKIECTOYHOM KOCTHOM MO3T€ JOJKEH OBITh
00CyXeH BONpoc 00 M3MEHEHWH TakTWKU Tepanuu. [Ipu mepexmouenun ¢ ogHoro UTK nHa
JPYroi CyIIECTBYET BEPOATHOCTh Pa3BUTHSI IEPEKPECTHOM ITeMaTOJIOTNYECKON TOKCUYHOCTH, TaK
KaK pa3BUTHE UTOINCHUN y marueHToB ¢ XMJI, mo-BuauMomy, B OOJIbIIIEH CTETICHH CBSI3aHO HE
CTOJNBKO C ocobeHHOcTsIMH AeiicTBust koHKpeTHoro MTK, ckombko co CHMXKEHHEM pe3epBOB
HOPMaJIbHOTO KPOBETBOPEHUsI. DTO 0COOEHHO SPKO MPOSBISAETCS Y MALUEHTOB C MPOJABUHYTHIMU
¢dazamu XMJI, a Takke y MalMEHTOB C Pe3UCTEHTHOCTHIO K 1-2 muuum tepanuu UTK. Ilpu
MOBTOPHBIX IUTONEHUSIX 3—4 CTeneHu, KOTopble 3arpyAHsioT npoBenaeHue tepanuu UTK B
HEIPEPHIBHOM PEKUME U, COOTBETCTBEHHO, CIIOCOOCTBYIOT CHUKEHUIO 3((DEKTUBHOCTH JICUCHHUS,
MoKa3aHo 00CyKaeHue Bonpoca o BeimosHeHun amio TT'CK.

Heremarosornyeckass TOKCHYHOCTh

ITomumo remaronornyeckoit TokcuaHocTH Tepanus U TK MoxeT 0CoXHATbCS U IPYTUMHU
no6ouHbIMH P dexTamu. Hanbonee yacteiMu nmodounsiMu ¢ dexramu neuenus UTK sBistoTes
TOIITHOTA, PBOTA, TUapes, 3aJeprKKa )KUKOCTH C Pa3BUTHEM OTEKOB, KOXKHAS ChIIb, 3y, CIa00CTb,
HApYIICHUs CHa, OOMM B MBINIAX W CyCTaBaX, M3MEHEHHUsS IaO0OPAaTOPHBIX MOKa3aTeNeH.
OcobeHHOE 3HAYCHHE JaHHBIC MMOOOYHBIE SIBJICHUS MPHOOPETAIOT B CBS3H C HEOOXOIUMOCTHIO
noctossHHOro mnpuema mpenapatoB WTK. Jlaxxe HeOompIas BBIPaKEHHOCTh ITOCTOSIHHO
CYLIECTBYIOIIUX MOOOYHBIX 3()(PEKTOB MOKET MPUBOAMTH K CHIDKCHHIO MPUBEPKEHHOCTH K

JeYCHHUIO (KOMIUTAGHTHOCTH) — TPOMycKaM TMpueMa JuOO CHIDKCHHUIO [I03bl Ipenapara
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nanyeHTaMu, YTO BEJET K CHIDKEeHHUIo 3 dexTruBHOCTH Tepanuu. [Ipodunm HeremaTogornueckon
TOKCUYHOCTH UMAaTUHMOA**, HunotnuHnOa**, nazarnau6a** u 603yruHnOa** oTinmuarorcs.

[Ipy BO3HMKHOBEHHMH HETreMaTOJIOTHYECKONH TOKCHUYHOCTH cliefyeT AudQepeHIrpoBaTh
no6ounbie 3 dektsl Tepamuu UTK oT BO3MOXHBIX KIMHHYECKUX MPOSIBICHUN COMYTCTBYIOMINX
3a0oneBanuid. llenecooOpa3HO MOMONHUTENBHOE OO0CIEI0BaHME NAIMEHTa Ul HCKIIOYEHHS
Opyroil martojoru. J{ns MHMHMMH3AIMM SABJIEHUN TOKCHMYHOCTH TpeOyeTcs aJeKBaTHas
CUMITOMAaTHUYeCKas Teparusi.

OO011ast TaKTUKA BEJICHUS MALIMEHTOB MPH PA3IUYHBIX MPOSIBICHUAX HETEMATOJIOTHYECKON
tokcnuHocTu Ha one UTK nmpencraBnena B taba. 10. Ciaexyer mog4epKHyTh, YTO TIEPEPHIBHI B
JICYEHUW W CHIDKCHHE J03bl JOMYCTHMBI TPU JUIMTEIBHBIX W/WIM TOBTOPHBIX D3IH30]aX
TOKCUYHOCTH 2 CTENEHM M IPU OJHOKpAaTHOM TOKcuuHOcTH 3-4 creneHu. HemepeHocumocThb
tepanmu UTK BO3MOXXHO KOHCTAaTHpOBaTh NpU AMUTeNbHOM (Oonee 2—3 Mec.) COXpaHEHUH
SIBJICHUI TOKCUYHOCTH 2 CTETICHH IIPH YCIIOBUU aJIEKBATHOM COMPOBOIUTEIIHHOM TepaInu, a TAKKE
IIPU TMOBTOPHBIX SIBJICHUSAX TOKCHMYHOCTH 3—4 creneHu. HemepeHOCHMMOCTh Tepanuu SBISETCS
nmokaszaHueM K nepeBoay Ha apyroi UTK, Tak kak nmpoduiib HeremMaToaorudeckoi TOKCUHIHOCTH

y IIpenapaToB pa3Hblil, U IEPEKPECTHAS HEMEPEHOCUMOCTh MUHUMaJIbHAs [10,11].

Tabauna 10. O0mast TakTUKa Tepanuu Ipu Heremaronorudeckoi Tokcnanoctu MTK

CreneHb TOKCUYHOCTH TakTuka Tepanun
Crenens | [lepepbIBOB B JICUEHUH U CHUXKEHUS JI03bI HE TpeOyeTcs
CreneHs 2:
— IUTUTEIBHOCTD <7HEHN [lepepbIBOB B JIEUCHUHU U CHUKEHUS 03Bl HE TpeOyeTCs
| UTHTeTBHOCTD >7 THEi Bo3MokHa OTMEHA JICUEHUS ; TIOCIIE Pa3peIICHHs
VLTV TIPH TIOBTOPHBIX TOKCUYHOCTH MEHee 2 CTeleHU BO30OHOBUTH JICUCHHE

BO3HUKHOBEHHUAX TOKCUYHOCTHU
[Ipu nepepriBe MeHee 28 qHel BO30OHOBUTH JICUCHUE

B IIpexXHEH 103¢, Oornee 28 nHEN — CHIKEHHE JI03bI
Ha OZIMH YPOBCHb

Ecnu HeT HapacTaHUs TOKCHYHOCTH Ha (oHE
CHIDKCHHOU JT03bI B TeueHue 1 mecsia, neinecoodpaseH
BO3BpAT K CTaHAAPTHOM 103€

Crenenb 3 unu 4 OTMEHUTH JICYEHUE; TTOCIIE YMEHBIIEHUSI TOKCUYHOCTH
<2 cTeleH!u BO30OHOBHUTH JICUCHNE B CHHIKEHHOM

Ha OJIUH YPOBEHb J103€

[Ipy 1TUTETEHOCTH TOKCUYHOCTH OoJiee 28 qHEl, TOBTOPHBIX
AIU30/1aX TOTrO K€ BUJAa TOKCUYHOCTH MOKa3aH NEPEBO/I

Ha IPYTYIO TePAInIo
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CnenyeT OTMETHUTBH, YTO MPEBBIINIEHWE HEKOTOPHIX MapaMeTpoB (TaKUX KaK YpOBEHb
xojecrepuHa) popmanbHo onpenensiemMsix B npenenax -1 crenenu no kpurepusm CTCAE, npu
TEpanuy HWIOTHHUOOM™®* TpeOyeT 0co00ro BHHUMAHUS M KOPPEKIMH, C YYETOM IOBBIIICHHOM
BEPOSATHOCTH PA3BUTUS UIIEMUYECKUX COCYAMCTHIX COOBITHI MpU MPUMEHEHUU 3TOTO Mpenapara
[31, 39]. [1neBpasibHBIC BBIMOTHI IPU TEPANTUU Ta3aTHHUOOM™*, HECMOTpSI Ha ONPEAeIIIeMYIO 110
CTCAE Hu3KyI CTeneHb TOKCHUYHOCTH, HE BCErZa I03BOJSIOT IPOJOJIKUTH TEPAIUIO
B [IOCTOSIHHOM pEeXHME M3-3a PELUIUBUPYIOLIET0 Xapakrepa [26, 29]. [luapes 1-2 crenenu mno
CTCAE mpu Ttepanmuu 003yTHHHOOM™** MOXKET 3HAYUTENBHO YXYIIIaTh KauyeCTBO >KH3HU
MAIMEHTOB, OJHAKO XOPOILIO MOAJAETCS] KOPPEKLUUU CO CHM)KEHHEM CTENEHU BBIPAKEHHOCTU U
YacTOTHI Pa3BUTHSI B X0Ji€ JieueHus [33].

TakTuka Tepanuu NpU OTIACIBHBIX BUAAX HETEMAaTOJIOTHYECKON TOKCHYHOCTH Tpelyer
OTJIEIbHOTO PACCMOTPEHUS.

Han0ous1ee yacTbie iBJEHUA HETeMaTOJIOrHYeCKOM TOKCMYHOCTH

T'unepxonecmepunemusn u puck umieMu4ecKux cocyoOucmulx coovlmuii

Hapymenne werabonu3Ma JHNUAOB W TUIEPXOJECTEPUHEMHUS OTMeueHbsl y 22%
MAaIMEeHTOB MPU MPUMEHEHUH HIJIOTHHHOA™**, ToTa KaK NPy MPUMEHEHUH UMAaTHHHOA™* TOJIBKO
y 3%; 3TO HexKeNnaTeNbHOE SIBJIEHUE MOXET OBITh 3apErUCTPUPOBAHO yiKe yepe3 3 Mecdlla mpuema
HIWIOTUHHOA™* 1 OBLJIO aCCOIMUPOBAHO C BOZHUKHOBEHUEM UIIIEMHUYECKHUX COCYIUCTBIX COOBITHIA,
B YaCTHOCTH OKKJo3uel nepudepudeckux aprepuit [31,39]. Ypoenb xonectepuna Oomee
240 mr/an (6,2 MMONB/T) TNpU3HAH TIOKa3aTelieM BBICOKOTO pucka. B cooTBeTCTBUU
C PYKOBOJCTBOM AMEpPHUKAaHCKOW acCOIMalud KIMHHYECKUX JHAOKpuHOIoroB (AACE)
THIIEPXOJIECTEPHUHEMUST TAKXKE SIBIISICTCS ONHUM M3 (DaKTOPOB, BKIIOYEHHBIX B MHIKAIy pPHCKa
CMEpTH OT COCYAMUCTHIX coObITHiA [81].

l'unepxonecrepuHeMusi MOKET OBbITh CHU)KEHAa TPU KOMIUIEKCHOM TPUMEHEHHUH
HEMEJIUKAMEHTO3HbIX METOJIOB: JMeTa, (u3nyeckas Harpyska, a TakkKe YCHEIIHO IOJAaeTcs
MEIMKaMEHTO3HOH KOPPEKIUH MPH MPUMEHEHUH PA3JINYHbIX TUIIOJUIHIEMHUECKUX CPEICTB, K
npumepy, wunruoutopoB I'MI-KoA penykraser (ctatunoB). CrnenoBaTenbHO, JEHCTBHA,
HaIpaBJIEHHbIE HA CHI)KEHHE YPOBHS XOJIECTEPHHA, SBIISIOTCS 11€T€CO00Pa3HBIMU ISl CHIDKECHUS
pHCKa COCYIUCTHIX UIIIEMUYECKUX COOBITHH y manueHToB ¢ XMJI. IleneBrie ypoBHU X0oJiecTeprHa
u ero areporeHusix ¢pakmuii (JINTHIT) moapodHo oceemieHbl B Poccuiickux peKOMEHIAIsIX 0
JTMAarHOCTUKE U KOPPEKIMH HApYLIICHUH JTUMHUIHOTO OOMEHa C HENbl0 MPOPHUIAKTHKY U JICUCHHS
arepockiiepoza [82]. PemeHne O TMNpOBEACHUH THUIOJIUIUIECMHUYECKOM TEpanuu JAOJKHO
MPOBOAMUTHCS OCIE KOHCYJIbTAIlMK Bpaya-KapAuoJIora.

[Tpu mpoBeAeHUHU Tepanuu HUIOTHHUOOM™** 10 JKM3HEHHBIM NOKA3aHUSAM JOJDKHA OBITh

o0ecrieyeHa COOTBETCTBYIOLIAsi KOPPEKIHMS HEOMarompusATHbIX (akTopoB pucka. Ilpu
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HEOOXOAMMOCTH TIOKa3aHO IMOCTOSTHHOE HaOJI0/IeHne Bpauyei-CIeIUaIiuCcTOB (Bpayd-KapauoJior,
BPaY-dHIOKPUHOJIOT), KOTOpPHIE YCTAaHABIMBAIOT OKOHYATEIbHBIH 00BEM O0OCIEIOBaHUA U
JIOTIOJTHUTEIIbHBIE METOAB! OLEHKU B KaKIOM KOHKPETHOM CIIy4yae: ONpPEIEICHUE JIOABDKEUHO-
IUIEYEBOTO  HMHJAEKCA, BbBIABIEHHE  aTEPOCKICPOTHYECKUX  ONSIIeK MOpH  IYILIEKCHOM
aHrMOCKaHWpoBaHuH, BeimosiHeHue KT u np.

B ciydae Beicokoro pucka passutus CC3 mpeamouruTenbHell Tepanus IMaTHHHOOM™**,
nazaTuHuOOM™*, 603yTHHHOOM™** [39].

IlsieBpaJjibHbBII BBINOT M HAKOIUIEHHE KUIKOCTH B CEPO3HBIX MOJIOCTAX (HauboJiee
4acTo — IJIEBPAJbHAS MOJOCTh, Peske — epuKapaAuaJIbHAasi, OpromHas)

JlaHHO€ HEeXelaTeNbHOe sBJICHHE HauOoJiee XapaKTepHO Ul Tepanuu Ja3aTHHHOOM™*,
yaie BCTpPEeYaeTcsi MpH MpUMEHEHHH 103kl 140 Mr B CYTKH MO CpPaBHEHHUIO C 0ojiee HU3KHUMH
JIO3UPOBKAMH, PEXKE MOXKET BCTPEUATHCS Yy MALMEHTOB, Mojydaromux tepanuto npyrumu UTK.
[Tpu Tepanuu nazaTuHUOOM™* BEpOATHOCTH pa3BUTHs cocTaBisgeT oT 14% no 37% mo naHHBIM
paznUYHBIX uccienoBanuii [29, 26]. [TanueHTsl HOKHBI OBITH MPEIYNPEXKICHBI O TOM, YTO B
CIIy4ae TOSIBIICHUS Y HUX CHUMIITOMOB TUIEBPAJIBHOTO BHITIOTA (OJBIIIKA, KAIIENTh, TAXUKAPIHS),
HEOOXOJUM CpOYHBII OCMOTp Bpauya U JONOJHUTEIbHAs JAWAarHOCTUKA: MEPKYTOpPHOE
onpejiefieHue TPaHMIl JIETKUX, AyCKyJbTallusl JIETKUX, MpHIEeNbHAs peHTreHorpadus opraHoB
rpynHON KiIeTKH, Y3 mieBpabHBIX MOJIOCTEH € IEeNbI0 OIIEHKH 00beMa IIEBPAIbHOTO BBITIOTA.
JlaHHOE HeXellaTebHOE SBICHUE MOXKET PAa3BUTHCS B PA3UYHBIC OTJAICHHBIC CPOKU TEPANUU
(uepe3 2,5-5,5 ner nedeHus), B TOM YHUCJIEC Y MAIMEHTOB C PaHEE XOPOIICH MEePEHOCUMOCTHIO
nazatuanOa** [29]. O0beM BBINOTA MOXKET OBITH OIICHEH MO0 PEHTTEHOJIOTHYECKUM KPUTEPUIM U
T0 IAaHHBIM yIBTPAa3BYKOBOM TUAarHOCTUKH B 3aBUCHMOCTH OT 32aHUMAeMOTro 00bheMa MIIeBpaTbHON

nonoctu (tabm. 11).

