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TepMI/IHI)I H onmpeacjJcHus

Octpbie auM@dolaacTHBIE JIeiiK0o3bI — 3TO TETEPOreHHas TpyIa KIOHAIbHBIX
3a00JIeBaHUN CUCTEMbl KPOBM, BO3HUKAIOIIMX BcleAcTBHE MyTauuu B T- win B-kimerkax-
MPEIIIeCTBeHHULIAX.

Ph-nHeratuBHble ocTpble aMM(}0OGIACTHBIE JeiKO3BI — 3TO IpyIna, 00beIHHSIONIAs
HECKOJIbKO TMOATHUIIOB OCTPBIX JUMQOOIACTHBIX JEHKO30B, MPU KOTOPBIX HE OOHApYKHUBAaeTCS
bunagensduiickas xpomocoma (Ph-t(9;22)). B nee Bkirouensl Bce B-kiaerounsie u T-KieTOYHbBIE
ocTtpblie TUM(OOIACTHBIE JTEWKO3bI B TMM(OOIACTHBIC JTUM(POMEI.

Ph-mo3uTuBHBI oCTpBIii JHM(pOOIACTHBIN J€iiK03 — 3TO BapUaHT OCTPOTO
nuM(poOIacTHOTO JIeHKO3a, MNpPH KOTOPOM METOJIOM CTaHIapTHOTO IHUTOT€HETHYECKOIO
uccinepoanus (G-banding) uwiu metogom FISH ompenensercs tpancnokarus t (9;22). Juaruos
Ph-mo3utuBHOTO OCTPOro TuMQoOIaCTHOTO JICHKO3a HE MOXKET ObITh OCHOBAH TOJBKO Ha METO/IC
MOJICKYJISIPHOM JIeTeKIIMH XUMepHOro TpaHckpunta. Lutorenermueckoe mimm FISH (meron
¢iyopeciieHTHON ruOpuau3aiyu iN Situ) ucciie0BaHus SBISIOTCS 00s3aTeIbHBIMA. MeTo10M
MOJIUMEPa3HON LIETHON PEeaKIMU OIpeaeseTcsl BapUaHT XUMEPHOT0 TPAHCKPHUIITA, KOTOPBINA B

JaIbHEHIIIEM HCIIOJIB3YCTCA AJIsI MOHUTOPHUHTA MHHUMAJIBHOW OCTATOYHOH OOJIE3HH.

IMosnass peMuccusi — 3TO COCTOSTHUE KPOBETBOPHOW TKaHM, NMPH KOTOPOM B ITyHKTaTe
KOCTHOT'O M0O3ra 0OHapy-xuBaercs 5% 1 MeHee 0JIaCTHBIX KJIETOK PU HOPMajIbHOM COOTHOIIEHUH
BCEX POCTKOB KPOBETBOPEHMS, MPU KOJIMUYECTBE HEUTPODMIIOB B nepueprudeckoil KpoBu Oosee
1,0 x 10%mn, npu xonuyecTBe TpoMOGOIUTOB Gonee umm paBHoM 100 x 10%1, mpu orcyTcTBHM
IKCTpaMeNyJUISIPHBIX OYaroB JIeHkeMudeckoro pocta. KoHcraTamusi MOp(GOIOTHYECKH TTOITHOM
pemMuccum (COOTBETCTBEHHO, OIEHKA PE3MCTEHTHOCTH) OCYHIECTBISIETCS JIMOO TOCIE TEepBOM
(a3bl HHIYKIIMOHHON Tepamnuu, 1160 nocie BTopoil. [Ipu oTcyTcTBHM MONMHON peMuccuu mocie
3aBepIIEHHs] JBYX 5TaloOB HHAYKIMOHHOM Tepamuu peructpupyercs pedpaxrepHas ¢opma
octporo nuMpobracTHOro Jeikoza. B 3Tol cBA3M HEOOXOAMMO MOAYEPKHYTh, YTO y psjaa
MAIIMEHTOB TIOCIIE 3aBEPIIEHHS BTOPOH (ha3bl MHIYKIIMOHHOHN Teparnuu Ha ()OHE BOCCTAHOBIICHHSI
KPOBETBOPEHUSI MOCTIE IIUTOCTATUYECKOT0 BO3ACUCTBHS B pAaHHHE CPOKH TOCIIE €r0 3aBEpIICHUs
MOJKET OTPEAEIATHCS YBEIWYSHHBIN MPOIEHT OMacTHHIX KieTok (mo 10-12 %). B atom ciydae
(ocobOeHHO ecnu mojHas pemuccus Obula 3adUKCHpOBaHA Mocie NepBOd (pa3pl MHAYKIMOHHON
Teparnum) Yyepe3 HeAeo Ha (JOHE BOCCTAaHOBICHHOTO KPOBETBOPEHHS 11€IECO00Pa3HO BBHITIOIHHUTH

IIOBTOPHYIO CTEPHAJIBHYIO ITYHKIIHIO.

[Tonnas pemuccusi mojpasaensieTcss Ha TPU OCHOBHBIX THMHA: 1) muToreHeruyeckas, 2)

MOJIEKYJIsIpHasA, 3) ¢ HEMOJIHBIM BOCCTAHOBIIEHUEM IOKa3aTesel nepudepruueckoil KpoBu, Koraa



gmcio HeiTpodmios meree 1 x 10%1, a TpomGormToB MeHee 10 x 10%m. ITocenHss KaTeropus
OroBapmMBacTCA CICHUAIBHO, ITIOCKOJIBKY, IIO pPAAY HAAaHHBIX, IMPOrHO3 Yy TaKUX MTaUCHTOB
HECKOJIBKO Xyke. [Ipu 3TOM 3KCIepThl HE PEKOMEHIYIOT KOHCTATHPOBATh y TaKUX MAI[CHTOB
MOJTHYI0 peMuccuio. TeM He MeHee BHE KIIMHUYECKHX UCCIIEIOBaHM 3Ty (POPMYIUPOBKY OTBETA

MIPUMEHSIIOT PEIKO.

YactuyHast pemuccus (YaCTUYHBIM OTBET) — 3TOT TEPMUH PEKOMEHAYIOT HCIIOJIB30BATh
TOJNLKO B KIWHUYECKHX wuccienoBanusx |-l ¢a3pl, oleHHWBaOmMUX TPOTHBOOITYXOJIEBYIO
3¢ (HEeKTUBHOCTh, TOKCUYHOCTh, IEPEHOCHMOCTh HOBBIX IpPENapaToB M  OMPEIEISIONINX
ONTUMAaJIbHBIE 03Bl ATUX MPENapaToB.

Pe3ucrentHass ¢popma — sta dopma 3aboneBaHHSA, KOTOpAs KOHCTATUPYETCS NpHU
OTCYTCTBHH ITOJIHOM PEMHUCCUH MOCJE 3aBEPLICHUS IBYX (pa3 MHAYKLIMOHHON Tepanuu.

Panusisi cMepTh — 5TO CMEpTh NAIMEHTa B MEPUOJ MHAYKIMOHHOW Tepanuu (IByX (a3
MHIYKIUH JJI51 OCTPhIX TUM(OOIACTHBIX J1eiiko30B). ClieyeT Mog4epKHYTh, YTO ATOT KpUTEPU
ABIISICTCS 000OIIAIOIIUM JUIsl TTOHATHS THOENN MAaIeHTa B MPOIEcce MHAYKIMOHHOW Teparuu.
Yaiie ucnosyib3yroT TEPMUH «CMEPTh B IEPUOJT UHIYKIUIY, YTO 00JIe€ YETKO OTPaKaeT CUTYALIUIO,
MIOCKOJIBKY B psijie ClIy4daeB CMEpTh MAlMEeHTa MPOMCXOIUT Ha BTOPOH (a3e HMHIYKLHMOHHOM
Tepanuy, IpyU 3TOM Y HHUX ObUIa 3aperucTpUpoBaHa IOJIHAS PEMMCCHUS Iocie MepBoil (a3l
MHIYKIIMOHHOM Tepanuu. B aTux ciiydasx cMepTh paccMaTpUBaIOT KaK CMEPTh B KOHCOJIUAALINU
WM CMEPTh MOCIE JOCTUKEHUSI TIOJTHON PEMUCCHUH.

PeumauB — 3TO COCTOSIHUME KOHCTaTUPYETCs MPH OOHAPYXKEHHWU B IYHKTaTe KOCTHOIO
Mo3ra Oonee 5 % OnacTHBIX KIeTOK. Penuaus 3a0onieBaHMs HE KOHCTATHUPYeTCs IpH
0OHapy>XCHUH B OYEPETHOM KOHTPOJHLHOM MyHKTAaTe€ KOCTHOTO Mo3ra Oojee 5 % OmacTHBIX
KJIeTOK, HO MeHee 10 %, B Tex ciyuasix, Korja MyHKIUs KOCTHOIO MO3Ta IPOU3BOJUTCS B paHHHE
CPOKH TOCJe Kypca XUMHOTEPAITUU WM MCIOIb30BATIMCH POCTOBBIE FEMOMOITHUECKUE (hAKTOPHI
C LEJNbI0O COKpAIICHUs Iepuoja HEUTPONEHUH, NMpPU ITOM aHAIW3 mNepudepuyeckord KpoBU
HOpPMaJbHBIH U OTCYTCTBYIOT 3KCTpaMeAyJUIIpHBbIE MOpakeHUs. BrTopas auarHoctuyeckas
MyHKIIHS OCyIecTBIsieTcs uepe3 7—10 muelt mocie nepBoit. Eciu coxpansieTcst mporeHT 0JIaCTHBIX
KJICTOK BBIIIE 5 MJIM OTMEYAeTCs UX yBenuueHue (Hampumep, ¢ 7 10 13 %), To KoHCTaTupyercs
pEeLUINB.

Pannmii peumauB — 5Ta Qopma pernuaMBa Ha3bIBAeTCSl B TOM Ciy4yae, €CIM OH
PETUCTPUPYETCSl paHbIle, YeM Yepe3 IOoiroJa OT MOMEHTa OKOHYaHUS MOJJIEp>KUBAIOLIECH
TEpPAaMd WU Ha TEpalluu IOCie NOCTUXKEHUS peMuccuu. [lo3nqHuM cuMmTaercs TOT peuuauB,
KOTOpBIH BO3HMKAeT dYepe3 Mojirona M Ooyiee OT OKOHYAHHUS NOJICPKUBAIOIICH TEepamuH.
PeunauBom Takke sIBIsIETCS U BHEKOCTHOMO3IOBOE MOpakeHue (HeWpoJieHKkeMus, opakeHue

SIMYEK, YBEIMUEHUE CEJE3€HKU U T. J.) JJaXKe MpU OTCYTCTBUU M3MEHEHHH B KPOBU U KOCTHOM
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Mo3re. BHEKOCTHOMO3TOBBIE PELIUIUBHI (OCOOEHHO MOpaXKEHHE LIEHTPAIbHOI HEPBHOI CHUCTEMBI)
IIPU MCIIOJIb30BAaHUH COBPEMEHHBIX IPOTOKOJIOB JICYSHUS BCTPEUAIOTCS MPHOIM3UTENBHO B 4—8 %
ciydaeB. Eciau KOHCTaTMpOBaH H30JIMPOBAHHBIA BHEKOCTHOMO3IOBOM peUUIUB, TO, KpoMe
JIOKAJIbHOM Tepanmuu (JIeyeHUEe HeWposelkeMuu, oO0JydeHue/yaaneHue sSu4ka, yJaleHue
JeKeMUYecKoro odara B SHYHUKE H T.1.), 00s3aTeNIbHO TMPOBEJCHHWE U CHCTEMHOM

HHZ[yKL[HOHHOﬁ TCparru 1o NpoToKojIaM, NpCaAyCMOTPCHHBIM JIA TaAKUX pCOUANBOB.

MuHuMaJbHAasA 0CTaTOYHASA 60.1163Hb, WJIM MUHUMAJIbHAA pe3nuayajlbHas 00JIe3Hb — 3TO
HeOOoJIbIIAs MOMmyJisirs OITYXOJIEBBIX KIICTOK, KOTOpasd HE MOXKCT OBITh Sa(bHKCHPOBaHa C
IIOMOINbIO CBCTOBOI'0O MHKPOCKOIIA, HO O6H3py>KI/IBaeTC$I Oonee TOHKHMU MCTOJaMU

YFICCIIEIOBAHNS, BBIABIAIOIMMH 1 JelikeMudeckyro Knetky Ha 1045

uccieayembix. OCHOBHBIMU
METOJIaMH JCTCKIIMH MUHUMAILHON OCTATOYHOW OOJIC3HU SIBJISIFOTCSI IIPOTOYHASI [IATOMETPHS H
MoJIMMEpa3Hasl IemHas peakius. MeToapl CTaHIAPTHOI'O IIMTOI€HETHYCCKOr0 MCCIICIOBAHMS U
metol FISH He ncnonb3yroTes B LeIsX OIEHKH MUHUMAIIbHOM OCTaTOYHON O0JIe3HHU.

[uToreHeTnyeckasi peMHCCHSI — 3TO IIOJIHAS KJIMHUKO-TEMATOJIOTHYECKAsh PEMUCCHSI,
IpPU 3TOM METOJaMH CTAHJAPTHOH IIUTOICHETUKH HE BBIABISIOTCS WCXOTHBIC aHOMAIIUU
KapUOTHIIA; KapUOTHUI JIOJDKEH OBITh HOPMAIbHBIM, a YWCIO MpPOAHATIM3UPOBAHHBIX MeTadas
JOJKHO cocTaBiATh He MeHee 20. [{lurtoreneTnueckasi peMUCCHs — HOBOE TIOHSTHE, TIOSBUBIIIEECS
MPU  PETYJISPHOM HCIOJIH30BAHUM METOJOB IIMTOTCHETUKH JUISI HCCICAOBAaHWUN ITyHKTATOB
KOCTHOT'O MO3Ta B TIEPHO]T TTOJTHOW PEMHUCCHH.

[uToreneTnyecknii peuuauB — 5TO PEIUAUB, KOTOPBIM KOHCTATUPYETCS MPU HATUYHH B
MMyHKTaTe KOCTHOTO MO3ra MHTO30B C XPOMOCOMHBIMH abeppalusMu, KOTOpble OOHapyKEHBI B
nebrote 3a00eBaHus Ha (DOHE COXPAHSIONMICHCS KITMHUKO-TEMATOJIOTMUECKOU PEMHUCCHUH.

MoJiekyJsipHasi peMHCCHSI — JTO TOJIHAS KIMHUKO-TEMATOJIOTHYECKAsT PEMHUCCUST TIPH
OTCYTCTBHM B KOCTHOM MO3T€ HCXOJHO OMPEACNSBIINXCS METOAOM IOJIMMEpPA3HON IemHOU
peaKIMu MOJIEKYJIAPHBIX MapKepoB OCTPOTo JIeiKo3a ¢ UyBCTBHTENLHOCTBIO MeTona 1074 Dto
TaK)Xe HOBOE IMOHATHE, CTABIEe B HACTOAIIEE BPeMsI KITFOUeBbIM. CIieIyeT OTMETHTh, 9YTO MOXKET
OBITh JOCTUTHYTA IUTOTCHETHYECKAsT PEMHUCCHS, HO TIPU 3TOM MOJIEKYJISIPHBIE MapKEePhl MOTYT
eIlle OTMPEeeNATHCA.

MoJiekyJsIpHbIii pelUIUB — 3TO TOSBICHUE UCXOIHO OMPEISISIBIIMXCS MOJICKYIISIPHBIX
MapKepoB OCTPBIX JIGHKO30B B JIBYX IOBTOPHBIX aHalW3ax (MPOBEJACHHBIX C KOPOTKHM
WHTEPBAJIOM BpeMEHH ) Ha (DOHE COXPAHSIOMICHCS KIIMHUKO-TeMaTOIOTMYeCKOH PEMUCCHH.

BaxHBIM 1 OTHUM U3 CaMbIX TOYHBIX CIOCOOOB OIIEHKH 3(PPEKTUBHOCTH TEPAITUU OCTPHIX
TMEHKO30B  SBJSIFOTCS MPUMEHEHHE CTATUCTHYECKUX METOJOB M  TOCTPOEHUE KPUBBIX

BBDKMBA€MOCTH IMAIMEHTOB, KOTOPBIM ITPOBOAWIIN TO UJIX MHOC JICYCHUC. qame BCE€T'0 OOCHHUBAKOT



0011yto0, 0e3peuInBHYI0, OECCOOBITHITHYIO BBDKUBAEMOCTh M BEPOSITHOCTh COXPAHECHHSI TTOJTHOU
pemuccun (M 00paTHOE MOHSATHE — BEPOSITHOCTh PAa3BUTHUS PELUINBA).