Tabauna 11. Knaccudukaius creneHei mieBpajibHOTO BHINOTA

Crenenb Kinunnyeckue CMMIITOMBI M IPUMeHsieMast O0beM KHUAKOCTH
Tepanus B IJ1eBPAJILHOM N0J10CTH
0 OTCyTCTBYET —
1 AcuMnTOMaTu4Yeckuil U He TpeOyromii teuenus [<10% oObema mieBpaibHOM
MOJIOCTH
2 KnmHUYeCKH BBIPaXXEHHBIH, TpeOyromuii 11-25% o0bema mieBpalibHOM
[pUMEHEHUS TUYPETUKOB WK He OoJiee ABYX MOJIOCTH
MJIeBPAJIbHBIX TYHKITUI
3 KimnHu4ecku BhIpaXkeHHBIH, TpeOyrommii 26-50% oO0bema mieBpanbHON
OKCUT'€HOTepanuu, 6osee IByX IIEBPaTbHBIX MOJIOCTH

[TYHKIUI W/WIKW yCTaHOBJICHUS TJIE€BPAIHLHOTO
ipeHaka, IIeBpoie3a

4 Y rpoxaromuii )Ku3HH, CONPOBOKIAIOIIUNCS 51-75% obbema reBpanbHOI
HapyIIEHHEM IT'eMOIMHAMHUKY WU TPeOYIOMUil  [MOJ0CTH

MICKYCCTBEHHOM BEHTWJISILIMM JIETKUX

49



Hanuuue cuMnTomMoB 1 00beM HAKOIUIEHHOM KHJIKOCTH YacTO MOTYT He coBmaaath. s
ornpezeneHus JiedeOHOM TaKTUKK OOJIbIIIee 3HAYCHIE UMEET HaTNIKie KIMHHYECKUX CUMIITOMOB U
CTETICHb BBIPAXKEHHOCTH JBIXaTEIbHON HEIOCTATOYHOCTH.

e PexoMeHnayeTcs Ipy BOSHUKHOBEHUH TJIEBPAIILHOTO BBIIIOTA, BEI3BAHHOTO MPUMEHEHHEM
nazatuHuOa™**, creayromnas TakTUKa:

e TIEpEPHIB B T€pAIHH, B JAITbHEHUIIIEM BO3MOKHO BO3OOHOBIICHHUE MTpHEMa Mpernapara
B CHIDKCHHOM 103¢€;

e Ha3HA4YCHHWE JUYpPEeTHKOB (dypocemMun™*, Topacemus, B COOTBETCTBHH C
MHCTPYKUHEH MO MPUMEHEHHIO, B 3aBUCHMOCTH OT JIEKAPCTBEHHOU (DOPMBI, YUUTHIBAS
BO3PACTHYIO KaTETOpHIO) C KOHTpOJIeM YpoBHs 3nekTponutoB (MccnemoBanue ypoBHS
HaTpHUs, KaJlusl B KPOBH);

e TIpU HEOOXOJIUMOCTH — OKCUTCHOTEPAIIHS;

e TIPHU TSOKENBIX (OpMax IUIEBPATLHOTO BBINOTA (3—4 cTeneHu, HaOIIoJaonuecs y
4% mnamueHToB) ¢ JbIxarenbHOM HemoctaTouHOocThio II-III cremeneit — TopakoreHTes ¢
3BAaKyalUeH )KUIKOCTH.

e TPOBEJCHHE TIUIEBPAIbHON MYHKIUU NPU YIPOXKAIOMIUX HKU3HU COCTOSHHSIX
(cMeleHue CpeloCTeHU s, BRIPAXKEHHAsS OJIBIIIKA B TOKOE) UJTU C TMarHOCTUYECKOH LIETIBIO,
KOI'Jla IpUYMHA IUIEBPAJILHOIO BhINOTA HesicHA. [10]

YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb J1OCTOBEPHOCTH

JTIOKa3aTeNIbCTB — 5).

Kommenmapuu: cam no cebe gpaxm nosenenuss niespaibHO20 8bINoma He yxyouiaem
npocno3. Ilpu onmumanoHom omeeme HA MeEPANUI0 BO3MOICHO CHU3UMb 003y npenapama. Eciau
JHce omeem Ha iedeHue HeOOCMamouHblll, NOKA3aH nepesoo nayuenma Ha anvmepuamugnsiti UTK.
Yuumuieas, umo nneepanvhelii 6binom Hepeoko HOCUM peyuOUBUPYIOWUL XapaKkmep, 8 MAaKux
cayuasx yenecoobpazen nepegoo Ha opyeou UTK.

Jlerounasi aprepuanbHasi runeprensus (JIAI)

Kpaiine penkoe (0,45% cnydaeB), HO TpPU ITOM TSDKEIIOE OCJIOXKHEHHE, KOTOpOe
BCTpeyaeTcsl MpH MpUMEHeHUH Aa3aTHHHOa*™*. Ha MOMEHT yCTaHOBIEHHUS 3TOTrO JUarHosa y
OOJIBIIMHCTBA MAIIMEHTOB OTMEYAINCh 3HAYUTENIbHbIE HAPYIICHUS T€MOJAMHAMHKH, a TaKXKe
ceplieYHast HeIOCTATOYHOCTh, TPeOOBaBINAasl HAOIIOICHUS B OTJCIICHUU WHTCHCUBHOW TEparvH.
Menuana cpoka passutus JIAI' cocraBiser 34 mec. (8—48 mec.) Tepanuu nazaruaudom™* [30,
40]. MosxeT BBISBIATHCA KaK y MAIlIEHTOB C IUIEBPaJIbHBIM BHIOTOM (68% ciydaeB), Tak u 6e3
Hero. Oppliika U OOMOPOKH SIBISIIOTCS BEAYIIMMHU B KIMHMYECKON KapTHHE, TaKKe MOTYT
MPHUCYTCTBOBATH CIIA00CTh, YTOMIIIEMOCTb, OOJIH B 00JIACTH CepAla, He KYMUPYIOITUECS IPHEMOM

opranndeckux HuTpatoB. Ha DKI' MOTyT BBIABIATHCS NMPU3HAKU TUHEPTPOPHH U NEPErpy3Ku
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MpaBbIX OTHENOB  cepana JuarHoctuueckue Meronsl it noarBepkaeHus  JIAL:
TpaHCTOpaKalIbHAS dXOKapaAuorpadus, KaTeTepru3anus MpaBbIX OTILIOB CEpIia.

Y CTaHOBIIEHO, YTO JAHHOE SIBJICHHUE MOXKET ObITh 00paTUMO MpU OTMEHE Ja3aTHMHUOa™*.
[Ipu pazsutun JIAI' mokazaHO TpeKkpalieHHue Tepaluu Ja3aTUHHOOM™* W Ha3HaueHWEe APYTHX
UTK.

ITHeBMOHMT

SIBnsieTcst KpaiiHe PeIKUM OCIOXKHEHHEM, TpeOyrommM 1uddhepeHInanIbHOro 1arHosa.
B GospmMHCTBE ciIydaeB onmucaH MpH MPUMEHEHUH UMAaTHHUOA**, a TakXKe JaIie BCTpevaeTcs B
cTpaHax A3uu; MOXKET ObITh OOPATUMBIM HJIH HEOOpaTUMBbIM [ 82—84].

[Tpu npumenenun gazatuHn6a** Bo 2 nmuuuu B 1o3e 70 mMr 2 pasza B ieHb y 17% naunueHToB
OMHCAHbl W3MEHEHUS JIETOYHOW MApEeHXUMBI, 1O THUIY «MaTOBOTO CTEKJIa» JHOO YTOJIICHUE
cenTajgbHBIX Teperopoiok. llenecooOpazen nepesox Ha npyrue UTK.

TommHoTa

e PekomMenayercs mpyu BOSHUKHOBEHHHU TOIIHOTHI HA TEPAIMA KIMaTUHHOOM™* IpUMeHEeHUe

NPOTUBOPBOTHBIX  TpENaparoB:  METOKIompaMua**  (mpemapaT  ais  JICUCHHS

(GYHKIIMOHATBHBIX  HApYIICHUH  JKENyIOYHO-KHIIIEYHOTO TpPaKTa), OHJIAHCETPOH™**

(mpotuBopBOTHBIE NTpenapaTsl, AO4A), B COOTBETCTBUU C MHCTPYKIIUEH IO IPUMEHEHUIO,

B 3aBUCUMOCTH OT JICKApCTBEHHOHN (POPMBI, YUUTHIBAs BO3PACTHYIO KaTeropuio.[10]

YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb J1OCTOBEPHOCTH

JTIOKa3aTeNIbCTB — 5).

Kommenmapuu: pazeumue mowinomovl Haubonee XapakmepHo Npu NPUMeHeHUU
umamunudba** unu 6o3ymunuda™**. Huromunu6™* u oazamunud** evizviearom mowHomy peoxo.
Ilpu mowHome cnedyem ucKkiOUUmMb npUem umamunuba™* namowax, pexkomMeH008ams
NPUHUMAMb NPenapam ¢ NpUemMom NUWU, 3anU8ams OONbUUM KOIULeC8oM 800vl. Ilocneonuil
npuem umamunuda** dondicern Oblmob He NO30Hee yem 3a 2 4aca 00 CHA, 0COOEHHO Y NAYUEHMO8 C
930¢hazumom 6 anamuese. Eciu moxcuunocms, Hecmomps Ha 6ce npeonpuHsambie MepoOnPUAMuUs.,
cocmasnsiem >2 CmeneHu, YenecooOpPasHo HA3HAYeHue NPOMUBOPEOMHLIX NPenapamos:
memokaonpamuo**, — ounoancempon®*,  opyeue. OOHnaxko credyem  yuumvleame,  4mMo
npomueopeommusie npenapamsl Mmoz2ym yonuuames uumepsan Q1. Awmayuder cuudicaom
agpgpexmusnocmo UTK.

3ajgep:kKa JKUAKOCTH C Pa3BUTHEM 0TEKOB

CnenyeT OrpaHMYHUTh MPUEM COJM B palMOHE, YMEHBIIUTH 00BEM ymoTpeOisemMoin
KUAKOCTU. B Oonee TsKeNnbIX cllydyasx Ha3HA4yalOT JOUYpPETHKH, Tpenaparsl MOA0HparoT
WHIUBUIYAIBHO.

MpbieyHbie crna3sMbl
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CumnToMm, XapaKTEepHBIM IJis Je4eHHs WMaThuHUOOM™*, Yamme BcTpewyaeTcss B Hauaje
Tepanuu, HO MOXET ObITh U OYEeHb JIUTENbHBIM. Cria3mbl (Yaile MKPOHOXKHBIX MBIIIIII, MBITIIII
CTOIIBI) BO3HUKAIOT, KaK MPaBUIIO, B HOYHOE BpeMsl, Nocie (PU3NYECKON Harpy3Ku. Y CTpaHEHHE
nedunmTa MUHEpanIoB (Kamui, KanbIlui, MarHui, Gocop) MOKET OOJICTUUTH CIIACTHUCCKHI
apdext ot mmatuHMOa**. Ilpm BBIpAKEHHBIX MPOSIBICHUSAX TOKCHYHOCTH (3—4 CTemneHm)
Bo3MOkeH mepepbiB npuema UTK (3—5 ngHeii), KOTOpBIM YacTO yMEHbBIIAET KIMHHUYECKHE
NPOSIBJIICHUS HJIM BPEMEHHOE CHM)KEHHUE J103bI IIperaparta Ha | ypoBeHb.

bouau B KoCTSAX U cycTaBax

OOBIYHO BO3HHMKAIOT B Hayalie JICYCHUS, YaCTOTa MX yMEHBIIAeTcs 4epe3 1-2 Mecsima
tepanuu. KparkoBpeMeHHbll (Ha 3—5 1qHEH) mepepblB B IpUeMeE Mpenapara U KOPOTKHH Kypc
HECTEPOUIHBIX MPOTUBOBOCHAIUTEIBHBIX M IMPOTUBOPEBMATHYECKUX TMPENApaTOB MOTYT
KYIUPOBAaTh 3TU SBJICHUS.

KoxHble BbIChITaHUA

OOBIYHO KYMHUPYIOTCS TMPU HA3HAYCHWU AaHTUTUCTAMUHHBIX CPEJICTB CUCTEMHOTO
JefcTBUS, XJIOpUAa KalblUs W/MIU MPU MECTHOW 00pabOTKe TIIOKOKOPTUKOUIHBIMHU Ma3siMH.
[Ipu OGonee BBIpAXKEHHOM JepMaTHUTE BO3HHKAET HEoOXoauMocThb mpepwiBaTh npuem MTK.
VY nanuentoB ¢ OosnpliuM KonndecTBoM 0OazouiioB (>30%) B KpOBU MPUYMHON MOSIBICHUS
YPTHUKAPHBIX BBICHIIAHUM MOXET OBITh BBHICBOOOXIEHHE T'MCTaMHUHOIOJOOHBIX CyOCTaHUUH W3
0a30(pMIIBHBIX TpaHyN, MO MEpe CHIDKEHHUS KOJIMYecTBa 0a30(MIOB HHTEHCHUBHOCTH CBIIU
YMEHbILIAETCSl.

YMepeHHbIe KOKHbIE BBICHIIIAHUS PU TepAuy HUJIOTHHUOOM** — yacToe HexkenaTeNbHOe
SIBJICHHE, KOTOPOE HE COMPOBOKAACTCS 3yI0M, TUCKOM(POPTOM U PEIKO TpeOyeT KOPPEKIIUH 03I
npernapara.

KpoBoTeuenusi 1 KpoBOU3IUSIHUS

HaubGonee wacto HaOmroAaroTCsi KPOBOTEUEHHUS — M3 JKEIYJOYHO-KHMIIEYHOTO TpPaKTa
(y 4% manueHToB), peke — KPOBOHM3JIHMSHHS B TOJOBHOW MO3T (TspKenble — MeHee ueM y 1%
nanuenToB). Habnronarorest mpenMyIecTBEHHO MpH JIeYeHUH 1a3aTuHuOoM™*. Kak mpaBuio, oHu
BO3HUKAIOT MPU BBIPAKEHHOM TpoMmOouuToneHnu. B OonblIMHCTBE CilydaeB, C KPOBOTECUEHUEM
yJlaeTcsi CIIPaBUTHCS C MOMOIIIBIO TPUOCTAHOBKH MpHeMa IpernapaTa U MpuMeHeHus TpaHcy3uit
KOMITOHEHTOB KPOBH, B IIEPBYIO O4Yepe/ib, TPOMOOKOHIIEHTpATA.

[Tpu Tepanuu umatTuHHOOM™* B 11% ciaydaeB MOTYT OTMEYaTbcs KPOBOM3ZIMSHUS B
CKJIEpPY, KaK MPaBUII0, IPOXOIAIIHNE ITOCJIEe KOPOTKOTO NEPEePhIBa B JICUSHUHU WIIM CHUKEHHUS J103.

Anapes

Kynupyercst auetoii ¢ UCKITIOYEHUEM MPOAYKTOB, YCHIMBAIOIINX MOTOPUKY KHIIIEYHUKA,

Ha3sHa4Y€CHUEM CHUMIITOMATHYCCKHX HpOTHBOHHapeﬁHBIX, KHIICYHBIX MPOTUBOBOCHAIIMTCIBHBIX U
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MPOTUBOMHUKPOOHBIX mTpemapatoB. I[lpu Tepanmuu 003yTHHHOOM™** 3(h(PEeKTHBHO KymupyeTcs
BPEMEHHBIM CHM)KEHUEM J03bI Iperapara.

I'emaToTOKCHYHOCTH

[loBpIlIEeHNE aAKTUBHOCTH <«II€YEHOYHBIX» aMHHOTpaHc(epa3 MOXKET HACTYIUTh B
paznuunblie cpoku JedeHus UTK. B HEKOTOpBIX ciaydasx OMMCAHO TSKENI0E MOBPEXKACHUE IEYEHU
Opyd MPUMEHEHUM HMaTUHMOAa** u mapaneramona**, a Takke NMpH BUPYCHOM TemaTture B.
[TosToMy mMoOKa3aHO HWCKIIOYUTH HAJIUMYUE BUPYCHOTO TEMaTUTa, OTMEHUTH IMOTEHIUAIbHbIE
renaToTOKCUHBI (aJKOTO0JIb, KOHCEPBBI, JIEKAPCTBEHHBIE IperapaTbl € TeNaTOTOKCHUYHBIM
nericteueM). [Ipu Bo3HUKHOBEeHHMH renaToTOKCHYHOCTH WTK mpumMeHuMBbl 00IIHMe MPUHITUTIBI
TEpanuyu TOKCUYECKOIO (JIeKapCcTBEHHOr0) renatuta. Ilpu coxpasstomieiics renaroTOKCUMYHOCTH
2 cTemeHHW MOCJE ee pas3pelieHus 103y Mperapara LelnecooO0pa3Ho BpeMEHHO CHU3MTH. [lpu
MOBTOPHOM pPa3BUTUU MEYEHOYHON TOKCHYHOCTH HEOOXOIMMO MpOBECTH OoJiee TIIATEIbHOE
uccieoBaHue (PYHKIMM TEYEHM; MOKa3aHO OOCYKIEHHE BOMpoca O MEPexojie Ha Teparuio
apyrumu UTK, ¢ yueTtoM oTCyTCTBHSI IEPEKPECTHON I'€MaTOTOKCUUHOCTH.

YBean4yeHne Macchl TeJia

HeGounbmioe yBeandeHne Beca MOKET ObITh 00YCITOBICHO 3aJEPKKOM YKUIKOCTH, B YACTH
CIIy4aeB — yJIy4llIeHHEM OOIIero caMoO4yBCTBUS Ha (POHE perpeccuy CUMIITOMOB MHTOKCUKAIIH U
HOpMaNu3aly anmnetuta. llanneHToB ¢ M30BITOYHBIM BECOM HEOOXOAMMO IpenyNnpekaaTh
0 BO3MOXHOcTH ero ysenuueHus npu npueme WTK u pexomeHnoBare oOrpaHudeHue
ynoTpeOaeHHs COHM, HU3KOKAIIOPUWHYIO IUETY U YBEIMYEHUE YPOBHS (PU3NUECKUX HATPY30K.

Yanunenue unrepsanaa Q7TcF

Bce UTK siBnsitoTcst mpenaparamMu, CHOCOOHBIMU YAJTUHATH JUIUTEIbHOCTh HHTEpBaia Q7.
IIpu 3HaumtensHOM ymuHenun Q7T (Gonmee 480 MC) CyImIECTBYeT PHUCK pPa3BUTHS
JKU3HEYTPOKAIONIEH apUTMHUU — TaXUKApJIUU MO TUMY «upydT». [Ipu onenke mntepaia QT
cieayeT 00s3aTeNIbHO UCIIONIB30BaTh CKOppekTupoBaHHbie (¢ yaetoM UCC) 3HaueHUs, HalpuMep,
QTcF (QT, xoppurupoBannslii o merony ®Ppenepuka (Frederic)). Cnyuan ynnunenuss Q7cF
BCTpEUAIOTCsl KpailiHe peako — MeHee yeM y 1% mnauueHrtoB. IlanueHThl ¢ HM3HAYaIbHBIM
yanuHenneMm QTcF, a Takke ¢ CONMyTCTBYIOMIEH KapIUaJIbHOM MATOJOTHUEN JAOJIKHBI OCTaBaThCs
B 30HE BHUMAaHUA C TOYKHU 3peHUs] MOHUTOpHUHTa u3MeHenunit Ha OKI'. Jlo nauana neuennss UTK
CJIeZlyeT MO BO3MOXHOCTH HCKJIIOUUTH (DAKTOpBI, TAKKe BIUSIOIMIME HA YJIMHEHHUS JAHHOTO
WHTEpBaNia. B 4aCTHOCTH, TOKHBI OBITH HOPMATH30BaHBl YPOBHU KallUsl U MarHus; P IprueMe
IpenapaToB, Takxke yanuHsonmx Q7 mo NoBOAY COMYTCTBYIOUIUX 3a00JieBaHUM, TOJKHA OBITh
paccMOTpeHa BO3MOXHOCTh 3aMeHbl mocieqHux. Crenyer NOMHHUTh O CYyIIECTBOBAaHUH
BpOxIeHHOTO yanuHeHus: O7, uto TpedyeT 0co00ro BHUMaHUS K TAKUM MAllUEHTaM MPH JICUYCHUN

NUTK. Anroput™ BeaeHHs MAMeHToB ¢ yumHenueM Q7cF npuseneH B Tabm. 12.
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Tabauna 12. TakTuka BeJeHUs MAIMEHTOB NpH yaauHeHuu uatepBaina Q7TcF Ha doHe

tepanuu UTK

Yaaunenue

OTcF TaxkTnka Tepanuu

— BpEMEHHO npekpaTuTh npuem UTK

—  UCCJEJIOBAaHME YPOBHS Kalud B KPOBH M  HCCIECIOBAHUE  YPOBHS
MOHU3UPOBAHHOTO MarHusi B KpoBu. I[Ipu nedunurte BOCIONHUTH UX YPOBEHB 10
HOPMBI.

— IPOAHAIM3UPOBATH MPUHHMAEMbIE MMAMEHTOM CONYTCTBYIOIIME MpenapaThbl
U UCKJIFOUMTDH CPENCTBA, YUIMHAIOMKE nHTepsan O7T

— ecim uHTepBan QTcF ocraerca >480 mc, nostopsats OKI' (permcrpanus
HJIEKTPOKAPANOTPAMMBI) MO KIMHMYECKHM IOKa3aHUsAM, Kak MUHUMYM | pa3 B
cyTtku, noka QTcF ue 6ynet <480 mc

— Tepanuss UTK Moxer ObITh BO30OHOBJIIGHA B TOW K€ J03€, €CIU MPUYMHA
>480 mc yBenudeHuss (T yctaHoBieHa W ycTpaHeHa, u QTcF B TedeHue 2 HeIEb
BO3BpaTWIICA A0 3HaueHus <450 Mmc 1 HaxoauTed B peaenax 20 Mc OT 3Ha4€HuUs Ha|
HCXOJTHOM YpOBHE

— €CJIi IIpY NOBTOPHOM oOIpeneieHuH 3HaueHue (TcF BBIXOIUT 3a NPEIENbl
20 MC OT 3HAYEHHUSI HAa UICXOJIHOM YPOBHE WUJIM OKa3bIiBaeTcs Mexay 450 u <480 mc,
no3za UTK nomxna ObITh CHI)KEHA HA | ypOBEeHb

— 1pu Bo3oOHOBieHuM jeyenuss MTK B Toii jxe WM yMeHbIIEHHON [03€ MOcIe
BPEMEHHOTO MPEKpaIlleHUs Je4eHus o npuunHe yenuuenus Q7ck no >480 mc,
HeoOxoaumo nposectr DK (peructpanus 31eKTpoKapAnorpaMMel) Ha 2-i, 3-i u
Ha 8-11 IeHb [10CJIE BO3OOHOBIICHUS JICUEHNS

— B cliydae moBTOpHOro ysemuueHus: Q7cF pgo >480 Mc mpeKkpaTtuTh MNpHEM
npemapara, TpeOyeTcsi CMeHa Teparuu

I'mnepOuanpyouHemus

Hambomee wuactoe saboparopHOe OTKJIOHEHHE, BCTpedalomieecs NpH JICUYCHHH
HUIOTHHHOOM™* (69% — moboii crenenn, 7% — 3—4 crenenu). JlaHHOE SBICHHE CBS3aHO
C HApYyIICHWEM KOHBIOTAIIMM HEMPSMOT0 OWIMPYOWHA, IMOATOMY TIOBBIIICHHE IMPOUCXOIUT
NPEUMYIIECTBEHHO 3a c4eT 3Tol (ppakium. Yame BCTpedaeTcsi y MaueHTOB ¢ MOJIMMOPHU3MOM
npomotopHoir obmactu reHa UGTIAI (penotunsr (TA)7/(TA)7; (TA)7/(TA)6 wu np.)),
XapaKTepHBIM Ul JOOpOKadYeCTBEHHbIX runepowmmpyonnemuit (JKunnbepa, Poropa, /labuna-
JI>xoHcona). Ecni reMoii3 HCKITIOUEH, aKTUBHOCTh aMUJIa3bl U JIMIA3bl HE TIOBBIIICHA, a CTETICHb
OMTMpPYOMHEMHUU COCTaBIsAeT 1—2, JedeHne HWIOTHHUOOM™* clielyeT MpOoIOJDKUTh B TPEKHEH

no3e. ITo MHeHMIO OOJBIIMHCTBA MCCIEmOBaTENEH, Taxke TOKCHYHOCTE 3 CTCIICHH HE SIBIISETCS
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MOBOJIOM K MPEKPAIICHUIO TePAIUU U CHIKEHUIO 710361, [Ipu anurenbHOM runepOunnpyOouHeMun
resiecooOpa3Ho Ha3HAuEHHE MPETapaToB I JeUeHHUs 3a00JI€BaHUN KETIHOTO MY3BIPSL.

BeccumMnToMHO€E MOBBINNIEHUH AKTHBHOCTH AaMHJIa3bl H/WJIH JTUNA3bI

Moryt yacTto HaOMIOAATHCA TPH JICUCHUH HWIOTHHHOOM™*. SIBmeHWs maHKpeaTuTa
(abmoMuHATIBPHBIE CUMIITOMBI B COYETAaHUHU C JIAOOPATOPHBIMH W3MEHEHHUSIMH) HAOJI0IaTUCh
meHee yeM y 1% mnamuentoB Bo Il ¢aze kmuHmueckux wuccnenosanuii. Ilpu 1-2 crenenu
BBIPQOXCHHOCTH JAHHBIX SBICHUH HEOOXOAMMO HAOMIOJeHHE B JUHAMUKE (ITOBTOPHBIC
OMOXMMHUYECKHE TECThI, OIICHKAa KIMHUYECKOW KapTuHbl). [lpm paszButum 3—4 cremneHu
TOKCHYHOCTH  CIIEyeT TpeKpaTuTh Tepamuio, mnpoBectd KT  OpromHOW  MOJOCTH
C KOHTPACTUPOBAHUEM ISl MCKITIOYSHHS TATOJOTHH TMOKETyJOUYHOU JKeJIe3bl; MPU BISIBICHUN
IIPU3HAKOB INaHKpeaTuTa — ero jedeHue. [Ipu HopmanbHOW KT-kapTuHe mocie ymeHbIIEHUs
CUMIITOMOB 10 <1 cTemneHu cieayeT BO30OHOBUTH JICUCHUE HUJIOTUHUOOM™** B CHUMYKEHHOU 1103€
(400 mr/cyr). ITIpr mOBTOpHOM OECCHMITOMHOM TOBBIIIEHUH aKTUBHOCTH aMUJIa3bl M JIUMA3bI 10
3-4 crteneHu Jie4eHUE HUIOTUHHUOOM™** MOKET OBITh OTMEHEHO WJIM MPOJOJKEHO 0 PEIICHUI0
Bpaua.

I'mnepraukemmust

Taxoke BcTpedaeTcs TOJIBKO MPH JICUSHUHU HUIOTUHUOOM ™ *, [Ipu 11000# cTenenu JaHHOTO
noOOYHOTO  SIBIICHUSI KOPPEKIMS JOJKHA HAYMHATBCS Cpa3y TpPU €ro  BBISIBICHUU
(runornukemMudeckas auera). [Ipu oTCYyTCTBUM HOpMAIIM3AIMK YPOBHS TTFOKO3HI HA JOHE TUETHI
MoKa3aH MpueM (OCMOTp, KOHCYJIbTAlUs) Bpaya-dHIOKPUHOIOTa NEPBUYHBIN U1 UCKIIOUEHUS
caxapHoro auadera.

I'mnogocparemus

Berpeuaercs npu tepanuun Bcemu UTK, kak npaBuio, KIMHUYECKH HE3HauMMa (HU3Kasl
CTeNeHb, ObICTpasi HopManu3aiys). PekoMeH10BaHbl UeTa ¢ YBEJIMUEHUEM B pallioHe OOraThix
dbochopoM MOJIOUHBIX U PBHIOHBIX MPOAYKTOB, COKpAIIEHHWEM TIJIIOKO3bl;, HAa3HAYEHHE BHYTPb
npenaparos, coaepxkanux ¢pocdarsl (BUTAMUHBI, TUIIEBBIE T00aBKH).

I'unoxkanbuueMus

PexomenoBana 1uera ¢ BKIOYEHHEM IPOAYKTOB C MOBBIIIEHHBIM COJIEP)KaHUEM KaJbIIHs
(MOJIOYHBIE TIPOJYKTHI), YMEHBIICHHE TMOTpeONIeHnsl yrieBoaoB. [Ipu HeEoOXOaUMOCTH —
Ha3HAYCHHE NMPENapaToB KaIbIHI BHYTPb.

I'unomMarHuemMusi, THNOKAJIHEMHS

VYuuThIBas ONAaCHOCTh Y/UIMHEHUs uHTepBaia Q7 npu AePUIUTE JIEKTPOIUTOB TpeOyeTcs
KOPpEKIIUs X YPOBHS B IIa3Me.

JlekapcTBeHHble B3aumoaeiicteus npu repanuu UTK
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Merabomu3m Bcex MTK ocymiecTBiasieTcss MpEeMMYIIECTBEHHO B TEUYEHH C Y9aCTHEM
(dbepMeHTOB, OTHOCSIUXCS K cucTteMe nutoxpoma P450; B ocnoBHOM yepe3 CYP3A4, B MeHbIIeH
CTETICHH - APYrUMH ero u3odopmamu, tTakumu, kak CYP1A2, CYP2D6, CYP2C9 [43].

OpHOBpeMEHHBIN MpPUEM NPENnapaToB, aKTUBUPYIOIIUX WU MOJABISIIOIMINX aKTUBHOCTD
nuroxpoma P450, Moxer npuBOAUTH K H3MEHEHUIO KoHueHTpammu kak WMTK, Tak wu
IPUHUMAEMOI'0 COBMECTHO JIEKapCTBa, YTO CJIEAYET YUHUTHIBaThb B KIMHUYECKON IpakTHKe. B
ciayyae, eciad nanueHt ¢ XMJI nmpuHuMaer OJHOBPEMEHHO HECKOJIBKO IIPENapaToB B Ka4eCTBE
COMYTCTBYIOIIECH TEpaNuu, U MPU STOM HaOIr0aaeTCsl HeI(PPEKTUBHOCTD JICUCHUS JTHOO TsOKeast
TOKCUYHOCTh TEpaNuy, MOKHO 3all0I03pUTh HAJIWYUE JIEKAPCTBEHHBIX B3aUMOJICHCTBU,
Biausomux Ha ypoBeHb MTK B kpoBu. IloaTOMy ¢ 1enbl0 MakCUManbHOU 3(PPEKTHBHOCTH
Tepanuu NpyU BOSHUKHOBEHUU WM YTSKEJICHUH TOKCUYHOCTH, BaXKHO UCKIIOUUTH WM CBECTH K
MUHUMYMY OJIHOBPEMEHHBIN TpHUeM [MpernapaToB, AaKTHUBUPYIOIIMX WM TOJABISIONINX
aKTUBHOCTh mUTOXpoMa P450, oTmaBarh MNpennoyTeHWE aHajoraM ¢ JAPYTUMUA IYyTAMHA
MeTabonmu3ma.

IIpyn onHOBpEMEHHOM IpUEME IpENapaToB, MOBbIMIAOIMKX akTUBHOCTE CYP3A4 p450,
MOXXET HaOmomatbesi CHIKeHHe KoHineHtparmuu HWTK B miasme KpoBH, YTO yMEHBIIAET
apdextuBHOcTh UTK. CootBercTBeHHO, wuHrnomtopbl (epmenta CYP3A4 p450 wmoryr
NPUBOJIUTH K TOBbIMIEHHUIO KoHUeHTpauun WTK B mmazme, yTo BbIpakaeTcsl KIMHUYECKU B
YCUJICHUU TPOSIBICHUIN TOKCUYHOCTHU TEpPaIUH.

Kpowme toro, kak ormeueno Beiiie, MTK norennuansio MoryT yaumnHaTh nHTEepBai QT. B
CBSA3M C ATMM HE PEKOMEHJOBAHO MX IPHUMEHEHUE OJHOBPEMEHHO C JIPYTMMHM IIpernapaTaMy,
BIUSIOMMME Ha yiyinHeHue uHTepana QT.