OO0uasi BbKMBaeMOCTb. J[71s1 O1leHKH 0011eii BBDKMBAEMOCTH aHAIM3UPYIOT BPEMEHHbBIC
rapamMeTpbl BCEX IMAallMEHTOB, BKJIIOUEHHBIX B HMCClIeJOBaHHE. TOUKOW OTcYeTa SIBISETCS JEHb
Hayana tepanud. CoObITHEM CUMTAETCS TOJIBKO CMEPTh HalleHTa OT J000W MPUUYUHBI (PaHHAA
JeTaJbHOCTh, CMEPTh B MEPUOJI PEMHUCCUH OT JIIOOOH MPUYUHBI, CMEPTHh B MEPHOJ PEIHINBA).
CoObITHe Ha KpUBOM BBDKHMBAEMOCTH rpaduyecku OTOOpakaeTcsl CTYyNEHbKOM, MAYIIeH BHU3.
[TaneHTOB, KUBBIX BO BpEeMs POBEJCHUS aHAIM3a, PACLEHUBAIOT KAK Cly4ail 1 OTMEUYarT Ha
KPUBOH YePTOUKOM, T. €. IeH3ypHupyIoT. [lannenToB, cyap0a KOTOPBIX HEU3BECTHA, IIEH3YPUPYIOT
B TOT MOMEHT, KOTJa ObUIO M3BECTHO, YTO OHH KUBbI. BONBbHBIX, OTKA3aBIIUXCA OT JICUEHUS,
LIEH3YPUPYIOT B JICHb OTKa3a OT TEPAIINH.

be3peunnuBHas BbIKHBaeMOCTb. [Ipu oneHke Oe3pelUIMBHON BBDKHBAEMOCTH
YUUTBHIBAIOT JAaHHBIC TOJBKO TEX MAIIMEHTOB, Y KOTOPHIX ObLIa JOCTUTHYTA MOJHAS PEMUCCHS.
Toukoil oTcuera cuuTaercsi Jara JOCTUKEHHS IMONHONM peMuccuu. COOBITUSMU CUHUTAIOTCS
peLUAUB WIM CMEPTh OT JII000M NPUYMHBI (B NEPUOJ KOHCOJIMAALMU WU IMOAJIEPKUBAIOILIETO
JeYeHus, OT pPEUUIMBa, B TMEPHOJ PEMHCCUU OT JPYroil NpHYMHBI, HAapUMEp, CYUIH]A).
L{eH3ypHUpyIOT TOJIBKO T€X MAllMEHTOB, KOTOPbIE OBIIH KUBbI U HAXOAWINCH B MTOJHOW PEMUCCHH
B MOMEHT NpOBEACHUS aHaln3a. boJIbHBIX, cyab0a KOTOPBIX HEU3BECTHA, LIEH3YPUPYIOT B TOT
MOMEHT, KoTia ObUIO U3BECTHO, YTO OHU KUBBI B ITOJIHOM pemuccud. [1anineHToB, y KOTOpBIX Oblia
JOCTUTHYTA I10JIHAsI PEMUCCHSI, HO OHU OTKA3aJIMCh OT JICYCHUS B PEMUCCUH, LICH3YPUPYIOT B ICHb
OTKa3a OT TepanuH.

BeposiTHOCTH coXpaHeHUs NOJHOH peMuccuM (00paTHOe OT BepPOSITHOCTH Pa3BUTHUSA
peuuauBa). IIpu oneHKe BEPOATHOCTH COXPAHEHUS IOJHOM PEMHMCCHM YUYUTBHIBAIOTCS JAHHBIE
TOJIBKO T€X MAlUEHTOB, Y KOTOPBIX JOCTUTHYTA IOJHas peMuccus. IIpu 3ToM TOUKON OTCYeTa
CIly’)KUT JlaTa JOCTHXEHHUsS TMOoJHOW pemuccuu. COOBITHEM CUYMTAETCS TOJBKO PELUINB
3a0oneBanus. LleH3ypupytoT Bcex O0IbHBIX, KTO KHB B IOJHOM PEMHCCUH B MOMEHT MPOBEACHUS
aHanuza. [lanWeHTsl, yMepiive B MEPUOJ MOJHOW PEMHUCCHUU OT OCIIONKHEHHH, CBA3AHHBIX C
JICUEHHEM, WIN OT JPYTUX NMPHUYUH, LIEH3YPUPYIOT B J€Hb CMEPTH, KaK OOJIBbHBIX, HAXOUBIINXCS
B NOJHOM pemuccuu. [lanmeHToB, cyap0a KOTOPHIX HEU3BECTHA, IIEH3YPUPYIOT HAa TOT MOMEHT,
Korja ObUIO M3BECTHO, YTO OHHU JKHUBBI B MOJHOW peMuccuu. [lanneHToB, y KOTOpPbHIX OblLia
JNOCTUTHYTa IIOJIHAsT PEMHUCCUS M KOTOpBIE OTKAa3aJIMCh OT JICUEHHsS B IEPUOJ PEMHCCHH,
LIEH3YPUPYIOT B JICHb OTKa3a OT TEepaIluU.

BeposiTHOCTE COXpaHEHHS IOJTHOM PEMUCCHM SIBIIIETCS TEM IOKa3aTeJaeM, KOTOPBIM

MTO3BOJISICT OIEHUBATH HCTUHHYIO MPOTHUBOOITYX0JIEBYIO 3 (DEKTUBHOCTH KaKOK-THO0 Tepanuu 6e3



ydyeTa TaKMX CYObEKTUBHBIX MOMEHTOB, KaK BBIXa)XMBAaHHE IALIUEHTOB OT OCJIOXKHEHHUH,
CBSI3aHHBIX C CAMHM JICYEHUEM.

BeccoObiTHiiHAsi BBIZKMBAeMOCTb. JTOT IIOKA3aTellb OLIEHWBAET BBIKUBAEMOCTb BCEX
OOJIbHBIX, BKIIIOYEHHBIX B aHaJIM3, C MOMEHTa Hauana Tepanuu. CoObITUEM CUMTAETCSI PaHHSA
JeTaIbHOCTb, (PAKT HEJOCTHIKEHHs ITOJHOW pEeMHCCHUU 4Yepe3 JiBa Mecsla OT Hauaja JIeYEeHus,
CMEPTh B IE€PUOJ PEMHUCCHUM OT OCJIOKHEHUN XUMHUOTEpalUM WIM APYTUX MPUUUH, a TaKKe
peunauB 3a0oseBanus. LIeH3ypupyIOT TOIBKO MAlMEHTOB, Y KOTOPBIX ObUIA JOCTUTHYTA MOJIHAS
peMucCcHsl B TEYCHHE MEPBBIX IBYX KypCOB XUMHUOTEPAINH, U OHU OCTAIOTCS )KUBBIMHU, COXPaHsIs
IIOJIHYO0 PEMUCCHUIO, HA MOMEHT IPOBEACHUS aHAIN3A.

HNuaykums — 3T0 nepuo/i Ha4ajabHOTrO JICYEHHUS, 1IEJIbI0 KOTOPOT'O SIBJISIETCSI MAKCUMAJIbHO
OBICTPOE U CYIIECTBEHHOE COKPAICHHE OITyXOJIEBOM MAacChl M JOCTHIKEHHE TOJHOW PEMUCCHH,
Ha3bIBAETCSl MEpUOJOM MHAYKUMU (00blyHO 1-2 Kypca). MIMeHHO B 3TOT mepuoj Ha (oHe
IIPUMEHEHHS] IUTOCTATUYECKUX CPEICTB KOJIMYECTBO JIEHKEMUUYECKUX KJIETOK B KOCTHOM MO3Ire
yMeHbIaercs npumepro B 100 pas, T. €. B MOMEHT KOHCTATallUM MOJTHOM PEMUCCUU B KOCTHOM
MO3Te MOP(OIOTHUECKH ONpeAesieTcs MeHee 5 % OIyX0JIeBbIX KIETOK.

Koncoanpanusi. Bropoii 3tamn Tepanuu oCTphIX JEHKO30B — 3aKPEINIEHUE JOCTUTHYTOTO
MIPOTHBOOITYX0JIEBOTO 3 deKTa (pa3HOe KOJIMYECTBO, B 3aBUCHMOCTH OT MPOTOKOJIA). 3amaueit
3TOTr0 NEPUO/A ABISETCS 10 BOZMOKHOCTH €l1le 00JIbIllee YMEHBIIEHHE YHCIIa OCTAIOIINXCS [TOCIIe
MHIYKIUH JEHKEMUYECKUX KIIETOK.

IMopnep:xxuBaomee Je4YeHHe — 3TO NMPOJOJDKEHUE LUTOCTaTUYECKOTO BO3JCHCTBHS B
MEHBUINX 033X, YEM B MIEPHOJ] MHIYKIUN PEMHUCCHM, Ha BO3MOYKHO OCTAIOIIMNCS OIyXOJEBBIN
KJIOH.

Jleiiko3z/nmum¢poma Bepkurra — 3TO BBICOKOArpecCUBHOE JUMGpONponIu(epaTUBHOE
3a00JeBaHNE U3 UMMYHOJIOTHUECKHU 3peibIX B-KIETOK ¢ MperMMyIIeCTBEHHO KCTPAHOAATbHOM
nokanu3anuend. KnuHuuyecku BwigensioT 3 BapuaHTa JuMpoMbl bepkurra: sHAEMUYECKUH,
cnopagnyecknii 1 BUY-acconumpoBaHHBIN.

JHaemMuyeckuil Bapuant JuM¢omsbl bepkutrra — 510 Bapuant numdpomsl bepkurra
XapakTepeH A TEMHOKOXXHX JeTeii-a0OpHreHOB 3KBATOpUANbHOM AQpPUKH W MUTPAHTOB U3
Ad¢puku B Hoyto ['BunHero. B knnHu4eckoil kapTHHe yacTo HaOII0aeTcs MOPaKeHUE JINIEBOTO
CKeJIeTa: BEpXHEH M HIDKHEH YemtocTei, OpOUTHI, a TaKKe MOYeK, SHUCK, SIMIYHUKOB, CIFOHHBIX,
MOJIOYHBIX K€JI€3 U IIEHTPATbHON HEPBHOW CUCTEMBI.

Cnopaanyeckuii Bapuant JumMpombl bepkurra — 310 THNMUHAA mumdpoma bepkurra
mo  MOpQOJOTHUYECKUM, HUMMYHO(DEHOTUIIMYECKUM M  IIUTOICHETHYECKHUM  IpPHU3HAKAM,
BO3HHUKAIOIIAsl BHE DHAECMHUYHOU 30HBI.

NmmyHoaepuIUT-acCONMUPOBAHHBIH BapuaHT JuM@ombl bepkurra — 310 TUMpoMa
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bepkutra, BO3HMKaromas Ha (GoHE UMMYHOACPHUIIMTHBIX cOoCTOssHME (y mamweHTtoB ¢ BUU-
uHpEKIMe, mociue  TPAaHCIUIAHTALlMM  OpPraHoB, Yy  MAIMEHTOB C  INEPBUYHBIMH
umMmyHoiepurTamu). Yaie Bcero Berpeyaercs y BUY- nHGpUUIMPOBaHHBIX MAIIMEHTOB, TPUYEM

Ha PaHHUX JTanax pa3suTHA (10 cHikeHns CD* -kneTox).
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1. KpaTtkas nngopmanus no 3a001eBaHUI0 WIH COCTOSIHUIO (TpyIie
3a00J1eBaHUIl UM COCTOSIHUIA)

1.1. Onpenenenne 3a00/1eBaHUsI WM COCTOSIHUS (TPYyNIbI 3200/1eBaHUH WJIH

COCTOSTHMIA)

Octpeie muMdoodaactheie aeiko3bl (manee — OJLI)/octpeie aumdoOIacTHBIE TUMGPOMBI
(JIBJT) — 10 rereporeHHas rpyria 3J0Ka4eCTBEHHbBIX KIIOHAIbHBIX 3a00JICBAHUI CHCTEMbI KPOBH,
MPOUCXOAIIMX W3 KIETOK-TIPEIIIECTBEHHUL] TEeMOI033a MPEUMYIIECTBEHHO JTUM(OUTHOM
HanpaBiICHHOCTH JAU(G(EPEHIUPOBKM M XapaKTEpU3YIOIIMECS 4Yalle BCEro HCXOAHBIM
MOpaXEHHUEM KOCTHOTO Mo3ra (mamee — KM), BBITECHEHHEM HOPMAJIbHOTO KPOBETBOPCHHUS U
BOBJICUCHHEM B MPOLECC PA3IUYHBIX OPTaHOB U CHCTEM OpraHu3Ma (ILeHTpajbHas HEpBHAA
cucrema (mamee — I[HC), simukm, numdaTtrdeckass TKaHb JIOOOH JIOKAIM3allMH), a TaKKe
BO3MOXKHOCTBIO UCXOTHOTO IOPAXKECHUS OPraHOB JIMM(aTHueckoi TkaHu 0e3 BoBiedenuss KM [1-
5].

1.2. DTnoJiorus u narorexHe3 3a60J1eBaHus MU COCTOSTHUSA (IPYyNIbI 3200/1eBaHMIT

HUJIH COCTOSIHUIA)

OTHOJIOTHS TOYHO HE YCTAHOBJIEHA. DTUOJIOTUS U NTATOT€HE3 00BICHSIOTCS OOILEPUHATON
KJIOHOBOM TEOpHEN: BCE JIEMKEMUUYECKHUE KIIETKH SABIISIOTCS MOTOMKaMHU OJHOM pOJOHAYaIbHOU
KJIETKH, KOTOpasi MpeKpaTuia cBo A(epeHnpoBKY Ha OJJHOM U3 paHHUX CTa Ui CO3peBaHMUsL.
N3-3a HexkoHTposmpyemMoil mpoiudepanuu OMyXOJIEBBIX KIETOK YTHETAETCs HOPMaIbHOE
KpOBETBOpEHHUE, OO0Opa3yroTcsi MeTacTasbl (JeiikeMudeckue HWHQUIBTPAThl) BHE OPraHoB
KpoBeTBOpeHus [1-5].

1.3. DnuaemuoJiorus 3a00J1eBaHUsI WM COCTOSIHMA (rPyNibl 3a00J1eBaHU WK

COCTOSIHM )

OJIJI MOXeT BCTpeUuaThesl y JIMII IF000TO BO3pacTa, HAUMHAS ¢ MIIAJCHYECKOTO BO3pacTa 1
3aKaH4MBasl TOXHWIBIM, OJHAKO MaKCHMaJbHbIE 3HAu€HUs 3a00JIeBa€MOCTHU MPHUXOJATCS Ha
nerckuii Bo3pact (60 % manuentoB OJIJI monoxe 20 ner) [1,2,6].

OJUI sBnsieTcss caMOM pacIpOCTPAHEHHON OIyXOJIbI0 KPOBETBOPHOM TKaHU Yy JETEH,
coctaBisist 30 % BceX 3JI0KaUeCTBEHHBIX OITyXOJIeH JETCKOTO BO3pacTa. Y MalueHTOB MOJoXke 15
ner OJUJI agumarnoctupyercs B 75 % ciyuyaeB Bcex ocTphIx Jieiiko3oB (nanee — OJI). Iuk
3aboneBaemoctu OJIJI mpuxoaures Ha Bo3pacT 3—4 rojia, 3aTe€M 4acTOTa €ro CHIKAETCS, U BTOPO
MOJIbEM, XOTsI HE CTOJIb CYIIIECTBEHHBIN, 0OTMe4aeTcs B Bo3pacte 50—60 et [1-5,7].

B P® B 2014 r. nuarno3 OJIJI 6s11 ycTanosieHn y 1731 nmanuenTa, MoJIOBUHA U3 KOTOPBIX
— 970 Juma mojoxe 18 et [8].

3aboneBaemocts OJIJI y manuMeHTOB MOXKWIOTO BO3pPAacTa HEYKJIOHHO BO3PacTaer.

CornacHo JaHHBIM pPErucTpoB, exerogHas dacrora OJIJI ysemnuusaercs c¢ 0,39 cimydas Ha
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100 000 nacenenust B Bo3pacte 35-39 ner, no 2,1 ciyqas ma 100 000 Hacenenuss — B BO3pacTe
>85 ner. Kpome toro, mpubmmsurensao 30 % OJIJI gumarHocTHpyroTcs B Bo3pacte >60 mert.
Ounanensduiickas xpomocoma (Ph) onpenensiercst y 20-30 % B3pocisix nanuenTos B-OJIJI. B
T0 BpeMs kKak Ph+ OJIJI cocraBnsier y nereit Menee 5 % Bcex cilydaeB, €ro 4acTOTa BO3pacTaeT J0
40 % y B3pocinbix B Bo3pacte 40 net, a 3areM Ha 10 % B TeueHue KakIOro MOCIETYIOIIErO
necsTuneTus xu3nu [9] .

JIumpomoii bepkurra (nanee — JIB) Ooner0T nperMyIeCTBEHHO My X4uuHbIL. Y jaereii JIb
cocrapisieT okos1o 30-50 % Bcex mumpom. CoOOTHOIICHUE MATBLYUKH : IEBOYKU — 3—4 | 1, cpenHmiA
Bo3pacT — § netr. Y B3pocibix JIb BcTpedaercs 3HaunTENbHO peke — B 2 % cityyaeB BeeX JTUM(OM.
BoseroT npenMymiecTBEeHHO MOJIOABIE MY>KYMHBI, COOTHOIICHNE MY)KUYUHBI : JKEHIIUHBI — 3 | 1,
cpennuii Bo3pact — 25-30 ner [1,2,10] .