PenpoaykTtuBHasi pyHKIMS IPH XPOHUYECKOM MHUEJIO0JIEHKO3e

C nmnanueHTaMM JIETOPOJHOIO  BO3pacTa PEKOMEHAOBAHO OOCYAUTH  BOMPOCHI
TUTAHUPOBAHKS CEMbBH TIPH MOAPOOHOI Oecene.

OtunoserBo npu XMJI

3apeructpupoBaHHble K mnpumeHeHntro npu XMJI npemapatet UTK He wumeroT
TeHOTOKCHUYECKOTro JecTBHsI. B HEKOTOpBIX cilyyasx OmucaHbl U3MEHEHUS CIIepMOTpamMMbl Mpu
TEpanuy UMaTUHUOOM™**, OJHAKO CHIDKEHUS (PEepTUIIHBHOCTH HE OTMEUYEHO. YBEIUYEHHUS 4Hcia
BPOKICHHBIX aHOMAJIMH y JieTel napTHepi, nosaydasmux tepanuto UTK, He otmeueno [85, 86].

[TpepriBanne npuema UTK y myxuna ¢ XMJI s 3agatus He Tpedyercs. B ciydae ecnm
OEpEeMEHHOCTh HE HACTYIIAET, TTOKA3aHO J0OOCIIEI0BaHHE C IEIIBI0 MOMCKA U3BECTHBIX (JaKTOPOB,
NPUBOAALINX K OECIUIONUIO.

bepemeHHOCTD Yy skeHIUH ¢ XMJI
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[To pesynpraTaM AOKIMHUYECKUX HccienoBanuid, y Bcex UTK, kpome HumormHmOa™**,
OTMEYEHAa BO3MOXXHOCTh pa3BUTHS BPOXKIEHHBIX aHOMaiui I1wioga. HawmbGompmmii puck
npumenenns UTK nabmonaercs B [ TpumecTpe B iepruo; OCHOBHOTO opraHorenesa (6—12 nenens
OCpEeMEHHOCTH), IS 1a3aTHHUOa™** pUCK CymecTByeT Ha J00oM cpoke OepemeHnHocTH [86, 87].
[Ipu 3TOM B mHCTpYKIMAX 110 TpuMeHeHut0 Becex UTK numerorcs mpoTuBonokazanus s mpuema
BO Bpems OepemenHoctu. C apyroit ctoponsl, otmeHa UTK Ha mepuon 6epeMEHHOCTH MOXKET
NPUBECTH K YBEIIMYCHUIO 00BhEMa OITyX0JIEBOr0 KJIOHA M pa3BUTHIO permauBa XMJL.

IlnanupoBanue DepeMeHHOCTH

[TnanupoBanue OepemeHHoctd M otMeHa WTK nambornee OGe3omacHbl MpH COXpaHCHHUH
riyookoro MO (MO4,5) B Tedenue 2 yeT. YUUThIBasA, 4TO OEPEeMEHHOCTh MOKET HE HACTYIHUTh
cpady, ormeHa WTK pns 3agarust sBisercs npeameroM auckyccun. B 50-70% ciyuaes
O6epemeHHOCTh AuarHoctupyercs Ha ¢one Tepanuu UTK [88], mpu otmene UTK cpaszy mocrne
MOJITBEPXKJICHUSI OEPEMEHHOCTH OTMEYAeTCs €€ HOPMaJbHOE TEUEHHE M POXKJIECHUE 3I0POBBIX
nereit. B cBsi3u ¢ aTuM nomyctumo 3ayarue Ha pone tepanuu U TK ¢ Hememennoi ormenoit U'TK
Cpasy Iociie MOATBEPKACHU OepeMeHHOCTH Ha paHHUX cpokax (XI'Y, V3-uccienoBanue).

Bmiots 10 15 Henenu 6epeMeHHOCTH (710 YCTAaHOBJICHHUS TeMaTO-TIIAIEHTapHOTO Oapbepa),
npoBoautTcs HaOmoaerue 6e3 teparuu UTK. Tlpu Hanuanmu mokasaHuil K MPOBEACHHUIO TEpaNin
Bo [I-III TpuMecTpe GepeMEeHHOCTH BO3MOXKHO pacCMaTpUBATh IPUMEHEHHE #UMaTHHIOA™* B 03¢
400 mr u #aunotuan6a** B 103e 400 MI B TOM XK€ pEeKUMeE, YTO U Y HeOepeMEHHBIX MallMEHTOK
[88, 89, 102], yuuthiBasi orpaHmyeHHoe mpoHukHOBeHHe 3Tux WTK wyepe3 maneHry.
Hazatunun6** u mo6sie apyrue UTK npotuBomnokazansl Ha T1000M CpoKe OEpEMEHHOCTH.

ANbTepHATUBHOW Tepamueld BO BpeMs OEpPeMEHHOCTH MOXKET OBITh TNPUMEHEHHUE
#Unrtepdhepona anbda-2b** B noze 3—6 muiH ME exxenneBno [90]. Jlanubpiii moaxos Hanbosee
apdexTuBeH nmpu HeOONbIIOH omyxoseBoil Macce. C LUTOPEAYKTHUBHOM LIEIbIO MPH YpPOBHE
neikonuToB 6osnee 100 ThIC. BO3MOKHO MpUMEHEHHE Jeikadepesa (CHMIToMaTHIecKuii 2P QPeKT).

Benenne 0epeMeHHOCTH P OTCYTCTBUM CTA0MIBLHOTO ri1yookoro MO

I'my6okuit MO cpokom Menee 2 siet 1 BMO moryTt ObITh IpHEMIIEMBIMHA KIIMHUYECKUMHU
CUTYallMsAMH I HaOMoAeHus 0e3 Tepanuu 6o nmpuMeHeHus #uHrepdepona anbda-2b**. IIpu
orcyrctBur BMO niepepsiBel B Tepanuu MTK sBisieTcss porHocTHYecku HeOIaronpusTHIM JUTS
nocJsenyrouero orsera Ha tepanuto. [Ipu norepe MO2 u pocte ypoHsa BCR-ABL >1 % Bo Bpems
OEpPEMEHHOCTH IeJIeCO00pPa3HO PacCMOTPETh MPUMEHEHUE #UMaTUHUOA™* unn #HUnoruHubOa™*
nocne 15 venens 6epemennoctH [88, 89, 102].

XML, BbIsSIBJICHHBIN BIIepBbIe BO BpeMsi 0epeMeHHOCTH

[Ipu muarnoctupoBannu XMJI B I TpumecTpe OepeMEHHOCTH HEOOXOAMMO OOCYIUTH

C MAIIMEHTKONW NpephIBaHUE WM COXpaHEHHE OEPEMEHHOCTH C YYETOM €€ HHAMBHIYaJbHBIX
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ocoOeHHOCTeH (BO3pacT, COLMAbHBIE OCOOCHHOCTH, COIYTCTBYIOIIHME COCTOSHHUA) W (ha3bl
3aboneBanud. [Ipu XD XMIJI Bo3moxkHO coxpaneHue OepemenHoctH. IIpu @A u BK XMJI
NOKa3aHo npepbiBaHue. Ha paHHUX cpokax OepeMEeHHOCTH BO3MOXKHO HaOI0IeHne Oe3 Tepaniu
niu Tepanus #aTepdepona anbda-2b** B noze 3—6 miau ME exenneBno [90], mocne 15 nenenn
OEpPEeMEHHOCTH PEKOMEHOBAaHO HAYaTh TEPANMI0 #UMAaTHHUOOM™* B TOM XKe peXuMme, 4TO Uy
HeOepemeHHbIX manueHTok [88, 89, 102]. Ilpu BoiBnenun XMJI Bo II-III Tpumectpe
OEpEeMEHHOCTH PEKOMEHJOBAaHO COXpaHEHHE OCEpeMEHHOCTH M TPOBEIEHHE Teparnuu
#uMaTHHHOOM™* B TOM e pexume, 94To U 'y HeOepeMeHHBIX marueHToK. [Ipu BeisaBieann XMJI
B III TpumecTpe, OTHOCHTENTEHO HEOOJIBIIIOM JIEHKOIIMTO3€E U 0KUAAEMOMY CPOKY POJIOB B TCUCHHUE
1-2 mecsitieB, BO3MOXKHO OTJIIOXKHUTh Hadajo Tepanmuu 10 poaoB. IIpu TpoMOOLIMTO3E BO3MOKHO
Ha3HAUYCHHE aHTUATrPEraHTOB, KPOME TenapuHa.

Poabl n kopMmiieHue

Cpoxu u crocod pojopaspeiieHus BRIOUPAIOT ¢ YYETOM aKyIMIepCKuX Moka3anuid. Eciam
JIOCTAaTOYHBIM KOHTPOJIb KIMHUYECKUX MposiBaeHud XMJI coxpaHsercs, NOKa3aHUM K
IIPOBEICHUIO pOAOpaspelleHus paHblie cpoka Her. IIpu mporpeccupoBanun XMJI cienyer
peuIuTh BOMPOC O JOCPOUYHOM pojaopaspenicHuu. Bozoonosnenue repanuun UTK mocne pogos nmpu
otcyrcTBum win nnorepe bMO pekomenayercs 6e30TaaraTenbHo.

UTK mnpoHUKAIOT B TpyAHOE MOJOKO. YcraHoBieHo, yTo 103kl MTK umarunmnba** un
HWJIOTUHUOA™*, KOTOpbIE MOXXET MOJYYHTh PeOEHOK MpHU TPYJHOM KOPMIJICHUH, 3HAUYUTEIHHO
HIKe TepaneBTuueckux [91], omnako 3¢gdextsl Bo3aeicTBusa aaxe manbix 103 UTK Ha nereit
MEPBOIo rojia >KU3HU Heu3BecTHHI. [Ipr HeoOX0IMMOCTH TPOBEICHUS TEPATIH CPa3y MOCIIE POJIOB
PEKOMEH/I0BAHO MOJABIIATH JAKTALUIO.

Ecnu x MOMeHTy pofoB coxpaHsiercs rinyookuii MO, BO3MOXHO MpOJUICHUE NEepephiBa B
Tepanuu U TpyJHOE BCKapMIIMBAaHHME MPU MOJIEKYISIPHOM MOHHTOpUHTe 1 pa3 B 4—6 Henenb u
TOTOBHOCTH TMAIIMEHTKH 3aBEPIIUTH KOPMIICHUE TIpu Bo300OHOBIeHNHU Tepanuu N TK.

Bo3moxnocth orMenbl Tepanun UTK y manueHToB ¢ riiy0oKHM MOJIEKYJISAPHBIM
OTBETOM

HccnenoBanusi OTHOCUTENIBHO BO3MOXKHOCTH COXPAHEHHUS MOJIEKYJISPHOW PEMHUCCHH TMOCTe
ormenbl Tepanuu WTK mnoxaseiBator, yto okxosio 40-60% OonbpHbIXx XMJI, ¢ HOCTUTHYTHIM
cTabmibHbIM TIy0okuM MO, moryT Ge3omacHo npekpatuth Tepanuto UTK 6e3 Bo3HUKHOBEHHS
peuuauBa. [Ipy BOSHUKHOBEHUH MOJIEKYJISIPHOIO PELIMINBA, CBOEBPEMEHHBIN BO3BpAT K TEpAIuU
NTK no3BosisieT BHOBb JOCTHYD ITy00K0T0 MO Yy 101aBIISIONIEro O0IBIITHHCTBA MAIUEHTOB [92—
94]. MosekylIspHBIM PEUUANBOM TOCJIE MPEKPAIICHUS TEpanuyd CUHUTAETCA OJHOKpPaTHOE
MOBBIIIICHHE OTHOCHUTENbHOU dkcnpeccun BCR::ABLI 6Gomee 0,1% mo IS (moreps BMO).

OcHOBBIBasiCh Ha HaKOIUICHHON HHpopMarmu o pemuccun 6e3 neuenus (PbJI), B coBpeMeHHbBIX
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pPEKOMEHALMSX MpeIaraeTcsi U3MEHUTh TaKTUKY BelleHus TeX 001bHbIX XMJI, y KOTOpBIX ObLI

nojy4eH cTabmibHbIi riy6okuit MO Ha ¢one anutensHoi Teparuu UTK.

Heo0xonnmble o00s13aTe/IbHbIe KPUTEPHH U YCJIOBHSA AJ15 HA0JII0IeHUsI TALMEHTOB C

XMUJI B MmostekyasipHoit pemuccuu 0e3 tepanuu UTK B yc10BUSIX KIMHUYECKON MPAKTUKM:

Bo3spact crapmie 18 ner

Hanmnuune xponuaeckoit ¢azpr XMJI

OO0miast AIUTEIBLHOCTh TEpPAlUM Yy TAIMEHTOB, TOJYYaBIIMX HUMATHHHO** B
KauecTBe nepBoi uHuu >5 net, UTK2 B nepBoit inHum >4 ner.

Hanmuune B anamuHese moarBepkaeHHOTO kosmuectBeHHOW [II[P-PB tunmmunoro
Tpanckpunta p210 (b3a2(14a2) wim b2a2(el3a2)).

CraOuiibHbIH rTyOOKHiA MOeKyIsipHbIi oTBeT (He MeHee MO4; BCR::ABL1 <0,01%
o IS) Ha MpOoTsHKEHNHM KaKk MUHUMYM 2 JIET.

[Monteepxnennsiiit MO4,5 (BCR::ABL1 <0,0032% mo IS) kak MuHuUMyM B 2
aHaJM3aX Ha MPOTSHKEHWH TrojJa JI0 OTMEHbI, B TOM 4YHCIEe 00s3aTelbHO B
nmabopaTopuu, CTAaHAAPTUZUPOBAHHOW MO IS ¢ YyBCTBUTENBHOCTHIO HE MEHEe
MO4,5.

Bo3MOXHOCTh TIPOBENIEHUS MOJIEKYJISIPHOTO MOHUTOPUHTA TOCJE MPEKpaIleHus
Tepanuu B JIAOOPaTOPHUH, CTAHIAPTH3UPOBAHHOW MO IS (4yBCTBUTEIHHOCTH HE
MeHee MOA4,5), ¢ KpaTHOCTHIO €KEMECSYHO B MEPBBbIC 6 MECSIEB HAOIIOACHHUS,
KaXkaple 2 Mecsila B MeproJi OT 6 MecAILeB 10 roja u Jajiee Kaxable 3 Mecdla B
nepuoj nocie roga otMmenst UTK.

Hanmune BO3MOXHOCTHM BO30OHOBIIGHHUSI TE€palvH B TEUCHHE Mecsla B Cllydae
MOJIEKYJISIpHOTO peunauBa (ogqHokpaTHas noreps BMO/ BCR::ABL1 >0,1% mo IS,
He TpeOyeT MOBTOPHOTO aHaIM3a JUIsl IOTBEPKICHHS ) TIOCTIE OTMEHBI Teparuu U
MPOJOJKEHHUSI MOJIEKYJISIPHOTO MOHMTOPHMHTa KaXIble TpH Mecsla g0

BOCCTaHOBJIeHUs ri1y0okoro MO nocie BO300OHOBIIEHHUS JI€UEHUSI.

Haomronenne nmanuentoB ¢ XMJI B MoJekyasipHoii pemuccun 6e3 tepanun UTK

B YCJIOBHUAX KJIHHHYECKOH NPAKTUKHU HE IMOKAa3aHOo:

ITanmmentam Monoxe 18 et
ITarmentam ¢ @A wnu BK B anamuese
[Tpu oO1eli AMUTENBHOCTH Tepaii MEeHee 5 JieT

[Tpu oOmmelt amutensHOCTH riryookoro MO menee 2 net
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e [Ipu oTCyTCTBHM NOATBEPAKACHHOTO KOM4YeCcTBeHHBIM [ I[P TunnyHoro
tpanckpunta BCR::ABLI p210 (b3a2(14a2) unu b2a2(el13a2))unu npu HATAYUN
atunuuHblX BCR::ABL1 TtpanckpuntoB pl190 (ela2), p230 (e19a2).

e Ilpu OTCYTCTBUM BO3MOXHOCTH IIPOBEJIEHUS PETYISIPHOTO MOJIEKYJISIPHOTIO
MOHHUTOPHHIA nocie IIpEKpALLEHUS Tepanuu B naboparopuu,
CTaHapTU3UPOBaHHOM 110 IS (uwyBcTBUTENBHOCTH HE MeHEee MO4,5).