1.4. OcobenHOCTH KOAMPOBAHMS 3200/1€BAHUS WIH COCTOSIHUS (TPYNIbI

3a00/1eBaHMI MJIH COCTOSIHUI) 110 MeKIyHAPOAHOM CTATUCTHYECKOI

KkJaccuukanuu 0os1e3Hell 1 NpodieM, CBA3aHHBIX CO 310POBbEeM

Jlumponanslii aeiiko3 (C91):

e (C91.0 Octpslif 1MM(OOIACTHBIN JTEHKO3

e (91.5 T-xneTouHbIH JIEHKO3 B3POCIbIX

e (91.7 Apyroii yrouHeHHBIN TUMGPOUIHBINA JTIEHKO3

e (91.8 3pensiii B-kneTounslii neiiko3 Tuna bepkurra
e (C91.9 JIumpouaHblii 1eHK03 HEYTOUHEHHBIH

e (C83.5 JlIumpobnactHas (tuddys3Has) mumpoma

e (83.7 Onyxoub bepkurra

1.5. Knaccudukauus 3a601eBaHHs MJIH COCTOSIHUSA (TPYNNbI 3200J1eBaHUI TN

COCTOSTHMIA)

B xnaccuduxammu BcemupHO# opranuzamuu 3apaBooxpaHenus (mamee — BO3) OJIJI
paccMaTpUBAIOTCS B pasjiesie omyxoei u3 npeamiecTBeHHukoB T- u B-mumdormros [3]:

e numdoOIacTHbIN Jeliko3/muMmpoma u3 B-npenmecrsennukos (cunonum: OJIJI u3

NpeIIeCTBCHHUKOB B-Ki1eTOK);

e mMpobaacTHBIN neliko3/muMpoma n3 T-npeamecrBeHHUKOB (cuHOHNM: OJIJT 13

NpPeIIeCTBEHHUKOB T-KIIETOK).

B03MOXXHO pPaBHOIICHHOE HCIIOJNIb30BAaHUE ONMCAHHBIX OIpENEeNeHUuN, U aBTOPHI
KJ1accu()MKALMU JIUIIB [TOJIATaloT, 4yTo NpH 25 % u 6onee 6macTHBIX Ki1eTok B KM nenecoobpasto
ropoputh 00 OJI, a mpu menee 25 % — o6 JIBJI. Ho 4amie Bcero 3tu TEpMHHOJOTUYECKHE
CII0)KHOCTH HE UMEIOT MPAKTUYECKOI0 3HAYEHUS, IOCKOJIbKY UX Tepanusi OJJUHAKOBA.

B-nmum¢pobaacTHbli Jeiiko3/umdpoma
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e B-mumdobnactHeIi neiiko3/mumpoma, 6e3 crienuduaeckux xapakrepuctuk (NOS — not
otherwise specified).
e B-mumpobnacTHeIi eliko3/muMdpomMa ¢ HTOBTOPSAIOIIMMHUCT XPOMOCOMHBIMH
aHOMAJIUSIMU:
—  B-num¢obnactheii neiikos/mumdpoma c 1(9:22) (934;q11.2); BCR/ABL;
— B-mumdobnactHblit neiiko3/mumdpoma c t(v;11923); MLL rearranged,;
—  B-mumdobnactablii neiiko3/mumbpoma c 1(12;21) (p13;922); TEL/AMLL(ETV6-
RUNX1);
—  B-numdoObracTHbI Neliko3/muMpomMa ¢ THITCPAUILIONINCH;
—  B-numdoObracTHEI Neiiko3/TuMpoMa ¢ THITOJUTLIONAUEH (TUTIOIATIIONTHBIN
OJII);
—  B-mumdobnactaslii neiikos/mumboma ¢ 1(5;14)(q31;932)(IL3-1GH);
— B-mumdobnactablit neitkos/mumdpoma c 1(1;19)(q23;p13.3); E2A-
PBX1;TCF3/PBX1);
—  B-mumdobnacTHeIi neliko3/mumMdpoma ¢ HHTPaXpOMOCOMHOM aMIUTH(UKAIUEH
21(IAMP21)
—  B-nmumdoObnacTHsIif neiiko3/muMdoma ¢ TpaHCIOKaIMen, BOBIIEKAIOIIECH
TUPO3MHKHUHA3BI WM IUTOKKMHOBBIH penentop (BCR-ABL1-like ALL).
T-aum¢pobdaacTHbI Jeliko3/mumdoma
— JlumdoOnacTHbIH Neiiko3 U3 paHHUX T-KJI€TOYHBIX MPEIIIECTBEHHUKOB,;
— NK-knerounsiit 1uMdoOIacTHBIN Jeiko3/muMdpoma.

Cornacuo knaccudukanmu BO3 2017 r. [3], JIBJI ¢ mopaxkennem KM u 6Ge3 Hero
O00BETUHSIOTCS B €IUHYIO IPYMITY <«JIUM(OOIACTHBIE JIEHKO3bI/IMM(OMBI U3 MPEIIIeCTBEHHUKOB
B- unmu T-knetok». HecMoTpst Ha MIUPOKO pacpoOCTpaHEHHYIO TOUKY 3peHHs o ToM, uyto OJUJI u
JIBJI xapakTepu3yroTcs pPa3InYHBIMH KIMHUYECKUMH TPOSBICHUSIMHA OJHOTO W TOTO JKe
3a00JIeBaHMs, B MPOIECCE BBIMOIHEHHOTO aHAIM3a SKCIIPECCHH TeHOB [5] ObLJI0 MOKa3aHo YeTKoe
paznenenue Mexay T-kimerounor OJIJI m T-knerounoit JIBJI BBuay paszmuuus 3KCIPECCUH
OT/ENbHBIX T€HOB. Ps/1 3THX pa3nuuuii MoKeT ObITh 00YCIIOBIIEH cCrielU(UUIHBIMUA MEXaHU3MaMH,
MMEIOIIMMHU OTHOIIEHHE K CTPOMAJIbHBIM KJIEeTKaM. B To ke BpeMs UMEIOTCS JI0Ka3aTeIbCTBa B
MOJI3y TOTO, YTO Ba)KHBIE CUTHAJBHBIC MYTH, PETYIHPYIONINE POCT KJIETOK MpH T-KIETOUHBIX
OJUUI m T-xnerounsix JIBJI, MoryT OBITH pa3nW4YHBI, YTO YACTUYHO OOBSACHSAET pa3Inyuue
KIMHUYECKUX TPOSIBIICHUI 0001X 3a00sieBanuii [5].

1.6. Kiunnveckasi KapTHHA 3200/1eBAaHUS WM COCTOSIHMSA (TPynnbl 3a00JieBaHU

HWJIM COCTOSIHMIA)

HJ’II/ITGHBHOCTI) aHamMHe3a 3a00JIeBaHUS OT MOMEHTA IOSBJICHUS INEPBLIX KIMHUYCCKHUX
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IIPU3HAKOB 10 MOP(}HOJIOrNYECKOH BeprUpHUKALIMK AUArHO3a COCTABISAET OT HECKOJIBKUX HEAETb 10
HECKOJIbKUX MecsleB. KimmHnueckas KapTrHa onpeiessieTcsl CTeneHbo Hapymennus pynkunii KM
B BHJE aHEMHH, T€MOPPAarMyecKoro CHHAPOMA M Pa3BUTHEM WHQEKIUA pa3TUYHONW CTENEHH
TSKECTH; HAJIMYUEM OIlyXOJIEBOM Macchl B BHUJAE OPraHOMErajuH, OOJIBIIOro KOJIMYECTBA
OITyXOJIEBBIX KJIETOK B Nepupeprudeckoil KpoBH, JUM(POAAECHONATUN U Macc B CPEJOCTEHHH; B
HEKOTOPBIX CIy4asX C pa3BUTHEM OOJEBOIO CHHIPOMA, CBS3aHHOTO C MOPAXKEHHUEM KOCTEH, C
MOSIBICHUEM KJIMHUYECKHUX Mpu3HakoB nopaxenus [ITHC u ¢ mopaxenunem koxwu [1,2,4,5,11,12].

Knuanueckue npossinenus y nanueHToB ¢ OJUJI oueHb HecrnenuuuHbl U CBSI3aHbI C
Pa3BUTHEM TE€X WIM UHBIX CHMITOMOB, OOYCIIOBICHHBIX BHITECHEHHEM OITyXOJEBBIMHU KIIETKAMU
HOpPMaJILHOTO KpoBeTBOpeHHs. OCHOBHBIE CHMITOMBI 3a00JIeBaHUS — CIIA00OCTh, JIUXOpaJKa, He
CBsi3aHHAas ¢ MH(EKIMEH, OCCAITUU U apTPaJTUU, reMopparndeckuii cuaapom. VHpeKmonHsIe
OCJIOKHEHUS BCTPEYAIOTCS] HEYacTO, U B OCHOBHOM B T€X CIIy4asX, KOI/1a YUCIIO HEUTPO(DUIIOB HE
npessimaet 0,2 x 10%11. YV 1 % HmaumeHToB 0TMEUAIOTCs TOIOBHBIC G0N, TOIIHOTA, PBOTA, YAIIE
Bcero npu Boiedenun [[HC [13].

JIBJI gamie BcTpeuaercss y myxkdauH (61-75 %). Y OonpmmacTBa (58-95 %) mammeHToB Ha
MOMEHT TOCTaHOBKU Juartosa 3aboneBaHue umeer [II-IV cramuio. YV 3HauuTensHOW 0IM
MAIMCHTOB OMPEICISIFOTCS TMX0PaJiKa, HOYHAS MMOTIMBOCTD U CHIDKeHUE Macchl Tena (16—48 %),
a TaKKe IMOBBINICHUE aKTUBHOCTH JakTarieruaporenassl (namnee — JIJI) (48-84 %). Yacrora
nepeuuHoro nopaxkenus [{HC ananornyna nannomy nokaszatesro mpu OJIJT (0-10 %). [TarueHTs
¢ T-xnerounoii JIBJI mmeror Oonee MOOA0H BO3pacT MO CPaBHEHUIO € MalMeHTamu ¢ B-
kierounoit JIBJI [14], 6onee BBICOKYIO YacTOTy mopaxeHus TiuM(poy3noB cpepoctenus 1 KM, a
takke [V cranuio 3a005eBanus, B TO BpeMs Kak SKCTPaHOJAIbHOE MTOPaKEHNE BCTPEUAETCS Yallle
npu B-kierounsix JIBJI [15]. B muporuomonoxuocts OJIJI mpu JIBJI mapamerpsr
nepudepuyeckoi KpOBH, B YACTHOCTH KOHILIEHTPALHMsI reMOrIo0nHa M KOJIMYECTBO TPOMOOILIUTOB
B II€JIOM, MPUOIMKAIOTCS K HOPMAJIbHBIM 3HAYEHHUSIM, YTO CBHJIETENBCTBYET O MOTEHIIHUAIBHO

00Js1ee BHICOKOM KOCTHO-MO3TOBOM PE3EPBE U JIydllleil MepeHOCUMOCTH XUMUOTepanuu (gaiee —

XT).

2. InarHocTuka 3a001eBaHUS UM COCTOSIHUA (TPyNNbI 3200/1€BaHUI WU
COCTOSIHHUII), MEIMIIMHCKHE MOKA3AHUSA U MPOTHUBONOKA3aAHUSA K IPUMEHEHHU IO
METOHA0B IUATHOCTUKH

MHnoeue pexomeHO0B8aHHble MemOObl OUACHOCMUKU 3A001e8aHUS U CEA3AHHLIX C HUM
COCMOSIHULL UMEIOM 02PAHUYEHHYI0 QOKA3AMmeNbHy0 6a3y (6 cOOmeemcmeuu ¢ WKA1amu OYyeHKU
YPOBHSI JIOCTOBEPHOCTH J0Ka3aTeIbCTB (Oanee — VII/) u yposus ybeoumenbHoCU peKkomeHOayuil
(Oanee — YV P)) no npuuune omcymemaus nocssiyennvlx um KHU. Hessupas na amo, oHu 61510mcesi

HeoOX00UMbIMU dNIeMeHmamu 00C1e008anUs NAYUeHMAa 051 YCMAHO08IeHUs OUacHO3d U 8bloopa
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MAKMUKUY jl1ed4erHusd, mak KadkKk bonee aqbqbekmuenbze U OOKA3AHHbIE MEeMOoObl 8 Hacmo:sulee epems

He pa3pabomanbwi.

2.1. Kano0nl 1 anaMHe3

PexoMeHyIOTCS BCEM IMAlMEHTaM IMAlIMCHTaM IIPH IMOCTAaHOBKE JUMArHO3a, €)KCIHEBHO B
mporiecce JeYeHHUs THIATEIbHBIA COOp aHaMHEe3a W KajoO 3a00JIeBaHHS C YTOUYHCHHEM
Tepanuu, KOTopasi MPOBOJAWIIACH B CBS3M C JaHHBIM 3a00JICBaHHEM M paHEe IO MOBOAY
npyrux 3a00JIeBaHUI, a TAKXKE MOAPOOHOE OMHICAHUE KAIO0 MAITUEHTOB JIJIsl BepU(UKALIUN
nuarHosa [1,2,4,5].

YpoBenb yOenurtesqbHOcTH pekoMengaumumii — C  (ypoBeHb /10CTOBEPHOCTH

J0KA3aTeJIbCTB — 5).

2.2. Du3uKaJIbHOE 00C/IeJ0BAHUE

PexoMeHayIOTCSI BCEM MallMEHTaM IMPH MOCTAHOBKE JMArHO3a, €XKEIHCBHO B MPOIECCEe
JICUCHUS TPU (PU3HUKAIIEHOM OCMOTPE H3MEPEHHE POCTa M MAacChl TeJia, TEMITEPaTyphl Tea,
OLICHKA COCTOSIHMSI KOJKHBIX ITOKPOBOB, KOCTHO-CYCTaBHOW CHCTEMBI; BBISBIICHHUC
[PHU3HAKOB  TI'€MOPPAarHYecKOro  CHHApPOMA;  HalIW4YMe  IeNaTOCIUIEHOMETalnH,
TUMQOaJCHONATUH; HAJTMYWE TIPU3HAKOB JUCHYHKIIMU CEp/Ia, JETKUX, IIEYCHU, OPTaHOB
SHIOKPUHHOW CHCTEMBI Ui Bepubukaiuu quartdosa [1,2,4,5].

YpoBenb yOeauTeJbHOCTH pexkoMeHaamuii — C  (YpoBeHb J10CTOBEPHOCTH

0KA3aTEIbCTB — 5).

KommenTapum: npu gusuxanrbrHom obciedosanuu Mo2ym oOHAPYHCUBAMbCA PAZIUYHOU

CMeneHu e6blpaddceHnocmu O1e0HOCb KONCHBIX NOKpOB06, nemexualbHble 8blCblNaHUAl, CUHAKU,

Kpoeomo4ueocnib éeceH, noevluieHue memnepamypsvl meia, ﬂuquoa()eHonamuﬂ, 6 mom vucie

yeeiauderue HeOHbIX MMHOGJZMH, CnjleHomeezalusl, cenamomecaius, yeejiudenue pasmepos nouvek,

bonesneHnocms npu nokonauueanuu kocmeu. Bosneuenue koacu npu OJIJI 6vieaem peoko, u eciu

ouasHocmupyemcsi, mo accoyuupyemcsi ¢ npe-B-ummynogpenomunom [12].

PexomMenayercst BceM MaleHTaM OLIEHUTh COMaTHYECKUH CcTaTycC Mo mKaie BocTouHou
KOOIIEpaTUBHOW OHKosioruueckoit rpymmbl (manee — ECOG) ¢ menbio omnpeaeneHus
Heo0XoauMOro o0beMa M SKCTPEHHOCTH METUIMHCKOM momomu (mpuioxenue ['1)
[16,17].

YpoBenb yOeauteabHocTH pexoMeHgauuié — C  (YpoBeHb [J0CTOBEPHOCTH

A0KA3aTeJIbCTB — 5).

2.3. JIaGopaTopHble IMATHOCTHYECKHE HCCIIeT0OBAHUSA
Pexomenayercst BCEM MMalMEHTaM TpU TIOCTAHOBKE JMAarHo3a JUis BepUQPUKALIUU
JIMarHO03a, BO BpeMsl JICUSHHUSI JJIsl OIICHKH JUHAMHKY Ha (oHe Tepanuu 2—3 pa3a B HEJICIIO

BBIMOJIHEHUE 00MIero (KIMHUYeckoro) aHanmmsza kpoBu (mamee — OAK) c¢ moacuerom
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JCHKOUTapHOU (OPMYJIBI M OTIpeecHrEM unciia TpombonuTos [1,2,4,5].

YpoBenb yOenuTeJbHOCTH pexkoMmeHganmuii — C  (ypoBeHb [10CTOBEPHOCTH

J0KA3aTeJbCTB — 5).

KommenTapuu: npu ouacnocmuxe OJIJI y wacmu nayuenmoé nokazamenu Kposu Mo2ym

6vimo HopmanvhsiMu. Qucno nelikoyumos modxcem sapvuposams om 0,5 x 10%1 0o 700 x 10%x;

yeenuuenue uucna aeiikoyumos éviute 10,0 x 10%1 ommeuaemea y 60 % nayuenmos, sviwe 100,0

x 10%1 — y 10 %; mpomboyumonenus menee 50,0 x 10%n onpedensemes y 60 % nayuenmos.