DaxkTOpbl COXPAHEGHHS] PEMHMCCHM M CeJIeKIHUsl NALUEHTOB /I NpPeKpalleHust
Tepanun UTK

bnaronpusitHbie QakTOpbl, CBHACTEIBCTBYIOUINE O BO3MOXHOCTH mozanepxkanus PBJI, B
HACTOsIIEE BPEeMs SIBISIIOTCS MPEAMETOM it oOCyxaeHus. B OonbIIMHCTBE HCCIEI0BaHUN
MOKa3aHo, YTO YPOBEHb MOJEKyJsipHOro otBera MO4,5 u rimy0xe, a Takxke 0oyiee JTUTSIbHBINA
CPOK JICUEHHS] W/UIU JUIUTEIbHOCTh Tiybokoro MO accouuupoBaH ¢ Ooblieil BEpOSITHOCTHIO
nognepxxkanus PBJI1[92,94]. I[lpoTuBopeunBbie JaHHBIE MOTYY€HBI B OTHOILICHHH TaKUX (DaKTOPOB,
KaK: pe3UCTeHTHOCTh K mpenmectByomeil Tepamuu UTK, Beicokas rpymma pucka mo Sokal,
BO3pacT, TIyonHa MoJieKyisipHoro otBeta mepen ormeHoi MTK, a taxxe mokonenne UTK B
nepBoit imHNK Teparmuu [92,94-97]. Cnenyet nzberath 00001IEHHS TPOTHOCTHUECKOW IIECHHOCTH
KaKoro-u0o OJHOTO (akTopa W B KAXKJIOM CIIydae OLEHHBATh PUCK M IOJIb3Y NPEKpaLICHUs

TCpaIU y KOHKPCTHOI'O MallUCHTA 11O COBOKYITHOCTHU BCCX NAHHBIX.

60



Kpurepuu oueHky kayecrBa MeJUIMHCKON NOMOLIHU

Kpurepun kauectsa

Ounenka
BBINOJTHEHUS

BBINOJIHEHO UTOr€HETHYECKOE UCCIIeI0BaHUE OMOIICUMHOTO
(omepaioHHOIr0) MaTeprana KOCTHOTO MO3Ta WIIn
ncciaenoBanre xoctHoro Mmosra merogom FISH g
BbIsIBIICHHSI XMMepHoro rena BCR-ABL n/unu kauecTBeHHOE
WM KOJIMYECTBEHHOE ONpeie/ICHe XMMEPHOTO TPAaHCKPUIITA
BCR-ABL p210 (w1u p190) B xpoBu, Meroznom IILIP (ipu
YCTAaHOBJICHUH JIMarHO32)

na/Her

[IpoBeneHa Tepanus JIeKapCTBEHHBIMU IIpeTapaTaMy FPyIbl
NTK

na/Her

BEINOTHEHO UTOT€HETHUECKOE HCCIe0BaHNE OHOTICUITHOTO
(omepanroHHOT0) MaTepraia KOCTHOTO MO3Ta W/Wn
KOJIMUECTBEHHOE OTpe/IeNIeHne XUMEPHOTO TPAHCKPHUIITA
BCR-ABL p210 (msn p190) B kpoBu, metoom I11IP He pexe
yeM 1 pa3 B 3 Mecsina nocie Havana tepanuu UTK

na/Her
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IIpunoxenne Al. CocraB paboueii rpynnsl o paspadoTke u NepecMoTpy

KJIMHUYECKHUX PeKOMeHIAuil

1. Aab-Pagm JIwo6oBsr CarrapoBHa, K.M.H., C.H.C. OTJeJa JUAarHOCTUKU U JICUCHUS
remaronorudeckux 3aboneBanuii ®BI'Y «HMMUI] remaromorun» MunzapaBa Poccuu, uieH
acCOLMalliu COJEHCTBUS DPAa3BUTHIO TE€MAaTOJIOTUH, TPaHC(Y3UOJIOTUH U TpPaHCIUIAHTALUU
KOCTHOTO Mo3ra "HammoHansHOE TeMaToJIOrn4eCcKOe 00ImEecTBo" .

2. Bwunorpagosa Oasra KOpbseBHa, 1.M.H., pod. Kadeapbl reMaToIOrHH, OHKOJIOTUU H
nyueBor Tepanun ['BOYBIIO «Poccuiickuii Hay4HO-UCCIEAOBATEIbCKUNA  MEAUIIMHCKUMA
ynuBepcute™ uM. H.W. [Tuporosa M3 Poccuu, 3aB. MOCKOBCKUM FOPOJICKHUM IeMaToJIOrHYECKUM
uenrpoMm I'bY3 I'Kb um. C.II. borkuna, r.H.c. ®I'BY «DenepaibHblil HayYHO-KIMHUYECKUMN
LIEHTpP JETCKOM 'eMaTOJIOTMHU, OHKOJIOTUU U UMMYyHoJIoruu uM. /[. Porauesa» Munsapasa Poccun,
wieH Poccuiickoro npohecCHOHATBFHOTO 00IIECTBA OHKOT€MAaTOJIOTOB, ACCOIUAIIMH CONCHCTBUS
Pa3BUTUIO T€MATOJIOTUH, TPAHC(PY3HOJIOTHUHN U TPaHCIIAHTAI[MM KOCTHOTO Mo3ra "HannoHanbsHoe
reMaToJIOTHYECKOe 001ecTBo".

3. Ky3pmmua Jlapuca AHaTOJIbeBHA, K.M.H., 3aB. HAayYHO-KJIMHUYECKUM OTIEICHUEM
BBICOKOJIO3HOM XUMHOTEpANMd W TpaHCIUIaHTAaUUM KocTHoro wMosra PI'bY «HMHUIL]
rematosiorun» Munsapasa Poccun, skcnept PAH, unen accoumanuu coneicTBUS Pa3BUTHUIO
reMaToJoOTHH, TPAaHC(PY3WOJOTHH H TPAHCIUIAHTAIIMM KOCTHOro Mosra '"HarmumonampHOe
reMaToJIOTHYECKOe 001ecTso".

4. Jlomama Eim3a T'anaktmonoBHa, K.M.H., B.H.c. HWJI onkoremaronmorun WMHCTHTYTa
remarosiorud ®I'bY «C3OMUIL] um. B.A. AnmazoBay, 4ieH acCOUALMU COJICUCTBUS PA3BUTHIO
reMaToJoOTHH, TPAaHC(PY3UOJOTHH H TPAHCIUIAHTAIIMM KOCTHOro Mosra '"HarmumonambHOe
remaronorudeckoe odmectBo" (Cankr-IlerepOypr, Poccus).

5. MaprtbinkeBudy Hpuna CremaHoBHa, 1.0.H., PYKOBOAWTEIb JIaDOpaTOpHUH
MosekysipHod  reHetukn PI'BY  «Poccuiickuii  Hay4HO-HCCIEIOBATEIbCKUA  MHCTUTYT
remMaroioruu u TpaHcdysuonorun denepanrbHOr0 MEIUKO-OMOIOTHYECKOTO areHTCTBAY», WICH
ACCOIMAllMU COJICHCTBUSL PA3BUTHIO TE€MAaTOJIOTUU, TPaHC(HY3UOIOTUM U TPaHCIUTAHTALUU
KOCTHOTO Mo3ra "HammoHaisHOE TeMaToIOrn4eCcKOe 00ImEecTso" .

6. Mopo3zoBa Ejaena BuaguciaBoBHAa, K.M.H., PYKOBOAUTEIb OT/AEJa OHKOJIOTHH,
FeMAaToJIOTUM U TPAHCIUIAHTOJIOTHM Uil MOAPOCTKOB M B3pocibix HMM nerckoit oHkosoruu,
reMaTojioru ¥ TpaHcmiantonorun uM.P.M.['opOaueBoif, noueHT Kadeapsl TremMaToyioTuH,
tpancysuonoruu u Tpanciuiantojgoruu [ICTIOIMY um.U.I1.1TaBnoBa, uien European Leukemia

Net (ELN) (Cankt-IletepOypr, Poccus).
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7. Oo6yxoBa Tarbsina HukudgopoBHa, K.M.H., Bpad — JaOOPaTOPHBIN T€HETUK, 3aBETYFOIIHI
nabopatopueii kapuonorun DPI'BY «HMMUI] remaronorum» MunzapaBa Poccun, unen
ACCOIMAllMU COJICHCTBUSL PA3BUTHIO TE€MAaTOJIOTUU, TPaHC(HY3UOIOTUM U TPaHCIUTAHTALIUU
KocTHOro Mosra "HanmonanbHOe remarojiorudeckoe oo6Omiectso", Pocculickoro oOmiecTsa
OHKOTeMaToJIoTOB, EBpormneiickoro o0iecTsa MUTOr€HETHKOB

8. IlocmenoBa Taresina UBaHOBHA, 1.M.H., Ipod., 3acTyKeHHBIH Bpau Poccuu, mpopexkrop
no HayyHou pabore DPI'BOY BO «HoBocuOupckuii rocynapCTBEHHBIH MEAUITUHCKHUMA
yHuBepcuteT» Munzapasa Poccun, 3aB. kadenpoii Tepanuu, reMaToJIOTHH U TPaHC(Y3UOIOTHH
OIIK u IIIB ®I'bBOY BO HI'MY Munsapaa Poccum, pykoBoautens [‘opoackoro
reMaroJjioruueckoro mnentpa r. Hoocubupcka, rnaBusiii remaronor Cubupckoro denepanbHoro
Oxpyra n HoBocubupckoit obnactu, npenceaarenb MOO «Acconuanus Bpayei-reMaTroioroBy
(HoBocubupck, Poccus).

9. CynapuxoB Aunjapeii bopucoBuu, 1.0.H., 3aB. J1abopaTopreii MOJICKYJIIPHON OHKOJIOTHU
OI'BY «HMMUI] rematonorun» Munzapasa Poccun, sxkcnept POOU, PH®, ®CBOK.

10. Typkuna AnnHa [I'puropbeBHa, I.M.H., mpod., 3aB. KIUHUKO-AHATHOCTUIECKUM
OTJIeJIEHUEM reMartosioruu muenomnpoiudeparuBabix 3abonesanuii ®BI'Y 'HI[ Munznpasa PO,
npejacenarenb pabodei HMCCIeAOBATENbCKOM TPYIIBI MO0 XPOHHYECKOMY MHEIOJIEHKO3Y
aCCOIMAllMU COJICHCTBUSL PA3BUTHIO TE€MAaTOJIOTUU, TPaHC(HY3UOIOTUM U TPaHCIUTAHTALUU
KocTHOro Mo3ra "HamumonanbHoe remaronoruueckoe o6mectso" (HI'O), pykoBoauTens
Poccuiickoil rpynnbel U wieH 3kcneptHoro coera ELN, EBpomnelckoro remMartojiori4eckoro
oO1iecTBa 0 U3y4EHUIO JIEHKO30B, WICH-TpecTaBuTeNb Poccuu B MEXIyHApOIHOM KOMUTETE IO
U3YUYCHHIO JIEWKO30B U aCCOLMMPOBAHHBIX ¢ HUM 3aboneBanuii, IACRLRD World Committee,
wieH EBpoOnerckon HCCIeN0BaTeNbCKOW TPYIIBI M0 U3YYEHHIO XPOHUYECKOIO MMENIOIEHKO3a
(EICML), amepukanckoi accormanuu rematosnoroB ASH (American society of hematology),
Cubupckoro o0IiecTBa reMaTosIoroB.

11. Hayp I'puropmii AHaTosibeBUY, J.M.H., 3aB. JabopaTopuel MOJEKYISIPHON OHOIOTHH,
umMMmyHo(penotunupoBanus U natomopgonorun 'AY3 CO «OO6nactHas neTckas KIMHUYECKAs
OonpHUIIAY, T. ExarepuHOypr, Bpau KIWHHUYECKOW mabopaTopHoi awmarHoctuku ['AY3 CO
«VMHCTUTYT MEIUIIMHCKUX KIETOYHBIX TEXHOJOTH», I. ExarepunOypr, wien HamwonambHOTO
00111eCTBA JETCKUX I'€MATOJI0TOB M OHKOJIOroB, uieH ELN.

12. YeanimeBa Exatepuna IOpbeBHa, 1.M.H., B.H.C. OTJ€Na JMATHOCTUKH U JICUCHUS
rematosiornaeckux 3aboneBanuii ®I'BY «HMMUIL] remaromnorum» MunsapaBa Poccuu, wien
acColMalliu COJEHCTBUS DPA3BUTHIO TE€MAaTOJIOTUH, TPaHC(Y3UOJIOTUH U TpPaHCIUIAHTALUU

KOCTHOTO Mo3ra "HamumonansHoe remaronorundeckoe oomectso", ELN.
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13. IllyBaeB Bacuanii AHATOJILEBUY, I.M.H., Bpay-remMaTosor OTIEICHUSA
MPOTUBOOIYXOJIEeBOK JekapcTBeHHON Tepanun MPHI[ wm. A.®. [wiba-pumuan «HMUIL]
panuonorun» MunsapaBa Poccuu, npodeccop kadenpbl reMaToIOrMM M TPaHC(Y3UOIOTHH
OI'bOY AIIO PMAHIIO M3 P®. uneH acconmuanuu COACHCTBHUS Pa3BUTHUIO T€MAaTOJIOTHH,
TpaHC(Y3UOJIOTUN M TPAHCIUIAHTAIlMA KOCTHOro Mmo3ra "HamumoHalbHOE TIeMaToJIOrH4ecKoe
o0mecTBo".

14. IllyxoB QOuer AJieKCaHIAPOBHY, K.M.H., HAa4allbHUK OTJeNa aHaiu3a OOeCIeYeHHS
JIEKapCTBEHHBIMHU TIperiapaTaMu U oOpalieHuss MeIUIIMHCKUX U3 B cyObekTax P®D, cT.H.C.
oTACNa JUAarHOCTHKA MW JICUCHHS TreMarojiorudeckux 3abonmeBanuii PI'BY «HMMUI]
reMarojorun», MuH3gpaBa Poccun, wieH accounanuu COASHCTBUS PAa3BUTHIO I€MATOJIOTHH,
TpaHC(Y3UOIOTHH ¥ TPAHCIUIAHTAIMM KOCTHOTO Mo3ra "HaiumoHanmbHOE TreMaTOJIOTHYEeCKOe
ob6mecto", wied EHA, ELN.

15. Macuan Auekceii AJjekcaHapoBU4, 1.M.H., mnpodeccop, aupekrop WHcTuTyTa
reMaToJIOTMH, UMMYHOJIOTHUH U KjieTouHbIX TexHonorud OI'BY «HMUL] AI'OU um. [Imutpus

Porauesa» Munszapasa Poccun

KoH(auKT HHTEpPeCcoB: OTCYTCTBYET Y BCEX WICHOB pabOYeH TPYIIIbI.
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Ipunoxenne A2. MeronoJsiorusi pa3padoTKu KIMHAYECKHX PeKOMEHIalui

IeneBast ayauTopus KJIMHHYECKHX PEKOMEHAALMI: CIICIIMAJINCTHI, UMEIOLINE BBICIIEE

MEIUIUHCKOE 00pa30BaHKeE MO CIEAYIOUIMM CHEIMAaTbHOCTSIM:
1.  Bpauu-remaronoru

Bpauu-onxosoru.
Bpaun-geTckue OHKOJIOTH-reMaToI0r|
Bpauun-nerckue oHKOI0TH
Bpauu-nenuarpsl
Bpauu-tepanesTsl
Bpauu — akymepsI-THHEKOJIOT .

Bpauu o0mieit mpakTuky.

A A

Bpaun — knmuHIYeckue (hapMaKoIory.
10. CryneHTbl MEOULIMHCKUX BY30B, OpAMHATOPHI U ACIIHPAHTBHI.

B naHHBIX KIMHUYECKUX PEKOMEHMIAIMSAX BCE CBEICHHUS PaHKHPOBAHBI MO YPOBHIO
JIOCTOBEPHOCTH ([I0Ka3aTeIbHOCTH) B 3aBUCUMOCTH OT KOJIMYECTBA U KayecTBa MCCIE0BaHUH IO
JaHHOM TIpoOdeme.

MeToabl, HCNOJIB30BAHHBIE 115 c00pa/cesIeKIINU 10KA3aTeJIbCTB:

- IOUCK B AJICKTPOHHBIX 0a3ax JTaHHBIX;

- aHaM3 COBPEMEHHBIX HAYYHBIX Pa3pabOTOK Mo mpobdieMe paka muimeBoga B PO u 3a
py0exom;

- 00001IeHrEe TPAKTUYECKOTO OIBITa POCCUHUCKHUX U 3apYOEIKHBIX CTICITHATIMCTOB.