PexoMeHayeTcsi BCeM MallMeHTaM TPU IMIOCTAHOBKE JTUArHo3a Ui ONpeNeNieHus] o0bemMa
OITyXOJIEBOTO MOPAXKEHUs, BEPOSITHOCTA PA3BUTHS CUHAPOMA JIM3UCA OMYXOJIH, & TaKXKe
BCEM TAIMEHTaM BO BpeMsI JICUCHHUs 2 pa3a B HEJEIIO C LEIbI0 JUHAMUKN H3MCHEHUH Ha
(¢oHE Tepanmuy W BBISBICHUS OCIIO)KHCHUW BBHITIOJHUTH aHATU3 KPOBH OMOXUMUYCCKUI
obmerepaneBTHUECKUI (00mmiA Oenok, OenKoBbIE (PpaKIWU, MOUYEBHMHA, KPEATHHUH,
OounupyouH, acnapraramuHoTpandepasa (mamee — ACT), amaHmHaMHHOTpaHChepasza
(mamee — AJIT), JIAT', Marawmii, HaTpHiA, KaJIni, KaabIHii, T0K03a) [1,2,4,5,18,19].

YpoBens yOenurTeqbHOCTH pexkoMenganuii — C  (ypoBeHb [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5).

PexomeHayercsi BceM NalMeHTaM IpU TOCTAaHOBKE JWArHo3a JUIsl  ONpE/IeIICHHS
BEPOSITHOCTH Pa3BUTHUS TSHKEIBIX KOATYJISIMOHHBIX HAPYIICHUH, KaK TeMOppParunvecKux,
TaK ¥ TPOMOOTHYECKHX, a TAK)KE BCEM MalMEHTaM BO BpeMs JIeUeHHs 2 pa3a B HEJEllo,
0COOCHHO B TEPUO]] BBEACHUS aclaparnHa3bl™*, ¢ HENbI0 BBISIBICHUS OCIOXHEHUH Ha
(doHe Tepamuu  BBIMOJHHUTH  HCCIICJOBAHUE  CBEPTHIBAIONICH  CHCTEMbI  KPOBH
(axTMBHpOBaHHOE dYacTHYHOE TpomOoracTuHOBoe Bpems (mamee — AUTB),
NpOoTPOMOMHOBBEIH  MHAEKC 1o KBHKy, TpomMOuMHOBOe Bpems, (UOPHHOTEH) IS
OIPEICTICHUS] BEPOSTHOCTH Pa3BUTUS TSDKEIBIX KOAryJSIMOHHBIX HapyIICHWH, Kak
reMopparu4eckux, Tak u tpomboruueckux [20-23].

YpoBenb yoOeanurteabHOCTH pexoMenaanuid — C (ypoBeHb J0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 4).

Pexomenayercst BceM TallMeHTaM BBITIOJHUTH HCCIEIOBaHUE OOMIETO (KIMHUYECKOTO)
aHaJIM3a MOYH C IIEJIbI0 MCKITIOYCHUS TIopakeHus nmouek [1,2,4,5,24].

YpoBenb yOenurTesbHOCTH pexkoMenganmuii — C (ypoBeHb [10CTOBEPHOCTH

A0KA3aTeJbCTB — 5).

PexoMeHayeTcsi BceM manuieHTaMm omnpesenenne anturen kiaaccoB M, G (IgM, IgG) x
BUpPyCY uMMmyHoaeduimra yenoeka BUY-1/2 (Human immunodeficiency virus HIV 1/2)
B KPOBH; OTIpEJICIICHIE aHTUTEN K OsietHoM TpenoHeme (Treponema pallidum) B kpoBu aiis

UCKJIIOYEHUS COMYTCTBYIOMIEH maTonoruu [1,2].
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YpoBenb yOeautesbHOCcTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH

0KA3aTeIbCTB — 5).

PexkoMenayercsi BceM naleHTaM MOJIEKYJISIPHO-OMOIOTMYECKOE NCCIIeI0BaHUE KPOBHU Ha
BupycHbiid renatut B (Hepatitis B virus) u Bupychsrit renatutr C (Hepatitis C virus) s
HCKJIFOUEHHS COMYTCTBYIONIEH maronoruu [25,26].

YpoBenb yoOenuteabHOCTH pekoMenaauuid — C (ypoBeHb J0CTOBEPHOCTH

0KA3aTeNbCTB — 4).

PexomeHnayeTcsi BceM MalMeHTaM UCCIICI0BaHIE MUKPOOHUOIIEHO3a KUIIIeYHHKa (Ma3Ka 13
pr[MOfI KI/IIHKI/I) C LOCJIBIO BBIABJICHHWA KOJIOHU3AMKU HECTCPHUIIBHBIX JIOKYCOB MMaTOTCHHOM
¢uopoti [27].

YpoBenb yOeaUTEJbHOCTH peKkoMeHaauuMid — B (ypoBeHb [0CTOBEPHOCTH

JA0KA3aTeJIbCTB — 3).

PexomeHnayercsi BceM MalMeHTaM OIpeJCieHUE OCHOBHBIX rpymm kKpoBu (ABO);
omnpenenenue antureda D cucremsl Pesyc (pesyc-¢akTop); onpeneneHue MmOArpynisl 1
Apyrux Tpymn KpoBu Mesbmiero 3Hadenus A-1, A-2, D, Cc, E, Kell, Duftfy ¢ nensro
BBITTOJTHEHUS 3aMECTUTEIIBHOM Teparuyu KOMIIOHEHTAMU KPOBH 10 TIOKa3zaHusM [28].

YpoBens yOemureabHocTH pekomMenganuii — C  (YpoBeHb /0CTOBEPHOCTH

0KA3aTEIbCTB — 5).

PexomeHayroTest BceM MalMEHTaM IMOJIYyYEHHE IUTOJIOrndeckoro npemnapata KM nyrem
NYHKIMK (CTepHajJbHAs MYyHKIMS) W LUTOJIOTMYecKoe uccienoBaHue Maszka KM
(MuenorpaMma) W3 CTEPHAJIBHOTO IIyHKTaTa C I€JIbI0 BEepU(PHUKALUU JMarHoza u
oTpejiesieHus mporyHo3a namnuenTos [1,2,4,5,12].

YpoBenb yOenurTeabHOCTH pexkoMengamuii — C  (YypoBeHb [0CTOBEPHOCTH

J0KA3aTeJbCTB — 5).

KommenTapuu: ouaenos OJI ycmanasnusarom npu oonapysxcenuu 6 KM 20 % u 6onee

onacmuuix kiemox. Qonaxo ons OJIJI uz knemok-npeduecmeeHnuxos aumognosza u oasa JIBJI uz

mex aorce Kllem0K'I’lp€0W€CWl6€HHUK06 cyujecmeyem uHoe 06menpuHﬂmHoe onpedeﬂelme: ouazHo3

OJUI (B-knemounozo unu T-kiemoyHoeo) ycmauagnusaiom npu obHapysxcenuu 25 % u 6onee

onacmuwix kiemox 6 KM. Ecau npoyenm bnacmuvix xiemox 6 KM menee 25 % unu oracmusie

Kk1emku omcymemsyrom ¢ KM, no npucymemeyrom 6 uHblX 04az2ax nopaxcenus (mumgpamuyeckue

V376l 000U TOKATU3AYUY, MUMYC, KOdHCd, U M. 0.), mo ycmanasiugarom ouacno3 T- unu B-JIBJI

[1,2,4,5].

PexoMeHayeTcss BCEM TIAalIEHTaM BBINOJHHUTh [UTOXUMUYECKOE HCCIICIOBAHUEC
npenapara KM (6mactabix kietok KM) ¢ nensto Bepudukamuu auarnosa [29,30].

YpoBenb yoOenuteabHOCTH pekoMenaanmuid — C (YypoBeHb J0CTOBEPHOCTH
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A0KA3aTeJbCTB — 4).

KomMeHTapuu: npu yumoxumuyeckom uccied08anuu Ium@ouonvie O1ACMbl YACMO
codepacam PAS-nonosxcumenvhvie epanyivl, OHu He2amueHvl 8 peakyuu Ha MUeionepoKcuoasy u
Ha Opyaue Mueslouonvle yumoxumuieckue peakyuu. Hepeoxo npu evinonnenuu yumoxumuyecko2o
uccne0o8anus OIACMHUble KIemKU ONpeoesiiom Kaxk Heoupgepenyupyemole, NOIMOMY KIHOUEGbIM
memooom ouacnocmuxu OJIJI aensemca ummynogpenomunuposanue. Hanpumep, T-knemounvie
onacmuvle snemenmol yawe ovisarom PAS-necamuensi, 6 Hux gviasnaomes kucias pocghamasa,
Hecneyughuueckas scmepasa 6 popme KpYNHuIX 0OUHOUHBIX 2PAHYIL 8 YUMONLA3Me, 8 OMIuYUe om
numpobaacmos B-nunuu, 20e npooykm peakyuu pacnoiazaemcs 6 eude meaxux epanyn [1,2].

e PexomeHayeTcsl BBIIIOJHUTH MATOJOTOAHATOMUYECKOE HCCIIEJOBAHUE OHOICHITHOTO
(omepanoOHHOr0) Marepuaja odvara TOpaKeHHs (OIMyXOJIeBOro 0Opa3oBaHMs), B TOM
qHCIIe C MPUMCHCHHEM UMMYHOTHCTOXHMHUYECKAX METOJIOB, Y TTAITUCHTOB 0€3 MOpasKeHUs
KM c nenbro Tounoii Bepudukanuu guarnosa [31].

YpoBenb yOeautreabHocTH pexoMeHganuii — C  (YpoBeHb J0CTOBEPHOCTH
J0KA3aTeJIbCTB — 5).

e Pexomenayercss y Bcex NanMEHTOB ¢ mojao3peHueM Ha JIBJI BBIMOIHATE Marosoro-
AHATOMHUYECKOE HCCIIeJOBaHWE OMOTICHITHOTO (OIMEepalMoHHOr0) Marepuana JuMdoysia
WIM JIPYroro odara MOaXCHHsI ¢ MPUMEHEHUEM WUMMYHOTHCTOXHUMHYECKUX METOJIOB C
nenpto oueHku cyorunos JIBJI, a Takke coxpaHATh OWONCHHHBIA MaTepuan A
MOCIIEAYIONIErO BBHIMTOIHEHUS! MOJIEKYJISIPHO-TEHETUYECKUX UCCIIeI0BAaHUHM, YTO TTO3BOJIUT
pa3paboTaTh HOBBIC TAPTETHBIC CTpaTeruu Tepanuu [15].

YpoBenb yOeautesbHocTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH
0KA3aTEIbCTB — 5).

KommenTapuu: umvmynopenomunuuecxkue xapakmepucmuxu npubauzumenvro 80 % JIBJT
xapaxkmepusytomcs skcnpeccuel T-knemounvix mapkepos, 6 omauyue om OJIJI, npu komopom
>70 % ommuocamces k B-knemounwvim. Cpeou ecex JIBJI domunupyem T-xnemounwiti cyomun.
Hmmynogpenomunuueckue xapaxmepucmuxu onyxonegvix kiemox npu T-JIBJI nozumuensvt no
cneoyiowum mapkepam: TdT, CD7 u yumonnazmamuyeckas CD3; eapuabenvnovr CDla, CD2,
CD4, CDS5, CD8; mooicem b6vims kosxcnpeccus CD4 u CDS, CDI10 +/—; pedko onpedensiemcs
Kookcnpeccusi muenomapkepos CDI13; 33; 117. B mpemu T-JIBJI evisignenvr mpanciokayuu c
yuacmuem 2eHo8 T-kiemouHvlx peyenmopos (o, 5, y, 0) u pasiuyHvIX NAPMHEPCKUX 2eHO8,
exmoyas MYC, TALI, HOX11 u op.

Hmmynogpenomunuyeckue  xapakmepucmuku  onyxolesvlx kiemox npu  B-JIBJI
nosumuenst: no TdT (a0epuas okpacka), HLA-DR, CD19 u yumonaazmamuuecxou (cyt)CD79a;

CD20 u CD22 sapuabenvuvl. Huocoa 6 yumonnazme onpeoersiomcs Jjeekue yenu
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umMmyHnoenooynruna (cyt-u). Ilosepxnocmuole uMMyH02100YIUHBL Yauje OMCYMCMEYom, 0OHAKO UX
obHapysicenue ne uckarouaem ouasnoza B-JIBJI; CD45 moocem dvims necamugen. Monexynsipro-
eenemuyeckue 0COOEHHOCMU 0XAPAKMePU308aHbl MAl0, He UMEeOM NPOSHOCMUYECKO20 3HAYEHUS.
e PexoMeHnayercs BCEM  MAIMEHTaM  BBIIOJHUTh  MUMMYHO(GEHOTUIIMPOBAHUE
reMOIOATUYECKUX KieToK-TipenumectBeHHul; B KM ¢ menpio Bepudukanuu guarHosa

[32,33].

YpoBenb yOeaurteqbHOocTH pexkoMeHaaumii — C (YypoBeHb [0CTOBEPHOCTH
0Ka3aTeJbCTB — 4).

KommenTapumn: umMMyHopenomunuposanue 8bINOIHAIOM c HOMOUBIO
MYTbMUNApaAmMempuyeckol npomoyHou yumoghayopumempuu (00b14HO KaK MUHUMYM 3- uiu 4-
yeemnoti). Eco ucnonvsyrom ons Oonee wemxoeo onpedeneHusi NPUHAOLEHCHOCMU OIACHHbIX
KIemoK K mMOU UIU UHOU JUHUU KIeMOUHOU Oupgepenyupoéku nocie YCmaHos1eHus
mopghonozcuueckozo ouaznoza OJIJI. HUmmynogenomunuueckas xapaxmepucmuxa OIACMHbLX
xknemox npu OJIJI npedcmaenena 6 npunoscenuu I'2. OJL/I uz npeowecmeennuxos B-numgpoyumos
(70-80 % cayuaes) moeym kiaccuguyupoéamocsi Ha uemwvlpe pynnvl, 8 3A6UCUMOCHU OM
9KChpeccuu anmueenos ouggepenyuposku B-xknemok, a maxoice yumoniazMamuyeckux u
no6epXHOCMHBIX UMMYHO2100yaun06 (1g). OJI/I uz npedwecmsennuxos T-rumgpoyumos (20-30 %
clyuaes) makaice Mo2ym 0eiumvcs Ha 4 epynnwvl @ 3a8UcCUMOCmU OM YPOBHS 3peN0CIU MUMOYUMA
u oaxcnpeccuu aumucena CDla T-OJIJI, mozym Oonoanumenvho knaccuguyuposamocs 6
sasucumocmu om cyomuna peyenmopa T-kniemox (TCR). B psoe cnyuaes bracmmuvie xiemku
UMerom 00HOBPEMEHHO TUMPOUOHbIE U MUETOUOHble MapKepbl. B nocnedneti knaccugpuxayuu BO3
(2017 2.) [3] omu cnyuwau onpedensiomes kak cmewannwiti Genomun OJI (MPAL) (B-
/muenoudnvii, T-/muenoudnwviii). Ilpu omcymemeuu sKkcnpeccuu Mapkepos, Cneyupuunuix Oisl
JUMPOUOHO20 UTU MUETIOUOHO20 POCIKO8, YCIMAHABIUBAIOM OUACHO3 «HeOUDhepeHyupoBaHHbllL
JIeUKO3N.

IHpubnuzumenvro 80 % JIBJI xapaxmepuzyiomcs sxcnpeccueti T-KiemouHwvix Mapkepos 6
omauuue om OJIJI, npu komopom >10 % omuocamces k B-knemounvim. Ilosmomy cpeou ecex JIBJI
oomunupyem T-kiemouHuwlil cyomun.

Hmmynomopghonocuueckue xapakmepucmuxu onyxoaesvix kiemoxk npu T-JIBJI:
NO3UMUBHbL MEPMUHANbHAA  0e30KCUHyKieomuounmpancgepaza (oaree — TdT), CD7 u
yumonaasmamuveckas CD3; eapuabenvnor CD la, CD2, CD4, CD5, CDS8; mooicem Ovims
xoaxcnpeccuss CD4 u CDS, CD10 +/—; pedxo onpedensemcs koaxcnpeccusi muenromapkepos CD
13; 33; 117. B mpemu T-JIBJI eviaenenvt mpanciokayuu ¢ yuacmuem 2eHo8 1-KiemouHvix
peyenmopos (a, fp, y, 0) u paznuunvix napmuepckux 2enos, sxarodas MYC, TALI, HOXI11 u op.

Ummynomopghonoeuueckue xapakmepucmuku onyxonesvix kKiemoxk npu B-JIBJI:
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nosumuen. TdT (a0epnas oxpacka), HLA-DR, CD 19 u yumonnazmamuueckas (cyt)CD79a; CD20
u CD22 sapuabenvuvi. Mnozoa 6 yumonnazme onpeoeisitomcs ieckue yenu UMMYyHO2100YIuHa
(cyt-u). Iosepxrnocmuvle UMMYHOLIOOYIUHBL YaLe OMCYMCMBYIOM, 0OHAKO UX 0OHAPYICEHUe He
ucknoyaem ouaznosza B-JIBJI; CD 45 moocem 6vimb He2amugen.

e PexoMeHayercsi BCeM [MAlUMEHTaM BBINOJHUTH ITUTONCHETHUYECKOE UCCIIEJOBAHUE
(xapuotun) acnupata KM c 1esbio onpeeneHus rpyIbl pucka U BepuuKauy Juartos3a
[34].

YpoBenb yOeaurteqbHOCTH pexkoMeHaauuii — C (YypoBeHb [0OCTOBEPHOCTH
JA0KA3aTeJbCTB — 4).

KommenTapuu: cmanoapmuoe  yumozenemuueckoe — UCCIe008aHUe  5A81emcs
HeoOX00UMbIM KOMHOHEHMOM OUASHOCMUYECKUX npoyedyp y nayueuma c nooospernuem na OJI
s onpedenenus kapuomuna 00Cmo8epHuIM CHUMAEmcs MOIbKO UCcieoosanue Kak munumym 20
memacghas. Anomanuu 6 Kapuomune mMo2ym YCMaHaeIUu8amvbcs U HA OCHOBAHUU UCCIe008AHUS
K1emok nepughepuieckou Kposu. Xpomocomuwvie anomanuu npu OJIJI mocym 6vims pazdenenvl Ha
KOJIUYeCmeeHHble Ul CMPYKMYypHble, ACCOYUUPYIOUUECS C KOTUYeCBEHHbIMU AHOMAIUAMU, TUOO
aenaowuecss  uzonuposannviMu.  lunepnioudus  npedcmasnsiem — cobou  npuobpemenue
OONONHUMENbHBIX XPOMOCOM MAKUM 00pazom, ymo obujee Yucio XpomMocom 8 OOHOU KiemKe
cmanogumces bonvuie 46. Ilpu OJIJI smom npoyecc, kaxk npedcmaeisemcs, He s618emcs
cayuatinoim. 'unepniouous ooduapyscusaemcs 6 5—15 % cayuaes OJIJI y e63pocnvix, u ee
accoyuayusi ¢ O1A2ONPUAMHBIM NPOCHO30M MeHee oueduoHna, Hexceau npu OJIJI y demei, ko20a
2UNEpNIoUOHOCb  0OHApYHCUBAemcsl NpudbIU3UmenvbHo 6 mpemu cayyaes. | unonnouous
(konuuecmeo xpomocom menvuie 46) oonapyscueaemcs 6 2—8 % cayyaes OJIJ1 u accoyuupyemcs
¢ HebNa2onpusmHbIM UCX000M. BonbuuHcmeo XpomocomMubix anomanuu, 0OHAPYICUBAIOUWUXCS
npu OJII, saensaiomca cmpyKmypHvlMu U OObIYHO Npeocmasiiaiom cobou MmpanHcloOKayuU.
Hoenmughuyuposano 6onee 30 paznuunvix Hecayuaunvix mpanciokayuil. Cneyugpuueckue
XPOMOCOMHblE — NEpecmpouKu  AGIAIOMCA  HE3ABUCUMBIMU — OUACHOCUYECKUMU U
NPOSHOCIMUYECKUMU MAPKepamu U Ciyxcam 0a eblbopa maxmuku mepanuu. [lpu omcymcmeuu
nopasicenusi KM, komopoe 6visaem y nayuenmos c JIBJI, yumoeenemuueckoe ucciedogarue
00J1CHO ObIMb BLINOIHEHO HA cyOcmpame OUONCUPOBAHHO20 ONYX01e6020 00OPA30BAHUSL.

e Pexomenayercsi  BBIIOJIHUTH  ITUTOTEHETHMUYECKOE  HCCIENAOBaHUE  OHMOTNCHITHOTO
(omepanmonHoro) Matepuana Tkaneid win KM ¢ nmpuMenennem metona GuryopeciieHTHON
rubpuau3armu in situ (FISH) mis onpenenenus tpancnokarmu t(9;22) (q34;q11) — BCR-
ABL u t(4;11) — MLL-AF4 y Bcex mauuentoB ¢ B-knerounsivu OJIJT u OJI cmemanHOTrO
¢deHoTHIIA, OCOOGHHO Yy TeX, y KOIO METOJ CTaHAAPTHOW IIUTOTCHETHKH OKa3aJICs

HeI/IH(bopMaTI/IBHI:IM, 1 YTOUHCHHA JHArHosa, ILI/I(I)(I)epeHLH/IaJ'ILHOI‘/JI JUarHoCTuKku H

21



BBIPAOOTKH TaKTHKH JieueHus [35].

YpoBenb yOenuTeJbHOCTH pexkomeHgamuii — C  (ypoBeHb [10CTOBEPHOCTH

J0Ka3aTeJbCTB — 4).

KommenTapuu: npeumywecmeom memooa FISH siensiemcs 603M0ACHOCHb UCCIe008aMb
0ecsimKU U COMHU He MOIbKO OeNAUSUXCSL KILeMOK, HO U meX, YUMo HAX00smcsi 8 unmepgase.
Ho neobxooumo umemsw 6 6udy, umo memoo FISH nozeonsem anaiuzuposams moivko me
VUACKU XPOMOCOM, OIS BbIAGIIEHUS KOMOPBIX UMEIOMCS MONIEKVIAPHbIE 30HObL, d He 8eChb
XPOMOCOMHBII HAOOP yeaukom. Memoo nozeonsem bvicmpo, 8 meueHue makcumym 2 OHell,
eblA6UMb uckomwvle nonomku. Jemexyus 1(9,22) (q34;911) — BCR-ABL u t(4;11) — MLL-
AF4 6o epems nposedenus npedghasvl onpedensiem 6CtO OANbHEUULYIO0 MEPANeSMUYECKYIO
maxkmuxy. Cmanoapmuoe yumozeHemuyeckoe Uccie008anue A61aemcs eOUHCMEeHHbIM
MEMOOOM, NO3BONAOUWUM AHATUZUPOBAMb BECh XPOMOCOMHbLIL HAOOP KIEMKU YETUKOM.
Oo0Hako e2o sbinonHeHue mpebyem 00CMAaAmMo4HO ONUMENbHO2O 8PEMEHU; KpOoMe MOo20, 8
pade ciyuaed KOHCMAMUpYyemcs Omcymcmeue Oelsiyuxcs Kiemoxk (Mumosos). B smux
cyuasx — yenecooOpasHo  BbINOAHAMbL  WCCIECAOBAaHUE METOJOM  (hIIyOpeCIeHTHOU
rubpuan3ain in Situ (nanee — FISH-uccredosanue) na knouesvie nepecmpotixu 1(9;22)
(934;q11) — BCR-ABL u t(4,11) — MLL-AF4 npu B-OJIJI.

Xapaxmepnou ons Ph+ OJII sensemces peyunpoxnas mpancioxkayus 1(9;22)(q34;911),
npusooawas k causHuto eena BCR (obnacmu knacmepa mouxu pazpuléa) Xxpomocomvi 22
¢ eeHom ABL (muposunxunazet Abenvcona) xpomocomwvr 9. Ilpu cmanoapmuom
YUMO2EHEMUUECKOM UCCTIe008AHUU IO NPUBOOUN K YKOPOUEHUI) XPOMOCOMbL 22, umo
NOIYYUNO HA38AHUE PUNAOETbHUICKOU XPOMOCOMDL, OAGHHOE USMEHEHUE MOACEM MAKHCe
onpedensimocs npu @ayopecyenmuou eudpuouzayuu in situ (FISH). JonoanumenvHole
Xpomocomuuvle abeppayuu, npeocmasiennvle 2-u Ph-xpomocomou (+der(22)t(9;22)),
aHomanuel Kopomrkozo nieua Xxpomocomvl 9, monocomueu 7-i XpoMOCOMbl U MpUcomuel
8-t xpomocombr ecmpeuairomess 6 om 10 0o 79 % cayuaes Ph+ OJII u sensiomces
Gaxkmopom HeeamusHo20 NPocHO3A, 00YCIO8IUBAS YMeHbUuleHUue —Oe3peyuousHol
svloicusaemocmu (Oanee — BPB) u ygeenuuenuem yacmomol peyuousos.

OcHogHoll  yenvl0  nepeuyHol  OupepeHyuanvHol  OUACHOCMUKU — A6Iemcs
ougpgpepenyuposanue Ph+ OJIJI ¢ aumgououvim OIACMHBIM KPUSOM XPOHUYECKO20
muenonetikosa (danee — XMJI), 6 nonv3y Komopoco Mo2ym ceudemenbCmeosams HaIuyue
6 anamneze XMJI, 6azoghunuu unu s03unoghuruu KM nubo eueanmckasn cnieHome2anus.
OchosHblM  OughpepeHyuanvublm  Kpumepuem sA61A€mMcs  8blAGleHUe MPAHCKPUNNG
plQOBCR'ABL, ymo 00bIYHO nozeoasem uckaroyums XMJI.

PCKOMCHIIyeTCH BBITIOJIHHUTE MOJICKYJIAPHO-TCHETUYCCKOC HCCICAOBAHUC TOUYCYHBIX
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myTtaiuii reHa BCR-ABL (xumepHbIi TeH, 00pa30BaHHBIN CIMSHUEM O00JIACTH KJacTepa

pa3pbIBOB Ha 22-if XpOMOCOME U IreHa THPO3MH-KHHA3bl AGeIbcoHa Ha 9-i XpoMocome);

MOJICKYJISIPHO-TEHETUYECKOE HCCIICIOBAaHNE MHUHHMAJIbHONH OCTaTOYHOW OONE3HU IpH

JeKo3aX MpH IOMONIM TAIMEHT - CHCHU(PHUUYHBIX [paiMepoB (MOJIEKYJISIPHO-

TEHETUYECKHE WCCIICIOBaHUS Ha Hainuue XuMmepHbix reHoB C-MYC-IgH, MLL-AF4 u

APYTHX, B 3aBUCMOCTH OT PaHEe BBISABJICHHBIX LIUTOICHETUYECKUX MOJIOMOK), C IEIbIO

nanpHermero MoHUTOpupoBaHUs H(dexTuBHOCTH XT W OLEHKM MHUHUMAJIbHON

ocratounoit 6one3an (MOB) B pamkax KU Bcem manuentam ¢ B-kiaerounsiv OJIJT [36—

38].

YpoBenb yOenureabHOocTH pexkomenganmuii — C (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 4).

KommenTapuu: oemexkyus xumepnvix cenoé BCR-ABL, c-MYC-IgH, MLL-AF4
HeobXoouma ¢ UYenbilo  MOHUMOPUHESA — NPOMUBOONYX0IE8020 Omeemad U  NPUHAMUS
mepaneemuieckux pewienui. Monexynsapuoe ucciedoeanue Opy2ux MHO20YUCTEHHLIX NOJOMOK
ABNAEMCS 8 HACMOsAUee 8pemMs 30 PyOetcoM OOHUM U3 KII04Ue8blX Memooos cmapmugurayuu
nayuewmos Ha Zepynnvl pucka. Jlemexyus XuUMEpHbIX MPAHCKPUNMOS, MYMAyuu 2eHo8,
nepecmpouxu u OYRIUKAYUU 2eHO08 OOCHYNHbL MOJILKO 8 OOIbUIUX UCCTIe008AMENbCKUX YEHMPAX.
Ha wmonexynapuo-eenemuueckom yposne mpanckpunm ber-abl moocem onpedensimoucs
nocpeocmeom NOIUMEpasHou yennou peaxkyuu ¢ odpamuou mpanckpunyueiu (OT-IILP).
Pacnonooicenue mouxu paspviea é 2ene BCR npusooum k momy, umo 6enox pl90BCRABL
gviasnsaemes 6 66,3 % cayuaee Ph+ OJIJI, makowce y Oannvix nayueHmos yacmo onpeoensemcs
6enox p2105RABL (31,2 %). B ocmanvnwix ciyuasx onpedensiomcs mpancKpunmol 060ux munos
AU60 amunuyHvle MmpaHCKPUnmasi.

e PexomeHayercss  BCEM  NAalMEHTaM  BBIIOJHHUTH  MOJIEKYJIIPHO-TEHETUYECKOE
rccaenoBanue T-KIETOYHON KIOHAJTBHOCTH (10 reHaMm OeTa-, raMMa- U JenbTa-1enei T-
KJIETOYHOTO PEIeNnTopa) WK MOJEKYJISIPHO-TeHETHUYECKOe HccileoBaHne B-kieTouHoi
kinoHanbHOocTH (o renam IgH, IgK, Igl) B acnupare KM na T-unu B-kierounyro
KJIOHAJTBHOCTD C IIEJIbI0 JTAIBHEHIIEH OIEHKH MOJIEKYJISIPHOTO OTBETa W BepUUKAINH
JIMarHo3a Mpy CJIOXHBIX TUArHOCTUYECKUX ciydasx [39].

YpoBenb yOeaurteqbHOCTH pexkoMeHaauuii — C  (YypoBeHb [J0CTOBEPHOCTH
A0KA3aTeJbCTB — 5).

KommenTapum: ¢ monekynsapuot mouku 3penusa ece cayyau OJIJI pazeusaromcs u3z
K1emok-npeoutecmeennukoé B- unu T-numpoyumos, nosmomy 6ce oOHU OeMOHCMPUPYIOM
KIOHAbHbIE Nepecmpoliku 2enos msaxcenvix yeneu Ig w/unu eenos TCR. Omom genomen

noszeoJjisiem 07/lp€0€]l}lmb nat;ueHm-cneL;uqbulteCKue nepecmpodku U uCnojib306anib UxX 6 Kauecmee
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MONeKYIApHO20 Mapkepa 3abonesanuss npu monumopunece MOB. Ilomumo nayuenm-
cneyughuueckux mapkepos, OJIJI umerom 6oabuioe KOIUYECBO 2eHEMUYECKUX U MOJIEKVIAAPHbIX
nepecmpoex, Mymayuil, 6 KOMOpblX yu4acmeylom pasziuynvie 2envl. llepeuenvb 0CHOBHBIX
MOJLEKYNAPHO-2eHemudeckux anomanuil, uoenmughuyuposanuwvix npu OJIJ1 y 63pocivix u oemeui u
UCNONIL3YeMbIX 8 HACMOsAWee 8peMsl NPU MOLEKYIAPHOU OUACHOCMUKE, NPUBEOEH 8 NPUTIONCEHUU
I2. Jlaunvlii nepeuenv He A6IAEMCA NOAHbIM U NPeOCMAasisem co00U KOMNPOMUCC MeHCOY
COB8peMeHHbIM U 60/1ee a0eK8AMHbIM MONEKVIAPHLIM MEMOOOM BbIAGNIEHUA UU UCKIIOYeHUs
aHomanuu u Hauboiee Yacmo UCNONb3yeMOL MemoOUKoLl.

e PexoMeHnayercsi BCeM MallMEHTaM BBINOJHUTH CHMHHOMO3TOBYIO IYHKIUIO C
UTOJIOTUYECKUM HCCIIEJIOBAaHUEM KIIETOK CIIMHHOMO3TOBOM KHUIKOCTU
(MUKPOCKOIIMYECKOE HCCIICIOBAHUE CIMHHOMO3TOBOM JKHIKOCTH, MOJACYET KJIETOK B
CUETHOM Kamepe) JUIsl UCKITIoYeHUs/oaATBepxaeHus Bopieuenus [[THC [13,40].

YpoBenb yOeautenbHocTH pexkoMenaanuii — C (ypoBeHb [10CTOBEPHOCTH
JA0KA3aTeJIbCTB — 5).

KommenTapuu: npu ecex sapuanmax OJIJI 8vicoka eeposimHocms 808neuenus 060104eK
20108H020 Mo32a. Ilosmomy 6cem nayueHmam NOKA3AHO 6bINOJIHEHUe OUAHOCIMUYEeCKOU
JIOMOGNLHOU  NYHKYUU ¢ MOpGonocudeckum uccreooganuem Jaukeopa. Ecau ypoeens
mpomboyumos ne yoaemes nogvicums 00 30 x 10%1 u sviute, om nyHKyum Mos*cHO 6030epicampcsl
00 80cCMAano8IeHUsA nokazamenetl mpomooyumos nocie Kypca. Ecau 'y nayuenmos onpedensemcs
netikoyumos eviue 100 x 10%1, mo nepsyio nombansuyo nynkyuio ciedyem OmiodICUms 00
pedykyuu yucna neiikoyumos menee 10 x 10%.

e PexoMenayercsi BceM MallMEeHTaM MPU TUArHOCTUKE HEUPOIEHKEMUN YBETUYUTD YaCTOTY
CIIMHHOMO3TOBBIX ITyHKITUH U BBITIOTHATH UX B cpeiHeM | pa3 B 3 AHS 0 IOMyUYEHUs Tpex
TIOMOAJIbHBIX TTYHKITNI 0e3 OJaCTHBIX KJIETOK B JTJUKBOPE, 3aTEM YaCTOTY MyHKITUN MOXKHO
CHU3UTH 70 | MYHKIMH B HEJETIO BO BPeMs HHIYKIHUU (BO BpEeMs JIATbHEHIINX 3TAIlOB
TEparuu JIOMOABHBIE ITYHKIIUH BBITIONHSIOTCS B COOTBETCTBHHM C TPOTOKOJIOM) JIJISt
KOHTPOJISl TMHAMHKH 3a00JeBanus Ha Tepanuu [1,2,4,5].

YpoBenb yOeautesbHocTH pexkoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5).