Hns ouenkn ypoBHsS YYP um V]JIJI mo kaxaoMy Te3uCy-pPEKOMEHAAIMHA BBIOJIHEH
OTJENBbHBIA CHUCTEMaTHYECKUH 0030p Jo0Ka3zaTtenbcTB A(D(PEKTUBHOCTH /MU 0€30mMacHOCTH
MEAMIIMHCKOTO BMEIIATENIbCTBA, BKIFOUYAIOIINHA CIIEAYIOIINE dTAIIbI:

1. OmpeneneHnie KpuUTEpHEB TMOWUCKA U OTOOpa NyONMHMKAUi O KIWHUYECKHX
uccienoBanusax (KW) sdbdextuBHOCTH W/ 0e30MacHOCTH MEIMIIMHCKOTO BMEIIATENIbCTBA,
ONHMCAHHOTO B T€3UCE-PEKOMEHIAIINH.

2. Cucremarnueckuii mouck u oT1Oop mnybmukamuii o KW B cooTBeTcTBUHM C
OTIpe/IcIEHHBIMH PAHEE KPUTEPHUSIMH.

3. Onpenenenue Y/ u YYP Ha ocHOBaHMM PE3ybTaTOB CUCTEMATHYECKOTO MOUCKA U
otbopa myonmkanuii o0 K.

MeToabl, HCTIOIb30BAHHbIE IJI51 KAYeCTBA U CHJIBI JI0KA3aTeIbCTB:

e KoHceHncyc skcniepToB
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e Ouenka YIJI u YVYP nnpoBoauTCs Ha OCHOBAaHWUU €IMHBIX LKA, MPEICTABICHHBIX

B (Tabm. I11-3).

Tadauma II1. Illxana omnenku ypoBHed YJIJI ang  METOIOB  AMArHOCTUKH

(IMarHOCTUYECKUX BMEIIATEIIbCTB)

YA Pacuu¢poska

1 Cucremaruueckue 0030pbl UCCIIEAOBAHHN ¢ KOHTPOJIEM peepeHCHBIM METOI0M
WIN CUCTEMATHUYECKH 0030p paHIOMU3UPOBAHHBIX KIIMHUYECKUX UCCIICAOBAHUMA
C IPUMEHEHUEM METa-aHaIN3a

2 OTtnenpHBIC UCCIEOBAHUS C KOHTPOJIEM pedepEeHCHBIM METOIOM HIIH OT/ACIIbHBIC
PaHIOMHU3UPOBAHHBIE KJIMHUYECKUE UCCIIEAOBAHMS M CUCTEMATHIECKHE 0030pbI
MCCJIEI0BAHMM JIFOOOTO TM3aiiHa, 3a UCKIIIOYCHUEM PaHIOMU3UPOBAHHBIX
KIIMHUYECKHUX UCCIIEOBaHUM, C MPUMEHEHHEM METa-aHalln3a

3 HccnenoBanust 6e3 mociae10BaTeIbHOTO KOHTPOIIS pe(hepeHCHBIM METOIOM WITH
UCCIIEIOBaHMs ¢ pe()epPEHCHBIM METO/IOM, HE SIBJISIOLIUMCS HE3aBUCUMBIM

OT UCCIIElyeMOI'0 METO/1a UJIM HEPaHIOMU3UPOBAHHBIE CPAaBHUTEIbHBIE
UCCIICIOBaHMsI, B TOM YHCJI€ KOTOPTHBIE UCCIIEIOBAHUS

4 HCCpaBHI/ITeHbHBIe HCCIICO0BAaHUsA, OIIMCAHNUE KIMHUYECKOT'O CiIy4das

5 Nmeercs nuibs 0600CHOBaHNE MEXaHNU3Ma JICHCTBHSI I MHEHHE SKCIIEPTOB

Tao6auna I12. [kana ouenku ypoBHedl YIJ| 11t MEeTOA0B MPOPHUIAKTHKY, JCUCHHS

1 peabunuranuu (MpoPHIAKTHIECKUX, JICYCOHBIX, peaOHUITUTAIIMOHHBIX BMEIIATEILCTB)

Y Pacumdposka

1 Cuctemarnueckuit 0630p PKU ¢ npumenenneM mera-aHaamnsa

2 Otnenpabie PKU 1 cuctemaTndeckre 00630pbl UCCIETOBaHMM JTI0O0TO qu3aiiHa,
3a uckimouenueM PKU, ¢ npumenennem Mera-aHannsa

3 | HepannomusupoBaHHbIE CPaBHUTEIbHbBIE HCCIEAOBAHNUS, B T.U. KOTOPTHBIE
HCCIeA0BAHUS

4 | HecpaBHuUTENbHBIE UCCIIEIOBAHUS, ONTMCAHUE KIIMHUYECKOTO CIIydasi WIH CEpUn
CIIy4aeB, UCCIIEIOBAHUS «CIy4ali—KOHTPOJIbY
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5 Nwmeercs numb 000CHOBaHHWE MEXaHU3Ma JICHCTBUS BMEIIATEIbCTBA (JIOKITMHHYCCKUE
WCCTIE0OBAHMS ) HJIM MHEHHE DKCIIEPTOB

Taoéaunma I13. Illkama ouenku ypoBHed YVYP 1 MeronoB mNpoduIaKTHKH,
JMAarHOCTUKH, JICYCHUS M peadHIuTauuu (MpoQHIaKTHYECKUX, JTUArHOCTUYECKHX, JIeUCOHBIX,

peadMIUTAIIMOHHBIX BMEIIATEIHCTB)

Yyp PacmugposBka

A CunbHas pekoMeHamus (Bce paccMaTpuBaeMble KpUTEPHH 3 (HEKTUBHOCTH
(MCcXOmBl) ABISAIOTCS BAKHBIMU, BCE UCCIIEIOBAaHUS UMEIOT BBICOKOE

WIH YI0BJIETBOPUTEIBHOE METOI0JIOTMUECKOE KAUECTBO, UX BBIBOJIBI

10 UHTEPECYIOIINM HCX0JIaM SBJISIOTCS COTJIaCOBAaHHBIMU )

B VYcnoBHas pekomeHaaius (He Bce paccMaTpuBaeMble KpuTepun 3P PEeKTUBHOCTH
(I/ICXOI[I:I) SABJIAIOTCA BaXXHBIMH, HC BCC UCCIICAOBAHHUA NMCKOT BBICOKOC HMJIN
YIIOBJIETBOPUTEIHHOE METOIOJIOTUIECKOE KAUYECTBO H/HITH MX BBIBOJIBI IO
HHTCPCCYIOINUM UCXOAaM HE ABJIAKOTCSA COFHaCOBaHHBIMI/I)

C Crnabas pexomeHaaIus (OTCYTCTBUE JJOKA3aTEeIbCTB HAIJICKAIIETO KauecTBa;
BCE paccMaTrpuBaeMble KpuTepun 3 (HEKTUBHOCTH (MCXO/IbI) HE SIBISIFOTCS
Ba)KHBIMH, BCE HCCIICAOBAHNSI HMCIOT HI3KOE METOJOJIOTHYECKOE KaueCTBO
Y UX BBIBOJIbI IO MHTEPECYIOMINM MCX0IaM HE SIBJIIFOTCS] COTJIACOBAaHHBIMM )

HNuagukatopsl 100pokavecTBeHHOM KianHn4Yeckoi npakTuku (Good Practice Points —
GPPs):

JloOpokauecTBeHHas] TMPAKTUKa PEKOMEHAANUNA OCHOBBIBACTCS Ha KBATH(DHUKAIMN H
KJIMHUYECKOM OMBITE aBTOPCKOT'O KOJIJIEKTHUBA.

MeToabl, HMCNOJAbL30BAHHBbIE A (POPMYJIHMPOBAHUS PEKOMEHAAUMH: KOHCEHCYC
9KCIIEPTOB.

JKOHOMHUYECKHI aHAJM3: aHallu3 CTOMMOCTH HE TPOBOAWJIICS, ITYOIUKAIIMHA 10
(dhapMaKOIKOHOMUKE HE aHATTU3UPOBAHUCH.

MeToa Bajuau3anuu peKOMeHIaui:

e Baemnss skcniepTHas OlleHKa
e BuyTpeHHss sKkcniepTHas OlleHKa

Onucanue MeTO1a BAJIMAN3ALMUN PEKOMEHIAMIA:

Hacrosmue pexkomenganuu B peIBapuUTEIbHON BEPCUU PELECH3UPOBAHBI HE3aBUCUMBIMU
JKCIIepTaMH, KOTOpbIE TMONPOCWIM TMPOKOMMEHTHUPOBATh THPEXKIE BCEro, HACKOJBKO
MHTEPIIPETALNS JOKA3aTeNbCTB, JEKAIINX B OCHOBE PEKOMEHIAINI, TOCTYITHA JJIsl TOHUMaHUSI.

ITonmyyeHbl KOMMEHTapuu CO CTOPOHBI Bpayed-IETCKUX OHKOJIOTOB IEPBUYHOIO 3BEHA
B OTHOIICHUU JOXOJUYMBOCTHU U3JIIOKCHUA peKOMeH,Z[aL[I/Iﬁ 1 UX OOCHKHU BAaXHOCTHU peKOMeHI[aL[I/Iﬁ

KaK pabo4yero MHCTpPyMEHTa OBCEIHEBHOM MPAKTUKH.
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KomMeHTapun, TONydeHHbIE OT OSKCHEPTOB, TIIATEIBHO CHUCTEMAaTH3MPOBAIICH
U 00CY)XJaJIMCh TIpeficenaTeseM M wieHamMHu pabodeil rpynmnbl. Kaxaplii myHKT oOcyxnpancs
¥ BHOCHUMBIC B pe3yJbTaTe€ 3TOT0 HM3MEHEHHs B PEKOMEHJAIMH PETUCTpUpOBaNUCh. Ecmm xe
M3MEHEHHSI He BHOCHIINCH, TO PETUCTPHPOBAINCH MPUYMHBI 0TKa3a OT BHECCHUS! H3MEHECHNUH.

Koncynprammmm u SKcIepTHas OIEHKA: NMPOEKT PEKOMEHMAINH PEIEeH3UPOBAaH TaKXKe
HE3aBUCHMBIMH SKCIIEPTaMH, KOTOPBIX IOMPOCHWIM TMPOKOMMEHTHUPOBATh IPEXKIEC BCEro
JOXOJYMBOCTb M TOYHOCTh WHTEPHpETAllMK JOKa3aTeIbHOH 0a3bl, Jiexkaled B OCHOBE
PEKOMEH Il .

JIns OKOHYATENIFHOW pENaKUMM M KOHTPOJIA KadyecTBa PEKOMEHIALUU ITOBTOPHO
NPOaHAJM3UPOBAHbl WIEHAMH paboueil rpynmbl, KOTOpbIE NMPUILIM K 3aKIIOYCHHIO, YTO BCE
3aMeYaHusl 1 KOMMEHTapHUU SKCIIEPTOB MPUHATH BO BHUMaHUE, PUCK CUCTEMAaTHUECKUX OIINOOK

npu pa3zpaboTKe peKOMEHIAIH CBeJIeH K MUHUMYMY.

IMopsinok 00HOBJIEHUS KIMHUYECKUX PeKOMEHIaM i

MexaHu3M  OOHOBJICHMS  KIMHUYECKUX  pPEKOMEHAALUMK  TMpeaycMaTpuBaeT  HX
CUCTEMATHUYECKYIO aKTyallM3alllIo — He pexke 4eM 1 pa3 B 3 roza, a Taxke MpH MOSBICHUH HOBBIX
JaHHBIX C TO3MIMU J0Ka3aTebHOM MEAMIMHBI [0 BONPOCAaM JUArHOCTUKHU, JICYCHUS,
npopUIaKTUKK W peabWIuTalMi KOHKPETHBIX 3a00JIeBaHWM, HAJIMYUA OOOCHOBAHHBIX
JIOTIOJTHEHUI/3aMeYaHni K paHee yTBepkaeHHbIM KP, Ho He yaie 1 pa3a B 6 MecsIieB.

Pemenue 06 o6HOBIeHNN TpuHUMaeT M3 PD Ha OCHOBE MpeI0KEeHUH, TPECTaBICHHBIX
MEAMIIMHCKUMH HEKOMMEPUYECKUMH MpodeccruoHaNIbHBIMU opranuzanuimu. ChopmupoBaHHBIE
NOPEUIOKEHUST JOJDKHBl YUUTHIBATh PE3YNbTaThl KOMIUIEKCHOW OLIEHKH JIEKapCTBEHHBIX

IpenapaToB, MEIUIIUHCKUX U3AEIHH, a TAK)KEe pe3yabTaThl KIMHUYECKOH anpobau.

Ipunoxenue A3. CipaBouHble MATEPHAJIbI, BKJIIOYas COOTBETCTBUE
NMOKA3aHNH K NPUMEHEHUIO U POTUBONMOKA3aHU i, ClI0CO00B MPUMEHEHUSA
U 103 JIEKAPCTBEHHBIX MPENnapaToB, MHCTPYKUUH 110 IPUMEHEHU IO
JIEKAPCTBEHHOI'0 penapara

JlaHHBIC KITMHUYECKUE PEKOMEHIAIMH Pa3pabOoTaHbl C yU€TOM CIAEAYIOIMINX HOPMATUBHO-

MPaBOBBIX JOKYMEHTOB:
1.  Ilpukaz MunsnpaBa Poccum ot 10 mas 2017 r. N 203 v «OO0 yTBepKAeHUHU

KPHUTCPUCB OLICHKHW Ka4Y€CTBa MG,I[PIHHHCKOP'I IIOMOIIIM».

2. Tlpuxa3z MunzapaBa Poccun ot 15 HOs0ps 2012 r. N 9308 «O06 yTBepkaeHUU

Hopﬂzuca OKa3zaHHuA MGILHHHHCKOﬁ IIoMouIu HaCCJICHHUIO 110 HpO(l)I/IJHO «reMaToJIOrus».
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AKTyanbHblE MHCTPYKIIMHM K JIEKAPCTBEHHBIM IIperapaTraM, yINOMHUHAEMbIM B JaHHBIX

KIIMHUYECKUX PEKOMEHAINAX, MOKHO HaTH Ha caite http://grls.rosminzdrav.ru.
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IIpunoxenune b. Anropurmsl JeiicTBU Bpaya

Mpogonxenue
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Hpuiaoxenue B. Undopmauus 14 namueHra

I'nybokovyBakaemsblii ...!

VY Bac BbIsgBiIeHO 3a0osieBaHNEe — XpOHWYECKHUH wmuenoneiikos. [Ipu pazsutnn XMJI
BO3HUKAET KJIOH JIEKO3HBIX KJIETOK, KOTOPBIM BBITECHSAET KJIIETKM HOPMAJIBHOI'O KPOBETBOPEHUS
B KoCTHOM Mo3re. Jleiiko3Hble KIETKH COAepKaT MapKep JToro 3aboieBaHusl —
bunanenbduiickyto xpomocomy (Ph+) w/mmm tpanckpunt BCR::ABLI. JlanHble MapKepbl
BBISBJSIFOTCS. TPU IUTOTEHETHMYECKOM MCCIEAOBAHUM KOCTHOTO MO3ra WM MOJEKYISIPHO-
TCeHETUYECKOM HCCleoBaHuK Tnepudepudeckoil kpoBu. XMJI Hepeako BBIABISIETCS IpH
CIy4ailHOM aHaJu3e KpOBU, M KJIMHUYECKHE CHUMIOTOMBI 3a00J€BaHUS HAa MOMEHT €ro
JTUArHOCTHKU MOTYT OTCYTCTBOBaTh. OJHAKO B cilydyae OTCYTCTBHSI CIEHU(DUYECKOTO JICUEHUS
HEen30€KHO MPOUCXOHUT MOCTENEHHAs POrpeccust 3a00IeBaHMsL.

Jnsa nevenns mnamueHToB ¢ XMJI NpUMEHSIOT COBPEMEHHYIO LEJICHANPABIECHHYIO
Tepanuio — mpemapatbl HMHTHOMTOPHl THpo3uHKkMHA3 (MTK), uto mo3Bomser moOUTHCS
3HAYUTENIbHOTO YMEHBILIEHUS 4YHCla JIEeMKO3HBIX KIETOK U ONpefenseT OlaronpusiTHhINA
JOJTOBPEMEHHBII MporHo3 3aboneBanus. B Hactosmee Bpemst B Poccuiickoit ®@eneparuu
JOCTYNHBI MHrHOUTOpHl TUpo3uHKMHa3el BCR-ABL 1 u 2 nokonenus. BeiOop mpemapara s
Bamero neueHust Tepanuu OCYLIECTBISETCS € y4eToM (as3bl 3a00JIeBaHUSA, COMYTCTBYIOLICH
naTtoyioru ¥ 1moOouHbIX 3ddekroB kaxmoro MTK, B cooTBeTcTBHM C COBpEMEHHBIMU
pexkoMmeHnanusmu 1o tepanuu XMJI. B 6onsmuHcTBe citydaeB XMJI BBIsIBIsICTCS B XPOHUYECKOM
daze (XP), u neuenne npoBoauTcs amOynatopHo. OIHAKO MPH HAJMYUHM TOKA3aHUH MOXKET
OCYILIECTBIIATHCS TOCIUTAIN3ALIMSL.

OcHoBHOM puHLUN Tepanuu XMJI — uHIYKIMS OTBETA HA JICUEHUE U TIO/IABJIIEHUE KJIOHA
neiikemuuecknx Ph+ kieTok ¢ menpio CHUKEHHS pUCKa Imporpeccuu 3aboseBaHus. Pe3ynbraTsl
TOJILKO OOIIEro aHaqu3a KPOBH IOCIE TOCTH)KEHHUS TOJHOM IeMaTOJOTMYECKOW PEMHCCHU He
SBIISIIOTCSL JOCTATOYHO HWH(OPMATUBHBIMU JUIsI OLIEHKM OTBeTa Ha Tepamnuio. OCHOBHBIMHU
METOJaMH OLEHKH oObeMa JIEHKO3HOrO0 KJIOHAa U TapaMeTpaMy, XapaKTepHU3yIOIHUMU
spdextuBHOCTh Tepamuu Tpu  XMJI, SBASIOTCS IIUTOTCHETUYECKHE UM MOJICKYJISIPHO-
TEHETUYECKUE METO/IbI NCCIIEOBAHUS

KitoueBbim npu XMJI siBisieTcst CBOeBpeMEHHOE MepeKiIoueHne Ha 6osee 3¢ (heKTuBHbIC
npenaparsl MpU HEyAade Tepalnud NEpBOM JIMHUM M CBOEBPEMEHHOE pEIIEHHE BOIpPOCa
O BBINOJHEHNN AJUIOTEHHON TPAHCIIAaHTAllMM KPOBETBOPHBIX KJIETOK KOCTHOrO Mo3ra. [[ns toro
YTOOBI ONIPENICIUTh MOKA3aHUA K IPOI0JDKEHHUIO JICUSHUS WIIM K CMEHE TepaIliy, OTBET Ha JICUeHHe
npu XMJI onpenenstor, kKak ONTUMAIbHBIN, HEyJada WU IpeaynpexaeHue. Ha kaxaom cpoke

HAOJIO/IEHUS CYHIECTBYIOT CBOM KPUTEPUU JISl ATUX ONpPEACTICHH.
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OntumanbHBIM OTBETOM Ha JieueHue npu XMJI cuuraror: CHH>KEHUE YPOBHS TPAHCKPHUIITA
BCR::ABLI <10% uepe3 3 mecsina, <1 % udepe3 6 mecsueB u <0,1 % uepe3 12 mecseB aeueHus.
OntuManbHbIE  OTBET TMPU  XOpPOUIEH MEPEHOCUMOCTH JICYEHHs, CBHJETEIbLCTBYET O
ONIaronpusTHOM TMPOTHO3€ U JUIMTEIBHOW BBDKMBAaEMOCTH 0e3 mporpeccupoBanus. Ilpu
ONTUMAJILHOM OTBETE Tepanusi Oy/1eT NPOAOIKEHA B IPEKHEM PEXKUME.

Heynaya Ttepamuu mpenmoyiaraeT MOBBIMIEHHBI PUCK Mporpeccud 3a00JIeBaHUS |
SBIISICTCSI OCHOBOM Ui OOCYXJIEHHUS BOIpPOCAa O IIEIECOO0PAa3sHOCTH HW3MEHEHHs Teparuu.
Kpurepusimu Heynaum tepanuu sBISAIOTCSA: ypoBeHb BCR::ABLI >10%, moaTBepk acHHBINA
MOBTOPHBIM aHaln3oM uepe3 1-3 mecsia, Ph+ >95% wiu orcyrcTBHE reMaTonoruueckoro OTBera
yepe3 3 mecsiua; BCR::ABL1 >10% uepe3 6 mecsiueB; BCR::ABL1 >1% uyepe3 12 mecsues. Eciu
HEJOCTAaTOYHBIA OTBET HE CBS3aH C HAPYIICHHEM MpueMa rpenapara, OyJaeT IPOBOAUTCS aHATN3
mytanuii reHa BCR::ABLI1. Ilpu tepanun uMaTHHUOOM™** Oy/eT BBITIOJHEHO MEPEKITIOYCHUE HA
NTK2 mbo moseimenue no3bl umatuan6Oa**. Beioop UTK mpu m3meHeHun nedyeHus Oymer
OCYILIECTBIISITBCSL C YYETOM CONMYTCTBYIOLICH MaTONOTUH, MOOOYHBIX A(PQEKTOB M aHAIM3a
mytanuit BCR::ABLI.

K karteropum mpenynpexaeHus OTHOCATCS NMPOMEXKYTOUHBIE 3HaueHUs OTBeTOB. Ilpu
HAJIMYUU HEONaronpusaTHBIX (aKTOPOB M TPYIIBI BBHICOKOIO PHUCKA, JJIS 3TOM KaTeropuu
MAlMEeHTOB pacCCMaTPUBAIOT yBEIMUECHHE 10361 WK 3aMeny UTK.

Takum oOpasoMm, 3¢ddexkTuBHOCTE Tepanuu y Bac mmaHupyercss oOleHHBaTh dYepe3
3,6 12 mecsimeB ot Hawama JedeHuss WTK. byaer perymspHo ocCyIiecTBiIsATbCS 3a00p
nepudepruIecKoil KPOBH U OMpeieiieHue OTHOCUTENbHOU dKkcnipeccun BCR::ABLI, a myHKIus
KOCTHOTO MO3ra Oy/eT BBITIOJNHATHCS TOJIBKO B OCOOBIX KIMHHUYECKHX CUTYAIUSX 1O PEIICHUIO
BaIlIErO Bpaya.

Ha kaxnom BHU3UTE K Bpady MPEIyCMOTPEHO OLIEHUBATh NepeHocuMocTh Tepanuu UTK,
no pesyiabTaraMm Oecenpl C MAUEHTOM, (PU3MKaIBLHOTO OCMOTpPAa M OLEHKH KJIMHHUKO-
1a060paTOPHBIX TAPaMETPOB: OOIIETO aHAIHN3a KPOBU, OMOXUMHUYECKOT0 aHalln3a KpoBH. B ciiydae
BO3HUKHOBEHHUS TOKCHYHOCTH OYIYyT JAaHbI JOTOTHUTEIHLHBIC PEKOMEHIAINH, C YIETOM CTETICHE!
TOKCUYHOCTH U €€ JJINTEIbHOCTH.

B mHacrosmiee Bpemss XMJI oTHOocUTCS K TeM 3a00J€BaHUSIM, KOTOPBIE XOPOIIO
KOHTpoupytoTcs ¢ nmomotnbio Tepanuu UTK. Tlonyuenune rmy6okoii pemMuccuu 3a00aeBaHus —
TaK Ha3bIBAEMOTO TIYOOKOTO MOJIEKYJISIPHOTO OTBETa, NMPHU KOTOPOM YPOBEHBb JKCIPECCHUU
BCR::ABLI ne ompenensieTcsi, MOKeT ObITh KOHCTAaTHPOBAHO IOCJIE HECKOIBKUX JIET TEParHH.
[Tpu cTaGuibHOM TIIyOOKOM MOJIEKYJISIPHOM OTBETE€ MOXKET OBITh PacCMOTPEHAa BO3MOXKHOCTH
BeneHus pemuccun 6e3 tepanuu MTK B ciydae, ecinu OyJIeT COOTBETCTBHE BCEM HEOOXOAMMBIM

KPUTEPHSIM Ui O€30M1aCHOM OTMEHBI JICUCHHS.
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BaxxHo oTMeTHTB, UYTO YycCIeX JIeYeHHs BO MHOTOM OyzaeT 3aBuUcCeTh OT Barmeit
MPUBEPKEHHOCTH TEPaNUU — T.€. CIEAOBAHUS PEKOMEHJALUAM CHEIHUATUCTa U MOCTOSHHOMY
pUeMy TPEerapaToB ¢ y4eTOM TOTO, 4TO JIeYeHHe OyIeT MPOBOAUTHCS HA MPOTSHKEHUU Psifia JIeT.
YuuTheiBass ONTUMUCTUYHBIC PE3YNbTAThl JJIUTECIBHONW BBDKHMBAEMOCTH TaIMeHTOB (12-eTHss
oOmiass  BbDKMBaeMocTb 10  85%), CyllecTByeT  peajibHas  MeEpcleKkThBa  oOmei
MPOJOIKUTEILHOCTH KHU3HHU, COIOCTABUMOM ¢ TAKOBOM B OOBIYHOMW MOITYJISITIHH.

B ciygae pa3Butus pe3suCTCHTHOCTH 3a00JI€BaHUsI, HETYBCTBUTEIBHOCTH K TIPOBOIUMOMY
JICYCHHUIO, HEMEPEHOCUMOCTH JICUEHHUs, OyIyT TPHUHSATHI BCE MEPHI MO BBHIOOPY JaIbHEHIICH
onTUMalIbHOM TakTHKe Barmero Beaenus. Habmonaromme Bac Bpauu Bcera rotoBsl okazaTh Bam

KOHCYJIFTATHUBHYIO U JICU€OHO-TNAarHOCTUYECKYIO TIOIEPIKKY.
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Ipunoxkenune I'1 - I'N. IIIkajbl oneHKH, BONPOCHUKH U JIPyrue OLEeHOYHbIE
HHCTPYMEHTbI COCTOSIHMSA NMALMEHTA, IPUBeJIeHHbIE B KIIMHUYEeCKUX

PEKOMEHIALINAX

Ipunoxkenue I'l. [lIkaja oeHKH TAKECTH COCTOSIHUS MAIUEHTA 10 BEPCUU

BO3/ECOG

HazBanue Ha pycckoM si3bike: [lIkana OIEHKH TSDKECTH COCTOSHUS MAIMEHTa MO BEPCHH
BO3/ECOG.

OpurunansHoe Has3Banue: The Eastern Cooperative Oncology Group/World Health
Organization Performance Status (ECOG/WHO PS).

HUcrounnk (oduiuanbHBIi CalT pa3padOTUYMKOB, IYOJMKAIMA C BaJujaIuei):

https://ecogacrin.org/resources/ecog-performance-status;

Oken M.M., Creech R.H., Tormey D.C. et al. Toxicity and response criteria of the Eastern
Cooperative Oncology Group. Am J Clin Oncol 1982;5(6):649-55 [98].

Tur: mkana OLEHKH.

Hasnauenue: omucath YpoBeHb (DYHKIIMOHMPOBAHMS MAIMEHTa C TOYKH 3PEHHS €ro
CIIOCOOHOCTH 3a00THUTHCSA O ceOe, MOBCEAHEBHOM AaKTMBHOCTH M (DU3WYECKUX CIIOCOOHOCTEH
(xonp0a, paboTta u T.11.).

Coneprxanue (1m1aboH):

bann Onucanue

[TaneHT MOMHOCTBIO AKTUBEH, CIIOCOOEH BBINOIHATH BCE IEHCTBUS, Kak U
0

110 3a00JIEBAaHUS

[TaneHT HecrIOCOOEH BBIMOIHATH TAKETYIO paboTy, HO MOXKET BBIIIOJIHSATD
1 JIETKYIO WIN CUISUYIO (HalpUMep, JIETKYIO IOMAITHIOI0 WIIH KaHLIEISPCKYIO

pabory)

[TanineHT neunTcst aMOynaTOpHO, CIIOCOOEH K CaMOOOCITYKUBAaHUIO, HO HE
2 MOYET BBIIOIHATH paboTy. bonee 50 % Bpemenu 60pCcTBOBAHUS TPOBOIUT

AKTUBHO — B BEPTUKAJIHLHOM IOJIOKEHUH

[MareHT cnocoOeH JUIIb K OrPaHUMYCHHOMY CaMOOOCIyKWBAaHUIO,
3

NPOBOJUT B Kpeciie uiu nocrenu 6omuee 50 % BpemeHHn 60 pCTBOBAHUS

WuBanuy, cOBEpLICHHO HE CMOCOOEH K camMOOOCIy>KMBAaHHIO, NPUKOBAH
4

K Kpeciy WJIN TOCTeNN
5 CwmepTh

Kitou (MHTEpnpeTanys): IpUBEACH B CaMOM LIKaJIe.
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IIpunoxenue I'2. Kpurepun tokcnunoctu NCI CTCAE

Ha3zBanue Ha pycckoM si3bike: Kputeprun TokcnuHocTH HallmoHanbHOTO MHCTUTYTA paka

OpurunanabHoe Ha3BaHue (ecau ecThb): National Cancer Institute Common Toxicity

Criteria

Hcrouynuk (opuumaibHbIA calT pa3spadoTUYMKOB, NYOJMKANUA ¢ Bajguaamnuei):

https://ctep.cancer.gov/protocolDevelopment/electronic_applications/ctc.htm

Tumn: mkaina oleHKH

Hasznauyenmne: Kpurepuu tokcuunoctu NCI CTCAE v5.0 nomoraroT onpenenuTsb CTeneHb
TOKCUYHOCTH HEXKEJIATEIILHOTO SIBJIICHUS, C IENIbI0 ONpEAeTCHNs] TAKTUKHA BeAcHHs. B Tabnuie

['2.1 npencraBieHbl KPUTEPUU FEMATOIOTHUECKON U HET€MAaTOJIOTHYE€CKON TOKCUYHOCTH, KOTOpast

MOkeT HabmonaTees nmpu Tepanuu NTK.