KommenTapuu: ¢ pavxax ooweti npocpammol XT eécem nayuenmam ¢ OJIJI neobxoouma
mepanus nopadxcenus [[HC. B omcymcmeue npoguiakmuxu nopaxjcenus mo3208blx 000104eK
peyuousvl 6 I{HC 6 meuenue HeckonbKux mecayes ¢ momenma pezucmpayuu I[IP 6o3nuxarom
npubauzumenvro y mpemu nayuenmos. Peyuous ¢ LIHC npu OJIJI y 83pocivix xapaxmepu3yemcs
HeONa2onpUsmMHbIM HPOCHO30M, NOCKOJIbKY 3a HUM 0DbIYHO Clledyem 2emMamono2uiecKutll peyuous.

Ilpu smom nooxoowvr k nevenuro nopasxcenus L[HC u e2o npoghunaxmuxe paznuuaromcs u
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yuumbslearon xapakmepucmuKku nayuesma, e2o eospacm u ()pyzue npocrocmudecKkue qbakmopbl.

Pexomenayercs y Bcex BoLIEIATh U coXpaHATh neppuunyto JJHK ninu PHK u3 kinerok KM
NAleHTOB B OMOOaHKe WM HAmpaBsATh MarTepual Ha XpaHEeHue B J1abopaTopuu
(benepanbHBIX LEHTPOB JUISI BOZMOKHOCTH TOCIICAYIOIIETO BBIMOJIHEHUS MOJICKYJISIPHBIX
uccinenoBanwuii [41].

YpoBenb yoOenuTeqbHOCTH pekoMenaanmuid — C (YypoBeHb J0CTOBEPHOCTH

J0KA3aTeJbCTB — 5).

KommenTapuu: coxpaumenue nepsuunoco  o6uonocuueckoco mamepuara ({HK,

Bbl0eNenHass U3 KOCMHO-MO3206bIX K1emokK, Uuiu 3amopOotCeEHHblE mernKu) 0751 8LINOAHEHUS 6

6y6yu;eM MOJIEKYIAAPHBIX MCC/Z@OOGCZHMZZ, NO360JIAIIOUWUX YUEMKO onpedeﬂumb cpynnsl pucka.

Pexomenayercss BceM NAaLMEHTaM, Y KOTOPBIX IPU CTEPHAJIbHOW ITYHKLIUH HE IOJIyYEH
JMAarHOCTUYCCKMI Marepuan (Tak Ha3bIBaGMbIi «CYXOH MYHKTAaT»), IOJyYCHUE
ructojiornueckoro mnpenapara KM  (TpemanoOuoricus) W = IHUTOJOTHYECKOE W
MMMYHOLIUTOXMMHUYECKOE HCCIEe0OBaHME OTIEeYaTKoB TpermaHoOmontata KM ¢
MOP(OJOTHUECKUM U LUTOXMMHUYECKUM HCCIEIOBAHUAMHU OJIACTHBIX KIIETOK C LIEJNbIO
BepuduKauu TouHoro auaruosa [30,31].

YpoBenb y0eauTesbHOCTH pekoMeHaanmii — C (YypoBeHb JOCTOBEPHOCTH

JI0KA3aTeJILCTB — D).

He pexoMeHayeTcsi BBINOJNHATH MYHKIMOHHYIO (ACHHMpAlMOHHYIO) OHMOIICHIO oOuara
NopakeHUs1 (OIMyXOJIEBOTO 3KCTpaMeNyJUIIPHOrO 00pa3oBaHMs) B CBSI3U C MaJloH
UH()OPMATHBHOCTBIO HCCIICIOBAaHUI JaHHOTO Matepuaia [1,2]

YpoBenb yOeautesbHocTH pekoMeHaanuii — C (YpoBeHb [0CTOBEPHOCTH

I0KA3aTEIbCTB — 5).

2.4. UHcTpyMeHTAbHbIE IMaTHOCTHYEeCKHe HCC/IeJ0OBAHUS

Pexomenayercss  BceM  MAIMEHTaM  BBIIOJHEHHE  DJIEKTPOKapIHOrpapuuecKoro
uccnenosanus (nanee — DKI') u sxokapaunorpapun (manee — DxoKI') mist BeISBICHUS
COINYTCTBYIOIIEH KapAMOJIOTUYECKOH TMAaTOJOTMM W NPOPUIAKTHKH WM  JICUYCHHS
BO3MOXKHBIX KapIHOJIOTHYECKUX OCIIOKHEHUH WK ceplieuHor komopOuaHoctH [42].

YpoBenb yOeauTeJbHOCTH pekoMeHaauuidi — B (ypoBeHb [10CTOBEPHOCTH

0KA3aTeIbCTB — 5).

PexomeHnayeTcsi BCeM MallMeHTaM BBINOJIHEHHE KOMIIBIOTEPHOH ToMmorpaduu (manee —
KT) rosioBsl, OpranoB rpyJHOM U OPIOIIHOM MOJIOCTEN IS BHISIBJICHUS BO3MOYKHBIX 04aroB
MOpa)kKEHHUS M COMyTCTBYIOIIEH marooruu [43].

YpoBenb yoOenuteqbHOCTH pekoMeHaauuii — C  (ypoBeHb J0CTOBEPHOCTH
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A0KA3aTeJIbCTB — 5).

PexomenayeTcesi BCEM MAIMEHTaM BBIIIOJTHEHUE YIBTPAa3BYKOBOTO MCCIICOBaHMS (ayiee
— V3N) nepudeprdeckux U BHYTPUOPIOMTHBIX TUM(POY3IIOB, OPTaHOB OPIOIIHOM MOJIIOCTH,
OpPraHOB MAJIOTO Ta3a y JKCHIIMH U MPEJICTATSILHOMN JKeJNe3bl Y MY>KUUH TSI BBISIBJICHHS
comyTcTByomei matonoruu [1,2,5,14,15].

YpoBenb yOeautTesbHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH

0KA3aTeIbCTB — 5).

Pexomennyerca Bcem mnamuentam ¢ JIBJI mpu ouenke >(QQEeKTHBHOCTH JIEUCHHS
CPaBHUBATh pa3MeEpPbl IMOPaKEHMS OO0 Hadajga TEpalmuu M II0CJIIe Ha BCEX JTamax
XUMHOTEpaneBTuyeckoro Bo3aeiictaus (no caumkaM KT- ninn Y3U-uccnenoanus oyara
nopaxkenus) [14,15].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (ypoBeHb [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5).

Pexomenayercss TanWeHTaM TPH HAJIWYAW KIMHHYECKUX CHMIITOMOB IOPaXCHUS
KEITyTOYHO-KUIIICYHOTO TPAKTa BBITIOJHEHHE 330()aroracTpoyoICHOCKOIHH TSI OIEHKU
COCTOSIHUSI CIIM3MCTON OOOJIOYKH MHIIEBOJIA, JKEIYJKA, IBEHAANATUIICPCTHON KHUIIIKH,
0OHapy KEeHHsI BO3MOKHOTO HCTOYHHKA KpoBoTeueHus [15,44].

YpoBens yOenureabHocTH pekomenganuii — C  (YpoBeHb /10CTOBEPHOCTH

0KA3aTEIbCTB — 5).

Pexkomenayercsi manueHTaM Mpyu HATMYWU KIIMHIIECKUX CHMITTOMOB MTOPa’KEHUS OPTaHOB
JbIXaHUs (JIbIXaTeNbHONM HEAOCTATOYHOCTH, OOYCIIOBIEHHON OOHIMPHON IHEBMOHMEW,
KPOBOXapKaHbs) BBITIOJTHEHHE OpPOHXOCKONHMU JUIi OIICHKH COCTOSIHHS —CIIH3UCTOM
000J104YKH Tpaxeu, OPOHXOB, OOHAPYKEHHS UCTOYHUKA KpoBOTedeH s [45].

YpoBenb yOeauteabHocTH pexoMeHganuid — C  (YpoBeHb [10CTOBEPHOCTH

10KA3aTEIbCTB — 4).

Pexomenayercsi manueHtam ¢ auarHoctupoBaHHoM JIBJI mpumeHeHue MO3UTPOHHO-
AMUCCHOHHOM KommbioTepHOil ToMorpaduu (IIDT/KT) nns cranupoBanust 3a001eBaHUs
[46].

YpoBenb yOeautesbHocTH pexoMeHganuii — C (YpoBeHb J0CTOBEPHOCTH

0KA3aTeNbCTB — 4).

KommenTapum: y mwuocux nayuenmos c JIBJI, umerowux maccuenoe nopasiceHue

MeOUACMUHANbHBIX TUMEDOY3T108 UCXOOHO, nocie 3asepuienus UT npu penmeenoepaguu unu KT

ocmaromces pe3udyanvhvie 00pazosanus. Llenvio 0onoIHUmMenbHbiX OUACHOCMUYECKUX NPoyeoyp

Aejsiemcst nojlydeHue omeenia Ha 60npoc, npeacmaeﬂﬂiom au osmu 06pa306aHu;z yvacmku

HeKpomuyecKkou unu pyoyoeot mrkaHu, 1ubo cooepicam HeusHecnocooHvlie onyxonesvie KiemKu.
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Jhyuesvie memoouwl ucciedosanus, 6 yacmuocmu [1T/KT, seposimuo, nonezuvl npu cmaouposaruu

3abonesanus. bvino nokasano, umo nozumuensie pesyromamuol IIIT/KT nossonsiom ¢ 8vlcoxou

8EPOSIMHOCMbIO NPOCHOZUPOBAMb PE3UOYATbHOE UNU peyudusHoe nopadcerue npu HXJT [95].

2.5. UHble TMarHocTH4YecKue MCCjae10BaAHNA

PexomenayeTcsi BBHIMIOTHEHHE SKEHIIMHAM PEMPOJYKTUBHOTO BO3pacTa TecTa Ha
OepeMeHHOCTh (MCCIICIOBAaHHE XOPHOHUYECKOI0 TOHAJOTPOIMHA 4YeJIO0BEKa) C IENbIO
BbIsIBIICHUS OepemennoctH [1,5].

YpoBenb yOeaureabHocTH pexoMeHgamuii — C  (YpoBeHb J0CTOBEPHOCTH

J0KA3aTeJIbCTB — 5).

Pexomennyerca Bcem mamuentam ¢ OJIJI/JIBJI w3 rpymnmbel BBICOKOTO pUCKA H IIPH
peuuauBe 3a00J1€eBaHus, a Takke ux cuOnunram onpeneneHrue HLA-aHTUTeHOB ¢ 1EIbIO
MOKCKa MOTeHIMaIbHOTO ToHOpa KM [47,48].

YpoBeHb yOenuteqbHOCcTH pekoMeHganmuii — C  (ypoBeHb J0CTOBEPHOCTH

J0KA3aTeJIbCTB — 5).

Pexomenayercsi BceM MalMeHTaM KOHCYNbTalldsg HEBpOJora, OQTalbMOJIOra,
OTOPMHOJIAPUHTONIOTa ISl ONpEAeNIeHHs COMAaTHYeCKOro CcraTyca MalueHTa |
JIMarHOCTUKY COMyTCTBYIOIIEH matonoruu [1,2,4,5].

YpoBenb ybOeautesbHocTH pekoMeHaanuii — C (YpoBeHb [0CTOBEPHOCTH

I0KA3aTEIbCTB — 5).

PexoMenayercsi KOHCYJIBTAIlUSl THHEKOJIOTA JUISl )KCHIIMH W YpOJora Jjis MYKYHH C
LCJIBI0 BBIABJICHUA COMATUYCCKOrO CTaryCa MNMaOoMEHTOB W PCUHICHUA BOIpPoOCa O
HEOOXOJMMOCTH  OBAPUOINPOTEKIIMM  WJIM  KPHOKOHCEpBAIlMM ramerT  (OOIUTOB,
cniepmaro3onios) [1,2,4,5].

YpoBenb yoOenurteqbHOCTH pekomMeHaauuii — C  (ypoBeHb J0CTOBEPHOCTH

JI0KA3aTEIbCTB — 5).

KoMMeHTapuu: HesvinoineHue YKA3aHHbIX Npoyeoyp u Memooos 00Cied08anus

B6O3MOINCHO MOJIbKO 6 KpaﬁHux Cydasix, Ko20a nayuenni HAX00umcsi 8 MepmuHaiIbHOM COCMOAHUU

npu nocmynjileHuu 6 CneyualusupoeaHnoe yqpeofcdeHue UIU €20 COMAmu4ecKull cmamyc makoe,

Umo HUKaxKoco cneuugbuuecxozo JIeYE€HUA 6bINOJIHANMbCA He 6y()em — MOJIbKO najiiuamueHoe, ujiu,

eciu nayuenm omkKasbleaemcsa on obcnedosanus  u Jle4eHusd, umo O00JIJICHO  OblMb

3A00KYMEHMUPOBAHO 8 UCMOPUU OONE3HU.

PexoMenayercsi 0epeMeHHBIM KEHIIIMHAM BBIIOJIHATH IOJIHBIA 00BEM JUArHOCTUYECKUX
uccnenoBanuii npu OJIJI, kak u y HeGEepeMEHHbIX, KPOME BBIITOJHEHHUS CTaHIAPTHBIX

PEHTTEHOJIOTUYECKUX METOJ0B 00cineoBaHus (CM. KIMHHUYECKHE pPYKOBOJACTBA IO
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BEJICHHI0 OepeMeHHBIX manueHToK) [1,49].

YpoBenb yOeautesbHocTH pexkoMeHaanuii — C (ypoBeHb [10CTOBEPHOCTH

J0KA3aTeJbCTB — 5).

KommenTapuu: c¢ oOuacnocmuueckou yenvio npu 0OepemeHHOCmU 1YenecoodpasHo

npuMeHeHue MaAeHUMHO-PEe30HAHCHOU momoepaguu u Y3HU, 6 mom uucne necounou mxauu.

Pexomennyercss 1npu  pa3sBUTHM  HMH(MEKIMOHHBIX  OCJIOXXHEHHWH  BBINOJIHEHHE
HEOOXOJUMBIX JJIsl IMAarHOCTUKU ouara uHQekuu mnpouenyp oconenosanus (Y31, KT,
MHUKPOOHOIOTHYECKOe (KYJbTypaJbHOE) HCCIEJOBAaHUE KpPOBHM HA CTEPUIIBHOCTD;
MHUKpOOHOIOTHYeCKoe (KyJIbTypaJlbHOE) HCCIICIOBAHUE MOYM Ha OaKTepualbHbIC
NaTOTeHbI; MHKpPOOHOJIOTHYECKOE (KYJIbTypajbHOE) HCCICIOBAaHHE OTICISEMOTO W3
HOJOCTH PTa; HCCIEJOBaHHE MHKpPOOHOIICHO3a KHIIEYHUKA (IUCOAKTepuo3) s
YTOUHCHHUS XapakTepa MHOEKINH 1 BBIPAOOTKH aJICKBATHOM TaKTUKH jiedeHus [27,50-52].

YpoBens yOenurTeqbHOCTH pexkoMenganuii — C  (ypoBeHb [10CTOBEPHOCTH

JA0KA3aTeJIbCTB — 4).

JAnnamuyeckas oneHKa 3QPeKTHBHOCTH TEPANTAHA

Pexkomenayercsi BceM MalMieHTaM Ha dTarax WHAYKIUH U KOHCOJIUIAINU KOHTPOIBHOE
uccnenosanne KM (momyuenue unutosormdyeckoro mnpenapara KM myreM mnyHKuuu
(crepHasibHAsA MyHKLMS) U HUTOJIOTHYECKOE nccienoBanue mazka KM (muenorpamma) us
CTEPHAJILHOTO IyHKTaTa) BBIMOJHATH MEpe] HadyajioM KaKAOro IMOCIEAYIOLIero 3Tamna
(onTuManbHO) 160 1 pa3 B 2 Mecsia (He pexe!) ¢ 1enblo BepupHUKaIMK cTaTyca NalueHTa
10 3a00JICBaHUIO (PEMHUCCHUsI, PE3UCTEHTHOCTb, PEIUIuB, iporpeccus) [1,2,4,5,12].

YpoBenb yOeautesbHocTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH

0KA3aTEIbCTB — 5).

Pexomennyerest nanenTaM Ha GOHE MOAIEP>KUBAIOIIEH TepAaTUU TTOBTOPSTH MOIYICHUE
nuTonorndeckoro mpemapata KM myTeM nyHKUMM (CTepHaNbHAs MYHKIOHS) U
[UTOJIOTHYECKOe HccienoBanue Mazka KM (MuenorpamMMa) U3 cTepHaIbHOTO MyHKTaTa 1
pa3 B 3 MecsIa B TeueHUE 2 JIET U B JAJbHEHIIEM, ITOCIIe CHSTHS C JICUCHHUS, KaXKIble
MoJIroa 10 3 JIeT HAOMIOACHUS C IEeJTbI0 Bepu(UKAITMHY CTaTyca MallueHTa 1Mo 3a00JI€BaHUIO
(pemuccus, peruaus) [1,2,4,5,12].