OueHoYHBbI HHCTPYMEHT, coJep:KaHue, K4 (MHTepnperanus): cM. Tadu. [2.1

Tabauna I'2.1. Kputepuu Tokcuunoctu NCI CTCAE v5.0 (u36panHoe)

Heoscena- Cmenenu moxkcuunocmu
menvHoe
Aenenue 1 2 3 4
TEMATOJIOTUYECKAS TOKCUYHOCTD
Kuzneyrpo-
JKAIOIIHE
Temo- HIH* — 100 r/n 100 — 80 r/n Menee 80 /1 OCTIOMHCHIA,
rJI00MH HeoOxoauma
HEOTJIOKHAs
TepaIus
Jetixormter | HTH — 3,0 x 0°/n 3,0-2.0x10°n | 2,0—-1,0x 10°/n <1,0 x 10°/n
Heltpo- | ey 15w 0% | 15-1.0x10%1 | 1.0-05x10% | <05 x 10%n
busl
Tpombo- | HIH - 75,0 — 50,0 x 10%/1 | 50,0 — 25,0 x10%1 | <25,0 x 10%x
LIUTEI 75,0x 10°/n

HI'H — HukHss rpaHuLia HOpMBbI

JIABOPATOPHBIE OTKJIOHEHUA

[lemounas | BITH* — B B

bocdarasa | 2,5 x BIH 2,5-50xBI'H | 5,0-20,0x BI'H >20,0 x BI'H
bumapyonn | BTH-1,5xBI'H | 1,5-3,0x B'H | 3,0-10,0 x BI'H >10,0 x B'H
ACT BIH-3,0xBI'H | 3,0-5,0xBI'H | 5,0-20,0x BI'H >20.,0 x BI'H
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Heoicena- Cmenenu mokcuuHocmu

menbHOe

sAeeHue 1 2 3 4
AJIT BIH-3,0xBI'H| 3,0-50xBI'H | 5,0-20,0x BI'H >20,0 x BI'H
JIlnmaza BIH-15xBI'H| 1,5-2,0xBI'H 2,0-5,0x BI'H >5,0 x BI'H

YpoBeHb YpoBeHb 13,9 -27,8 27,8 MMOTB/IL,
[Munep- TJTIOKO3BI TJTIOKO3BI MMOJIb/JI, KIBHEVIDOKALO-
TIIMKEMUS Harowmak BI'H — HaToIIaK 8,9 — HeoOxouMa yrp
IIHAE OCIOXKHCHUS
8,9 MMOIB/NT 13,9 MMOJIB/1 TOCIIMTAIN3ALIMS

*BI'H — BepxHssl TpaHUIIa HOPMBI

OTEKU (IIEPUDEPUYECKUE)

OTtexu 1uIa

Jlokaan3oBaHHEIE
OTEKHM JIHIa

YMmepeHHbie
OTEKH JIUIIA,
OI'paHUYHBAIO-
II1E TIOBCETHEB-
HYIO aKTUBHOCTDH

Tsokennie OTEKH,
OI'PaHUYHBAIO-
1 TTOBCEIHCB-
HYIO aKTUBHOCTD
1 CIIOCOOHOCTH
K CaMOOOCITyXH-
BAHUIO

3amMeTHOe
CrIIa)KUBAaHUE
AHATOMHUYCCKUX
o0pa3zoBaHMii, Tspxenaple OTEKH,
OTeYHOCTh WITH 3aI0JIHCHUE OrpaHUYHBAIO-
Orexit CrITaXKUBAaHUC KOXKHBIX CKJIQJIOK, | IIHE ITOBCEIHCB-
AHATOMHUYCCKUX 3aMETHOE HYIO aKTHBHOCTh -
TYJIOBUIIA .
o0OpasoBaHuil Ipu HUCKaKCHHE Y CITIOCOOHOCTH
MECTHOM OCMOTpPE | aHATOMHUYECKHX | K CaMOOOCIYKHU-
KOHTYPOB, BaHUIO
OrpaHUYCHHUE
IIOBCEIHEBHOMI
AKTUBHOCTH
10-30 % pa3znuna
B OKPY>KHOCTSIX
KOHEYHOCTEH
’ >30 % pa3Huna
o 3aMETHOE CTJia-
5-10 % pa3nuna B OKPY>KHOCTSIX
JKHBaHHUE aHATO- .
B OKPY>KHOCTSIX KOHCYHOCTEH
. MHYECKHX 00pa-
KOHEYHOCTEM, o Tspxenble OTEKH,
Otekn 30BaHMI, 3a110JI-
OTCYHOCTD WJIH OTpaHUYNBAIO-
KOHEYHO- HEHHUE KOXKHBIX -
. CrIIaKUBaHHUE M€ TTOBCETHEB-
cTen CKJIaJIOK, 3aMeT-
AHAaTOMHYECKUX HYIO aKTHBHOCTh

o0Opa3oBaHMii Ipu
MECTHOM OCMOTpE

HO€ UCKaKCHHE
aHATOMUYECKHX
KOHTYpPOB, Orpa-
HUYCHHUE ITOBCE-
JTHEBHOU aKTUB-
HOCTH

U CIIOCOOHOCTH
K CaMOOOCITyXH-
BaHUIO
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Hescena-
menbnoe
AeNeHue

Cmenenu mokcuuHocmu

2

3

TOKCUYHOCTDB CO CTOPOHBI XXEJIY JOYHO-KHUIIEYHOI'O TPAKTA

[Toreps annerura

CHmxeHue
npuema numm 6e3
3HAYUMOTO CHU-
KCHUS MaCChI

HenoctaTouHnoe
noTpebieHne
KaJIOpUi WIN

IHIIH, HEO00XO-

TomHoTa 0e3 U3MEeHEeHUs JTUMOCTb 30H0- —
. Tena, Aeruapara-
OOBIYHOM THETHI BOTO TTUTAHHUS,
IIUU WK HEJOCTa-
MapeHTepaIbHOTO
TOYHOCTH MHTA-
MUTAHUS WIN
HUS
rOCMUTAIN3AIUI
>6 31U3010B
(c uHTEpBAJIOM HE
MEHEE 5 MUHYT)
B TECUCHHE ’Kuzneyrpoxa-
1-2 smu3oma (¢ 3-5 snm3010B (¢ yrp
24 qacos, FOIIIHE OCJIOXK-
WHTEPBAJIOM HE WHTEPBAJIOM HE
PBota HEOOXOIMMOCTD HEHUS, HE00XO-
MEHee 5 MUHYT) B | MEHEe 5 MUHYT) B
30H]I0BOTO JTUMa HEOTJIOK-
TeueHue 24 yacoB | TeueHue 24 4yacoB
MUTaHMS, Has Tepanus
MapeHTePATLHOTO
MUTAHUS WK
TOCTIUTAIH3AIUI
VYuaienue cryia
7 u Gosee pa3 Kuzneyrpoxa-
VYuyarienue ctyna | YdalieHue cTyna B JICHD; FOIIUE OCIIOK-
Huapes MeHee 4 pa3 1o 4-6 pa3 B HEeJIepKaHHue HEHHUsI, HE00XO0-
B JICHB; JIETKOE JICHB; CTyna; JTUMa HEOTJIOK-
HEO00XO0IUMOCTh Has Tepanus
TOCTIUTATIH3AINH,
[Tepcuctupyro-
[lepuonnueckue p P
1€ CUMITTOMBI
WJIN pelIKUe 3anopsl
C peryJsipHbIM
MIPOSIBJICHUS; ¢ HE0OXO0JUMO-
enKoe HCTIOJIb30BaHNUEM oTHIO pyaHOf
P MpEnaparTos, i ’Kuzneyrpoxa-
MIPUMCHEHUE IBaKyalum,
W3MEHSFOIINX IOILIAE OCJIOXK-
MpernapaTos, OrpaHUYHUBAIO-
3amop KOHCHUCTEHIIHIO HEeHUs1, He00Xo-
W3MEHSFOIINUX e TOBCEIHEB-
CTyJa UiIn JUMa HEOTJIOK-
KOHCHUCTEHIIHIO HYIO aKTUBHOCTb
CIIaOUTENbHBIX, Has Tepanus
CTyJIa UITH 1 CIIOCOOHOCTH
KITU3MBI;
C1aOUTENbHBIX, K CaMOOOCITyXH-
OrpaHHYEHUE
KITU3MBI; 9 BaHUIO
MOBCETHEBHOM
M3MEHEHUE JHEThI
AKTUBHOCTH
YMepenHas 00Jib,
CUMITOMOB HET Kuzneyrpoxa-
HE BIIMSIOIIAS Bripaxennas
WA IOILIAE OCJIOXK-
Ha noTpebaeHue | 00Jb, BIMSIOMIAS
Cromarut HEBBIPAKCHHBIE; HEeHUs1, He00Xo-
MUY, HEOO0- Ha TTOTpeOIeHNE
BMEIIATEITECTBO JTUMa HEOTJIOK-

He TpeOyeTcs

XOJUMO U3MC-
HCHHEC JUCThI

MULLIH Yepe3 poT

Has Tepanus
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Heocena- Cmenenu mokcuunocmu
meibHOe
sAe1eHue 1 2 3 4
BOJIb
Bripaxxennas
00JIb, OTpaHUYH-
YMepenHas 00Jib, » OTP
ApTtpanrus BaIOIIME MOBCE-
He3nauntenpHasi | orpaHUYMBaroNias
(6o B JTHEBHYIO aKTHUB-
001B MIOBCETHEBHYIO
CycTaBax) HOCTh M CTIOCO0-
aKTUBHOCTH
HOCTB K CaMo-
00CITy’)KMBaHUIO
Bripaxxennas
00J1b, OTpaHu-
YmMepenHas 00b, YUBAOIIIAs
bonb B HesnauutenbHas | OrpaHUYHMBAIONIAS | TIOBCEIHEBHYIO
KOCTSIX 60J1b MIOBCETHEBHYIO aAKTHBHOCTb
AKTUBHOCTH U CIIOCOOHOCTh
K CaMOO0OCITyXH-
BaHUIO
Bripaxxennas
00J1b, OTpaHu-
YmMepenHas 001b, YUBAOIIIAs
Muanrust
HesnauuTenbHas | OrpaHUYHMBAIONIAS | TIOBCETHEBHYIO
(MBIIIIEYHAS —
Somb) 60J1b MIOBCETHEBHYIO aKTHBHOCTb
aKTUBHOCTH U CIIOCOOHOCTh
K CaMOOOCITyXH-
BaHUIO
Bripaxxennas
00J1b, OTpaHu-
YMepenHast 001b, YUBAOIIIAs
l'onoBHas HesnauuTenbHass | OrpaHUYHMBAIONIAS | TIOBCETHEBHYIO
001 00JIb MTOBCETHEBHYIO aKTUBHOCTH
aKTUBHOCTH U CTIOCOOHOCTh
K CaMOOOCITyXH-
BaHUIO
KOHCTUTYHUNOHAJIBHASI TOKCUYHOCTDb
Cnabocth
HE MPOXOUT
CnabocTh poxoa
10CJIEe OT/IBIXA,
HE MPOXOIUT
CnabocThb OTPAaHUYUBACT
MOCIIe OT/IBIXA,
Cnabocth MPOXOJIUT TIOCIIe MTOBCETHEBHYIO -
OTpaHUYHBACT
OT/bIXa aKTUBHOCTH
MIOBCETHEBHYIO
U CIIOCOOHOCTh
aAKTHBHOCTb
K CaMOOOCITyXH1-
BaHUIO
>40,0 °C >40,0 °C
MIPOIOJDKUTEITh- MIPOIOJDKUTEITh-
Jiuxopagka |  38,0-39,0 °C 39,0-40,0 °C NG poZ
HOCTBIO MEHEE HOCTBIO OoJiee
24 yacoB 24 yacoB
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Cmenenu mokcuuHocmu

B IIpeenax
HOPMBI; TpeOyeT
MOHOTEPAIUH

Heoicena-
menvHoe
AeneHue 1 2 3 4
VYBennue- 0 0 0
5-10 % ot 10-20 % ot >20% ot
HHUE MAacChI . . . -
Tena WCXO/IHOM MacChl | MCXOJTHOM Macchl | MCXOJHOW MacChl
o >20% ot
0 10-20 % ot .
5-10 % ot . HWCXOJHOM MacCCHhI,
M HCXOJIHOM MacChl,
[ToTeps HCXOJIHOM MacChlI, HEO0OXOMMO
HeoOxoauma -
MacChl TeJla | BMEMIATEILCTBO 30HI0BOE WJIH
HYTPHUIIUOHHAS
He TpedyeTcs MapeHTepaIbHOE
MOAICPKKA
MTATaHNE
KAPIIMOBACKVYJIAAPHAS TOKCUYHOCTD
AprepuanbHas
TUIIEPTCH3US
I crenenu
(cucTomuyeckoe AprepuanbHas
AJl 140-159 mm. TUTIEPTEH3US
pT. CT. WK Il crenenu
JTUACTOJINYECKOE | (CHCTOIUYECKOE A H3HEVEDOSKALO
AJT90-99 mm pr. | AJT Gomee 160 mm yrb
M€ OCITOKHCHUS
CT.); HEOOXOIUMO pT. CT. UK
(3710Ka4YeCTBCH-
l'umepren- MEJUKaMEHTO3- JTUACTOJINYECKOC
[Iperuneprensus . Has TUTIEPTEH3US,
30 Hoe Bo3aciicTBue; | Al 6omee 100 mm
(cucronmyeckoe P T oT.): MPEXOISALIUE WIH
AJl 120-139 mMm p pyio pT. €T.); MMOCTOSTHHBIN
ee uin HE00X0INMO o
PT. CT. WX HEBPOJIOTUIECKHIA
MTOCTOSTHHOE MEUKaMEHTO3HO
INACTOJINYECKOE N nedunmr,
(6onee 24 1); € BO3/ICHCTBHUE;
AJl 80—89 mm TUTIEPTOHUYEC-
CUMITOMATHYEC- HEO0OXO1UMO -
pT. CT.) o KU KpH3),
KA DOIBEM 0oJiee OTHOTO
HeoOXoauMa
JUACTOIMYECKOTO | JIEKapCTBEHHOTO
HEOTJIOKHAS
JTABJICHUS CBBITIIE npenapara
Tepanus
20 MM pT. CT. WIH i Oolee
oosree 140/90 mm WHTCHCUBHAS
pT. CT., eciiu Tepamus 4eM
paHee ObLIO0 paHee

JNEPMATOJIOTMYECKAS TOKCUYHOCTD / KOXKHBIE ITOKPOBBI
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Hescena-

Cmenenu mokcuuHocmu

menbHoe
Ae1eHuUe 1 2 3
[Toreps Bosioc [Toreps Bostoc
1o 50 % ot 6onee 50 % ot
HOPMAaJIbHOTO HOPMAaJIbHOTO
KOJIMYECTBA KOJIMYECTBA,
HE3aMETHOE 3aMETHOE IS
Ha pacCTOSHHUU OKPY KaIOIIMX
Anonenyst P ’ Py X, —
BO3MOKHO HEOOXOIUM
CKPBITh IIHHLOH HJIN
C IIOMOIIILIO MapuK, CBSI3aHHAS
MIPUYECKH, ¢ TICUXO0COIHAJTb-
MIMHLOHA WIN HBIM JTHUCKOM-
napuKa dhopTom
[ToxpriBaeT 60mce
[TokpeiBaer 30 % noBepx-
10-30 % moBepx- HOCTH Tela
Metee 10 % P
HOCTH TEJIa U CBSI- | M CBS3aHO C 3y-
MMOBEPXHOCTH .
CyxocTb 3aHO C SPUTEMOM JIOM, OTpaHHU-
Tela, He CBSI3aHO
KOXKH . W 3Y7IOM, YHBaeT MOBCe-
C DPUTEMOU WU
Sy70M OTpaHUYUBACT JTHEBHYIO aKTHB-
M MTOBCETHEBHYIO HOCTB U CIIOCO0-
AKTUBHOCTH HOCTB K CaMo-
00CITy’)KMBaHUIO
HNHTeHCcHBHEII .
N aTeHcuBHLIN
WU Pa3IUTON .
HpexosIHii 3 WM Pa3IUTON
P Y2 MOCTOSIHHBIH
CJIC/IBI PacuecoB
OTpaHUYUBACT
. (oTeK, CHITb,
Cna0bIit nin CIIOCOOHOCTD
N CCaIUHEL,
JIOKAJIN30BaHHBIN K CaMOOOCITyXH-
3yn TuxeHuuKaIms;),
3y, HeoOXoauMa BaHMIO WJIM COH,
Heo0XxoauMa
MeCTHas Tepamnus HEOOXOTMMBI
CHCTEMHas
IIPUEM KOPTHKO-
Tepanmusi,
CTEPOUJIOB WITH
OTPaHUYUBAET
UMMYHOCYIIpEeC-
MTOBCETHEBHYIO
CHBHasl Teparus
AKTUBHOCTh
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Hescena- Cmenenu moxkcuunocmu
menbnoe
AeNeHue 1 2 3
IIaTHUCTEBIE WK
naryJie3HbIe [ToxpriBaeT 60see
[TaTHUCTBIEC MK o
BBICBITIAHUS, 30% moBepx-
namyJse3Hble
MTOKPBIBAIOIINE HOCTH Tejia
BBICBITTAHMUS, o
10-30 % noBepx- C HAJIMYHUEM
TTOKPBIBAIOIIIHAE
o HOCTH Teja CUMIITOMOB WJINA
IIaTHHICTO- meHee 10 %
C HaJTU4IUEM 0€e3 CUMIITOMOB,
namyJse3Has MTOBEPXHOCTHU
CUMIITOMOB HJIHN OTpaHUYNBAIO-
CBIIIb TeJa ¢ HAJIMYUEM

CUMIITOMOB WJIH
0e3 CUMITOMOB
(3ya, #KEHHE,

HaIPSKEHHOCTH )

0e3 CUMIITOMOB

(3yx, XKEeHHE,
HaIpPsKEHHOCTB ),

OTrpaHUYUBaIO-
M€ TOBCETHEB-
HYIO aKTUBHOCTb

1€ TTOBCEIHEB-
HYI0 aKTHBHOCTB
U CIIOCOOHOCTD
K CaMOOOCITyXH-
BaHHUIO
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