YpoBenb  yOeaurenbHocTH  pexkomenaammii  C  (ypoBeHb  [10CTOBEPHOCTH

0Ka3aTeIbCTB — 5)

KommenTapuu: cmanoapmusoeanusie apemennvie mouku e3amus KM neobxooumsi npu

monumopunee MOB. Monumopune MOB seisemcs KiouesbiM UCCIE008AHUEM 80 BCeX

cogpemennbix npomoxoaax aedenus OJL/L. B Poccuu, 2oe 6 KU exniouaemcs MuHUMAanbHoe 4ucio

NAyueHmos, PeKoMeHO08amb CMaHOapmu308aunblll.  Monumopune MOB u  npunumamo
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mepaneemuieckue peuleHusi 8 3a8UCUMOCMU OM NOJYYaemMblX noxkazameneu npeocmasiaemcs
npescoespemMeHHbiM. Mo CEA3AHO C meM, 4mo 6 DONbUUHCMEE CyYaes NPOPamMMbl mepanuu
OJLJT moouguyupyromcs, He cobI00AIOMCA NPUHYUNDBL 0034 — UHMEHCUBHOCHbY, UHMEPBAIIbl, 8
pAade cayuaed OmCymcmeyom npeoycCMomperHble KOHKPEMmHbIM HPOMOKOIOM Hpenapamol.
Onpeodenenue MOB Heobxooumo 011 peuienuss 8onpoca 0 YerecoooOpasHoCmu BblNOJHEeHUs
MPAHCRIAHMAYUU ATLIOSEHHBIX 2eMONOIMUYECKUX cmEo106bix Kiemok (Oanee — anno-TI'CK).
Ilosmomy npedcmaensemcs pasymuvim ecex nayuenmog ¢ OJIJI, komopvie He 6KIIOUEHbl 8
koumpoaupyemvle KU, paccmampusams 6 xauecmee kaHouoamos 0jisi MpaAHCHIAHMAayuu aio-
TT'CK, ocobenmno ecnu peusb uoem o poOCmEeHHOU MpaAHCHIAHMAYUU.

Bonpexu comnumenvrou 6 ycnosusix P® pexomenoayuu monumopuposams MOB y
nayuenmos ¢ Ph-necamusnvimu OJLJ1, monumopune MOF y nayuenmos ¢ Ph-nosumuenvim OJIJ/1
aenaemcs Knouegvlm ycnoguem nevenus onsi BCEX (!) nayuenmos u 6 ycnosusx P®, nockonvky
9MO HANPAMYIO C6A3AHO C MpeboBaHueM peKoMeHOayuli Nno cMeHe MUPO3UHKUHAZHO2O
uneubumopa (0anee — UTK) 6 ciyuae nedocmudicenus monexyusipnozo omsema [1,2,53].

MOB

B nacmoswee epems cmanoapmom monumopunea s¢ppexmusnocmu nevenus OJIJI cman
MOHUMOPUHZ OCMAMOYHOU onyxonegou nonyiayuu xiemok (MOB) ¢ nomowpwpio memooog
NPOMOYHOU YUMOMEMPUU U/UTU MOJIEKYIAPHO-OUONOSULECKUX MemOo008. YKazanuHvle Memoobl
061a0aiom 6bICOKOL UYECMEUMeNbHOCIbIO (0bHapycusaemcs 1 netikemuueckas kiemia na 10*
® Hopmanvhbx cemonosmuteckux K1emox) u ¢ ux nOMOUbI0 MOJICHO OMCIENCUBAM 6 OUHAMUKE
cyovoy netikemuyeckozo kioua. Obuapyscenue MOB nocie yumocmamuuecko2o 6030eicmaeus
ABNAEMCS  CAMBIM ~ MOWHBIM — npocHocmudeckum  gaxkmopom vy nayuenmog ¢ OJII,
c8UOemenbCMBYIOWUM 0 He0OX0OUMOCTNU USMEHEHUS] Mepaneemuieckou makmuKky U NpUMeHeHus

6 npoecpamme nevenus amno-11 CK.

Metoasnl ouenkun MOb

Paspabomano necxkonvko memooos oyenxu MOB npu OJIJI. Dmu memoosr omauvaromes no
Mpyo0oemMKoOCmuy, — BPEMEeHHbLIM — 3ampamam, HPUMEHUMOCMU 6  OMOEeNbHbIX — CUMYAYUsX,
YYBCMEUMENbHOCU, CMOUMOCMU U  HeKomopuim Opyeum acnekmam. Camoe eadxchoe 6
uccneooganuu MOB — smo mHocoKkpamHoe ucciedosanue, OYyeHKa 6 OUHAMUKe, C MmeyeHuem
8peMeHU.

Kaxk yoice ommeuanoco panee, memoowt oemexyuu u monumopunea MOB nossonsiom
oyeHusamv 3P GekmueHocms NPOBOOUMO20 JleueHus Ha monekyaapHom ypogue. Oyenka MOB
ocywecmensemca TOJIBKO 'y nayuenmos, y KOMOpbIX NONYYEHA NOAHASA  KIUHUKO-
2emMamono2udecKkas pemuccusl.

e Pexomenayerca mounuTopuHr MODB OCymIeCTBISTh METOIOM HPOTOYHOM IIUTOMETPUU
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u/umu Metoniom [P, To ecTh TeMu MeTo1aMHU, Y KOTOPBIX YYBCTBUTEIBHOCTb COCTABIISIET
He MeHee 1074 (T. e. BO3MOXKHOCTB ONpEEUTh OJHY ONyXONeBylo KieTky Ha 10 000
HOpMabHBIX) [54,55].
YpoBenb yoOenuTeabHOCTH pekoMenaanmuid — C (YypoBeHb J0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5).
KomMmenTapuu: ne pexomendyemes ocywecmenamo monumopune MOB memooom FISH
U MEemoooM CManoapmHo2o yumozenemuueckoeo uccreoosanus. Ilpu oyenke MOB y nayuenma
HeobX00UMO NONb308AMbCSA MONLKO OOHUM U3 Memo008 O/l NPUHAMUSA MEePanesmuiecKux
peulenuti, npu 3MoM MOHUMOPUHZ OOJNCEH OCYWEeCMBIAMbCs C Nepevix OHeli mepanuu U
8bINOIHAMBCSA 8 00HOU Aabopamopuu. Anaruz MOB evinonnsemcs 6 oopaszyax KM.
BpemeHHbIe TOYKH MOHHUTOPUHTA
B pasnvix KU xnwouesvie mouku ucciredosanus MOB, onpedensiowue npocHos, u
COOMBEMCMBEHHO, U3MEHeHUe cmpameuuy mepanuu, HecKoabkKo omauyaiomca. B yenom
uccreoosameny OYeHUBAIOm OCMAMOUHYI0 NONYAAYUIO ONYXOJeblX Kiemok 6 Konye 1-i
UHOYKYUOHHOU ¢haswl (6-5 Hedelst om Hawania mepanuu) u Ha smane koucoauoayuu (12—16 nedens
om Hauyana mepanuu). Ilpedcmasnsemcs yenecooOpasHvIM UCNONBL308AMb BPEMEHHbIE MOUYKU
oyenxu MOB y nayuenmos 6 coomeemcmsuu ¢ UCnOoib3yeMblM NPOMOKOIOM JedeHus U MOJbKO
npu YCio8uu e20 a0ek8amuo2o 8binoiHenus (Hemeykas epynna — 10 u 16 nedens, ppanyyscras —
6 u 12 neoenv (6-1 nedens O onpedenenuss makmuxu nedenus), Benuxoopumanus — 10 u 15
neoenv, Umanus — 10-16-22 neodenu (22-s nedens s onpedenenuss makmuku ie4enus)).
IIpu ucnonvzosanuu npomorona poccutickot ucciedosamenvckoti epynnol « OJI/1-2009»
oopasyvt KM ananusupyrom na 10-1i u 16-1i Heoene mepanuu.
Pexomenpauuu no mouutopunry MOb
e PexoMenayeTcsi BceM MalMeHTaM MOCTE TPAHCIUIAHTAIIMH OCYIIECTBIEHUE MOHUTOPHHTA
Tpanckpunrta pl190 unu p210 nocpencrsom konmuectBeHHoM [1L[P B peanbHOM BpemMeHH,
KOTOpast J0JDKHA KOMOMHHMPOBATHCS CO CKPUHUHIOM Ha mpeamer myrtanuii BCR-ABL
JIOMEHa TUPO3UHKHHA3 (MOJIEKYJISIPHO-TEHETUYECKOE MCCIIEIOBAaHNE TOYCUHBIX MYTaIlui
rena BCR-ABL (xumepHBIii TeH, 00pa30BaHHBINA CIIMSTHUEM 00JacTH KJIacTepa pa3phIBOB
Ha 22 XpoMOcOME€ U TeHa THUPO3MH-KHHa3bl AOenbcoHa Ha 9 XpOMOCOME) METOJIOM
MPSIMOTO CEKBEHUPOBAHUS) B ClTyuae MOJ03PCHUS Ha PE3UCTEHTHOCTH [53].
YpoBenb yOeaurteqbHOCTH pexkoMeHaauuii — C  (YypoBeHb [0CTOBEPHOCTH
A0KA3aTeJbCTB — 5).
e He pexomenayercsi BoIIOMHATE MOHHUTOPUHT MOB mpu HecoOm0IeHnH MPOTOKOJIOB.
Mounutopunr MOB nmeer 3HaueHuE TOJIBKO MpU IpoBeaeHnn aaekBatHo XT coriacHo

BBHIOpAaHHOMY MPOTOKOJTy, TNpU COOJMIOJEHUHM MPUHIHUIA «J103a — HWHTEHCUBHOCTHY,
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HMHTEPBAJIOB ¥ JTAroB JieueHus [56].
YpoBenb yOeauteqbHOocTH pekoMeHaanmii — C  (ypoBeHb /J10CTOBEPHOCTH

0KA3aTeIbCTB —4).

e Ouenka MODb y nanueHToB MOXKET OCYIIECTBISATHCS Pa3HBIMU METOAaMH, HO 0053aTeIbHO
pexomenayercsi [54,55]:

e OmpeJeNeHne JeHKo3CIenPUUEeCKUX MapKepOB, MalUEeHT-CIEIU(PUIECKUX KIOHATbHBIX
MepecTpoeK, abeppaHTHOr0 UMMYHO(EHOTHIIA IO HAavajia Tepanuy;

* IPOBEACHNE MOHUTOPUHTA JIUOO OJTHUM U3 METOJIOB, JINOO OJHOMOMEHTHO JABYMS (HE
yepeays, He 3aMEHss OJIUH APYTUM);

e BBINOJIHEHUE UCCIIEOBAHUS B OAHOM 1a00paTOPHH COTIIACHO PEKOMEH Ty EMbIM
CTaH/IaPTU30BAaHHBIM MOJXOJaM B YETKHE CPOKHU, PEYyCMOTPEHHBIE MPOTOKOJIIAMHU TIPHU UX
a/IeKBaTHOM HCITOJTHEHUH.

YpoBens yOenurtesbHOCTH pekoMengauuii — C (ypoBeHb /10CTOBEPHOCTH

0KA3aTEIbCTB — 5).

3. JleueHue, BKJIIOYAS MeIUKAMEHTO3HYIO U HeMeIMKAMEHTO3HYIO Tepanuu,
AMEeTOTEpPanuIo, 00e300,1uBaHNe, MeAMIUHCKUE TIOKA3AHUS H
NMPOTHBONOKA3AHUSA K IPUMEHEHUI0 METOI0B JIeUeHMsI

3.1. OcHoBHbIe npuHIMIBI XUuMHoTepamuu OJLJI

Ilpu nobom npunyune xumuomepanesmuyeckoeo 6ozoeticmeusi 6 Jjederuu OJIJ]
cyujecmsayem HeCKOIbKO OCHOBHbIX IMANn08 mepanuu — UHOVKYUS PeMUCCUU, KOHCOIUOAYUs
pemuccuu, noodepacusarouas mepanus u npouiaKmuxa (leyeHue) Heupoetkemuu.

Ilepuoo HauanvbHo2o neueHUs, Yerblo KOMOpo2o AGIAENCsl CYUeCmeeHHoe YMeHbluleHue
onyxonesotui maccwl u docmudiceHue 1P, nazvieaemcs nepuooom uHOyKyuu pemuccuu. B mepanuu
OJIJI ucnonvsyrom 0se ¢hasvl UHOYKYUU OAUMETLHOCMbIO 4 Hed Kaxcodas, nepepvlé Meicoy
KOmMopulMu He npedycmompen. Fmenno 6 smom nepuoo Ha ghone npumeHeHus yumocmamudeckux
cpedcmas Koauuecmaeo aetikemuyeckux kiemok 8 KM ymenvuwaemces npumepro 6 100 pas, m. e. @
momenm xkoucmamayuu IIP 6 KM mopgonocuuecku onpeodensiemcs menee 5 % onyxonegvix
knemok. Ilpu ucnonvzoséanuu umnyibcHo2o nooxooa (npoepammul Hyper-CVAD) smanom
UHOYKYUU cYUmMaromes 08a Kypca — coocmeenno 2-weoenvrwiti kype Hyper-CVAD u credyrowui
3@ HUM NoOcCle nepepvlea KypC B6blCOKOOO3H020 yYumapabuna™* u memompexcama™*. B
bonvwuncmee cayuaes IP oocmueaemces yoice nocne 1-ii ¢hazvl unoykyuu (unu nocie 1-eo kypca
Hyper-CVAD), u auww y yacmu nayuenmos (10-30 %) — nocne 2-it ¢hazol unoykyuu (uiu 2-20
Kypca 8blcOK0003H020 yumapabuna™* u memompexcama™*) [57-61].

Bmopvim smanom mepanuu OJI sensiemcs Kouconuoauyus pemuccuu (3aKpeniexue
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00CMUSHYMO20 NPOMUBOONYX01e8020 dhdexma). B nacmosiwee pems 6 boavuiuncmeae ciyuaes
KOHCOMUOAYUsl A61Aemcs Hauboee azpeccusHbiM U 6blCOKOOO3HbIM dmanom 6 aeveruu OJIJL
3aoaueii 3mozo nepuoda AGNAEMCSA NO BO3MOICHOCMU euje OoNbulee YMeHbUleHUue YUCid
OCMAOWUXCst NOCIe UHOYKYUU JletikeMudeckux kiemok. Yawe ececo npedycmompenut 1-2 maxux
Kypca, 3amem, neped NOO0EPICUBAIOWUM JledeHUeM, MO2YN UCHOIb308AMbC NPOSPAMMbL
peunoykyuu  (bonee  Oonumenvhvle, auanocuunvie HUT). B npomoxone  poccuiickoii
UCCe008amenbCKoll  epynnbl NepuooOM KOHCOIUOAYUU HA3BAHLL NAMb  NPOOOIHCUMENLHBIX
nocieoosamenvHulx (3—4-nedenbHvix) smana, medxicoy KOmopwvimu He npedyCMOmpeHbl nepepulebl
(1), HO uzmensiemcs auub HAbOP 1eKAPCMBEEHHBIX NPENapamos, UCHOIb3YEeMbIX 8 OAHHbIU NEPUO,
U MOOUPUYUPYIOMCSL 003UPOBKU pda yumocmamudeckux cpeocms. Ciedyem noouepKHyms, Ymo
B03MOJICHA pOomayus npeodyCMOMPEHHbIX NPOMOKOIOM IMAN08 KOHCOUOAYUU, 8 3AB8UCUMOCMU
OM YUMONEHUYECKO20 CUHOPOMA U 8apuanmos ociodxcrhenutl [57-61].

Tlocne 3a6eputenus smana KoHcoauoayuu ciedyem nepuood no00epIHcUsanue2o aeueHus,
M. e. NPOOOIANCEHUE YUMOCMAMUYECKO20 8030€UCMBUS 8 MEHbULUX 003AX, YeM 8 NepUo0 UHOVKYUU
pemuccuut, Ha 803MONCHO OCMAOWUICS onyxoiesvill Kion [57-61].

B macmosuwyee epemsi 6azucom eceu npoepammuoun mepanuu  OJIJI  sersnemcs
ouppepenyuposannoe 6oszoeticmseue. 1) ona ummynonoeuvecku spenvix B-OJIJI Ookasana
appexmusnocmes MOUWHO20 UMNYILCHO20 KOPOMKO20 8030eticmausi 6 couemanuu ¢ anmu-CD20-
monoknonanohvimu anmumenamu (90 % 5-remusn BPB) [62]; 2) onsa Ph-nosumuenvix OJIJ1
KIIOUesbiM  (hakmopom  dghexmuenocmu  A6usAemcs  UCNOab306anue uneubumopos abl-
muposunxunazer (80 % 3-nemmusn eviocusaemocms) [53); 3) onsn nayuenmos, y xomopwvix
onpeoensemcsi Nepcucmenyusi MUHUMATbHOU OCMAMOYHOU NONYIAYUU ONYXONEBbIX KIEemoK, —
anno-TI'CK [56,63].

IpunyunuanbHo HeobdX00UMO bloensimb Mmpu Kilouesvie, mpeodyrouue pasHo2o JeyeHus pynnbl
OJUI: 1) B-sperwvie OJUI; 2) Ph-nosumusuvie OJLI; 3) Ph-necamusnuvie OJLI
[1,2,4,5,53,56,62,63].

e PexoMmenayercsi st uMMyHosorndecku B-zpenoro Bapuanta OJIJI  (bepkutt-
neitko3a/aMmM¢poMbl) UCIOIB30BaTh MHTEHCUBHOE UMIYJbCHOE (OJI0KOBOE) BO3JIEHCTBUE
xumuornpenapatamu (o nporpamme JIb-M-04 u 1. 1. cM. npunoxenue A3.1) B couetanuu
¢ antu-CD20-MOHOKJIOHAJILHBIMU @HTUTENIAMH (PUTYKCUMaOoM™*) [64].

YpoBenb yOeauteabHocTH pexoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH
A0KA3aTeJIbCTB — 5).

KommeHnTapum: o0wviuno nocie 6vinoinenus 4—6 0710K08 nayueHmsl CHUMAIOMCA C
mepanuu, UM He NpPo8OOUMCs noodepxcusarowee iederue, OHU He HYHCOAomcs 6 GblNOIHEeHUU

aymo- unu anno-TI'CK.
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e Pexomenayercsn npu Ph-mosutuBabeix OJIJI wucnons3oBanue WTK, nHaumHas c
uMatuHuOa** B 1-i nuHMM, C najgpHEHIed MomuduIMel TapreTHOro BO3JECHCTBHS HA
OCHOBaHWY MOHUTOPHHIa MUHUMAJIHHOW OCTATOYHOU MOMYJISIIUN OMYXOJIEBBIX KJIETOK H
HaJIM4YKs MyTaiuii kuaasnoro qomena BCR-ABL [65,66]

YpoBenb yOeautTesbHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH
J0KA3aTeIbCTB — 4).

KommenTapum: smo 6o3z0eticmeue 00axcno 6vims nocmosinivim. Obowvem XT npu Ph-
nosumuenvix OJIJI 0o cux nop ocmaemcsi npeomemom Ouckyccuu. Hcnonv3yrom Kax
MUHUMATIbHOE — yumocmamuieckoe gozoelicmsue (MO0 00HU — 2THIOKOKOPMUKOObL,  AUDO
2/IIOKOKOPMUKOUOBL 8 COUEMAHUU C BUHKPUCMUHOM™ ™), max u 6ojiee uHmeHcusHoe (Kiaccuieckue
Xumuomepanesmuueckue npomoxonst aedenus OJL/I, 6b1coK0003HbIE UMNYTbCHBIE NPOMOKOIbL).

e Pexomennyercs B Tepanuu Ph-neratusabix OJIJI B3poCbIx MalMEeHTOB MCIIOIb30BaTh B
OCHOBHOM JIBa NPUHIMUIA XHUMHOTEPAIEBTUYECKOTO BO3JCHCTBHS: 1) HMITYyJIBbCHOE,
BBICOKOIO3HOE C TOCJICYIONIEH MOCTOSTHHOM MOAIEPKUBAIOIICH Tepanueit (mporpamMmma
Hyper-CVAD); 2) 6onee TpaauiionHoe (cTanmaptHoe) — 8—9-HemenbHas HempepbIBHAS
WHIYKIHS C TOCIHEAYIOUUMH HEOTHOKPATHBIMU BBICOKOAO3HBIMU MHEN0A0ISITHBHBIMU
KypcaMH W B TOCJIEAYIONIEM — IMOAACPKUBAIOIINM JieueHHueM (cMm. mpuioxenune A3.1)
[57,67].

YpoBens yOenurtesqbHocTH pekomMengaumuii — C  (ypoBeHb /10CTOBEPHOCTH
0KA3ATEIbCTB — 4).

KoMMeHTapum: pesyibmamvl KpYRHEUWUX UCCIEO08AMENbCKUX 2pynn no devenuto Ph-
necamusnoix OJIJI 'y 63pocavix, 6 3asucumocmu om HPUHYUNA XUMUOMEPANEBMUYECKO2O
go30elicmeusi, ompadicenvl 6 npunodxcenuu A3.2. Cymmupys OanHvle mabIuybl, MONICHO
OmMemumy, Ymo 8 Yeiom S-i1emuss oowas svidcusaemocms (Oanee — OB) e3pocavix nayuenmos
¢ OJIJI, eapvupys 6 3asucumocmu om epynnvl pucka u eospacma, cocmasnsiem 45-55 %.
Pe3zynomamsl poccutickoeo uccneoo8anus abCcoIOmHO CONOCMAUMbL U 0ddCe NpPesbllualom
OaHmble 3aPYOeHCHBIX UCCIe008aHUll, Hecmompsi Ha manyio domo awio-TI CK [67].

o Pexomennyercs manueHtam ¢ OJIJI, ocoOEHHO OTHOCSIIMMCS K TPYIMIaM BBICOKOTO
pHUCKa, OTHUM U3 dTanoB JeueHus BemoaHATh TT'CK m1bo ayTonorndseIxX (ganee — ayTo-
TI'CK), mu6o anjoreHHbIX (OT pOJICTBEHHOTO WK HepoacTBeHHOro HLA-coBMecTMOTro
nonopa — amuto-TI'CK) mis qoctrskenus tepanesruaeckoro s¢dekra [1,2,4,5].

YpoBenb yoOenuteabHOCTH pekoMeHaauuidi — C (ypoBeHb J0CTOBEPHOCTH
0KA3aTeIbCTB — 5).

KommenTapuu: ¢ Poccuu aymo-TI CK paccmampusaemcs Kax no30Hss 8bICOKOOO3HAS

KOHconudayus yauje ce2o 6 neveHuu T-knemounvix OJI. B 3apybesrcuvix uccredosanusx aymo-

33



TI'CK pexomenoyemcs y nayuenmos 6 moaekyiaprou pemuccuu Ph-nosumuenozo OJII. Anno-
TI'CK sgnsemcsa obszamenvubimM dmanom mepanuu nayuenmos ¢ OJIJI uz epynnsi 6vbicoK020
pucka, u ee 3QgekmusHocms c8A3aHA C POPMUPOBAHUEM NOCMOAHHO20 UMMYHOIOSUYECKO20
KOHMPOJIL 3d OCMABUUMCS NOCIe YUMOCMAMU4ecKko20 B6030eliCmeus OnyxXoneeblM KIOHOM

(peaxkyuu «mpancnianmam npomue X03suHa).

e Pexomenayercss BceM [AIMEHTaM  BBINOJHATH  NPOGUIAKTHKY WM, IPH
HEOOXOAMMOCTH, JIedeHune Heipoielikemun [40].
YpoBeHb yOeauTeabHOCTH pekomenaamuii — C  (YpoBeHb J10CTOBEPHOCTH

J0KA3aTeJIbCTB — 5).

KommenTapum: smom sman pacnpeoensiemcs Ha 6ce nepuoovl NPOPaAMMHO20 Ne4eHUs —
UHOYKYUIO PeMUCCUU, KOHCOIudayuio u noodepicusaiouee neyerue. OObIYHO NPODUIAKMUKY
HeuponeukemMuu (OCHOBHOU nepuood — 9—6 UHMPAMEKAIbHbIX B8e0eHUll Npenapamos)
ocywecmensiom 6 nepuod HT, 3amem 6 meueHue 6cex >mManog KOHCOIUOAUUU U
noooepaicusarowjell mepanuu 8bINOJIHAIOMCA NPOGUIAKMULECKUEe NYHKYUU C PA3HOU YACMOMOLL
HA pasuvlx Smanax (68 cpeonem Yucio Npo@PUIAKMUYECKUX TIOMOAIbHBIX NYHKYUL OOIHCHO
cocmensamo 15-20). Jleuenue neuiponeiikemuu ocywecmensiom no unvim npunyunam. Chauvana
npoBOOAmM UHMPAMEKATbHbIE 66€0eHUs YUMOCMAMUYECKUX npenapamos ¢ wacmomot 1 paz 6 2—
3 OHs 00 HOpMmanuzayuu nokazamenei YepeopPoOCRUHAILHOU HCUOKOCTIU U NOLYYEHUSL MUHUMYM 3
HOPMAIbHBIX Pe3yIbmamos aHalu3a TUKeopd. 3amem nyHKyuu 6 meyeHue noaye00d nposoosimcsi
¢ yacmomoti 1 paz 6 2—3 HeOdenu ¢ NOCIEOVIOWUM NEPEXOOOM HA NPOPUIAKMULECKUL DEeHCUM
8sedenusi. B bonvuuncmee cnyyaes obayuenue 2ono6vl 8 0oze 2400 pao ne mpebyemcs. dmom
nOOX00 Modicem Oblmb UCNONIB308AH UL Y MeX NAYUEHMO8, V K020 8Ce0Cmeue pa3iuyHbIX
NpUYUH (aHamomuyecKue 0coDeHHOCMU, KpaiHe MAdCeNds NepeHOCUMOCMb CHUHHOMO320801
NYHKYUU) NpOPUIAKMUKA — HeUpoNetikeMul ¢ NOMOWDbIO  UHMPAMEKAIbHbIX — 88€0eHUL
YUMOCMAamuyecKux npenapamos 8ulnoiHeHa Obimb He modicem. Takoce 60npoc o npumeHeHuu
00nyueHUs 20108bl NOOHUMAEMCS NPU pedpaKmepHoOM medeHuy Heuponeukemuu (omcymcmeue
noaHo2o omeema uepesz 5—6 esedenuil npenapamos).

3.2. IIpornoctuyeckue pakTopbl 3PPeKTUBHOCTH JIeUeHHUsI

e PexoMeHayercsi NMPUMEHATh (PAKTOPhI PUCKA C IIENBIO OICHKH TPYIIBI pPHUCKA H

omnpeleleHusl MOKa3aHWM K HCIoib30BaHHI0 B rnepuoxa mepsod I[P amro-TI'CK B

COOTBETCTBHH C KOHKPETHBIM MPOTOKOJIOM JeucHus [1,2,4,5].

YpoBenb yOeauteabHocTH pexoMeHganuii — C (YpoBeHb J0CTOBEPHOCTH
0KA3aTeIbCTB — 5).

KommenTapuu: nonoowcenue o npocnocmuueckux pakmopax npu OJI eo3uuxno c
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nosienenuem aoexksamuou XT, max Kak MONbKO UCHOAb308AHUE CMAHOAPMHBIX NPOSPAMM
no360/5em GblOenUms NAYUEeHMO8 C ONPeOeNeHHbIMU KIUHUYECKUMU, MOpGOrocutecKuMy,
UMMYHO®DEeHOMUnuYecKumu, YumozeHemu4ecKuMu, MONEKYIAPHO-2eHeMUYeCKUMU
Xapakxmepucmuxkamu 3a001e8anus, Y KOMopulx yOaemcs uiu He yoaemcs 0obumscs d¢hgexma.
Jemanvhoe usyyenue npuyuH Heycnexa Npu UCNOIb30BAHUU CMAHOAPMHBIX NPOMOKOI08
npueooum K QOpMUpPOBAHUIO  2PYAN  PUCKA U, COOMBEMCMEEHHO, CO30AHUN)  HOBLIX
ougpepenyuposanuvix N0OX0008 K nedeHuro smux nayuenmos. Credyem noO4epKHYymb, Ymo
Hanuuue y nayuenma paxmopa Hebia2onpusimuo2o npocHo3d Hu 8 KOeM Cydae He Modicem Oblmb
OCHOBAHUEM 0I5l nepexo0d K NALIUAmueHol mepanuu. Bce ghakmopel npocHo3a ucnonv3yiom u
uccneoyrom monbKo 8 KOHMEKCme BO03MOMCHOCMU MAKO20 USMEHEHUs mepanuu, KOmopoe
noBbICUNO Obl ee IPPHEeKMUBHOCIb Y MAKUX NAYUEHMO8.

B meuenue xax munumym 08yx Oecamunemuii 0ns 3pocavix nayuenmos OJLI max
Hazvleaemvle PaKmopwvl pUcKda, acCOYUUPOBanHvle ¢ IPHeKmuUeHOCmbIO leuenus, OCMarmcs
neusmennvimu. Hckmouenue cocmasnsiom Ph-nosumuenvie OJIJI u B-OJIJI co 3penvim
UMMYHOEHOMUnom, Komopbvie Obliu 6bl0eNeHbl 6 COBEPUIEHHO OMOelbHble 2PYNNb,
HyJicoarouuecss 68  ocobom  mepanesmuueckom — gozdeucmeuu (MTK u  61okosas
UMMYHOXUMUOMEPANUsSL COOMBEMCMEEHHO), U NPOSHO3 NPU KOMOPLIX BCAeOCmEUe IMO2o
UBMEHUICA CYUeCBEHHbIM 00PA3OM.

IIpu Ph-necamusnvix OJIJI, nHecmompsi Ha uHmeHCUDUKAYUIO MEPAnUU, BbINOJIHEHUE
sHayumenvno2o wucia aino-TI'CK na pasuvix npomokonax pasHvlx uccied08amenbCKux epynn,
onpeoenennvie KIUHUKO-TA00PAmMOopHble Napamempsl npoOOINCAION  ONPedesimb  NPOSHO3
3a00/1e6aHUSA, MAK JHCe KAK U HECKONbKO 0ecsimKkog iem Ha3ao. /[na Ph-necamuenvix B-kiemoyunvix
OJIJI paxmopamu pucka Ooabuwuncmeom ucciedosamenell NpusHaomcs. 0olee cmapuiuii
ospacm (30 nem u 6onee), unuyuanvusiii tetikoyumos (30 x 10%n u Gonee), pannuii peromun
(pannuii npe-B unu Bl no knaccugpuxayuu EGIL), yseruuenue noxazamens JI/[I" 6 2 paza u 6oxee,
nozouee (bonee yem Ha 35-u 0env) docmudicenue 1P, oonapyosicenue t(4,11). /{na T-knemounvix
OJLJ1 - pannue u spenviti ummynopenomunst (THI u TIV no knaccugpurxayuu EGIL), unuyuanvnorit
netikoyumos (100 x 10%1 u 6Gonee), nozonee docmucenue IIP. Homumo >mozo, nociednue
oecamyb Jlem Kurouegblm hakmopom npozrosa ons ecex OJIJI cman nokasamens, oyeHusarowuil
MOE: npu ee obnapyaicenuu ¢ uyscmeumensrnocmuio memooa 1074 ¢ meuenue 6 mecayes nevenus
npoeHo3 onpedensemcs kax necamueuwvii. Ilayuenmam ¢ OJIJI onpedenenue epynnvl pucka, no
KOMOpOU onpeodensiemcs mepanesmuieckas makmuxd, OO0JIHCHO GbINOJIHAMbCA MOIbKO 6 PAMKAX
Mo20 NPOMOKOAA, KOMOPLLI UCHOIb3Yemcsl Yy KonkpemHnoz2o nayuenma [1,2,4,5,12].

Heobxo0umo cuumamo HegbinoHeHUe NPOMOKOAA MePanuu, HepeiamMeHmuposanHoe

CHUJICeHUue 003 npenapamoe, onumesnvHwle uHnmepedaisbl be3 JIeYCHUA, HE I’lpe()yCMOH’lpeHHble
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NPOMOKONOM, 2PYOLIMU HAPYULEHUAMU XUMUOMEPANEeSMUYecKo20 NpOmMoOKOLd, U OYeHUBAmbo
MAaKUX NAyUeHmo8 Kak nayueHmos ¢ Kpaiine Hebrazonpusmusimu ucxooamu mepanuu [1,2].

3.3. [IporHocTuyeckas 3Hauumoct MOb

Hszeecmno, umo nepcucmuposanue MOB nocre HT/koncorudayuouno mepanuu
accoyuupyemcs ¢ Heb1a2onpusmublM NPOCHO30M U 8bLCOKOLL YACMOMOU peyuou8os, HecMomps
na npooonxcenue XT, u npu Ph-nosumuenvix u Ph-necamusnwvix OJIJI [56,68-73].

Takowce Kpatine HebIA2ONPUAMHBIM QAKMOPOM ABNAEMCA MONEKVIAPHBIL PeYUuous.
Meouana epemenu om demexyuu MOB ¢ KM 0o pazsumusi eemamonocuieckoeo pa3eepuymozo
peyuousa cocmasisem okono 2—4 mecayes.

e Pexomenayercsi neueHue MoJekyispHoro peuumuBa Ph+ OJIJI u Ph— OJIJI B
COOTBETCTBHH CO CTaHJapTaMH, pa3pabOTaHHBIMU JIJIsl pa3BEPHYTOr0 MOP(OIOTHIECKOTO
peunauBa, kak MuaumyM nipu OJIJI y B3pocnsix [1,2,4,5].

YpoBenb yOeautenbHocTH pexkoMenaanuii — C (ypoBeHb [10CTOBEPHOCTH
JA0KA3aTeJIbCTB — 5).

Kommenrtapuii: npu monexynsipnom peyuouse Ph+ OJLJT neob6xo0umo eévinoanumes cmemy
UTK, pexomenoosano npu smom ucciedosanue mymayuonrnoco cmamyca BCR-ABL 2ena c yenvio
nHasnauenus s¢ppexmuenoco UTK. Kpome moeo, u npu Ph-, u npu Ph+ OJIJI nokazana evicoxas
appxmusnocme npumenenus onunamymomaoa** [14), 6 mom uucne ¢ exmouenuem UTK, npu
MonexkyiapHom peyuouge unu nepcucmenyuu MPE. Hanuuue MonekynapHo2o peyuousa moxcem
A61Amobcs Kpumepuem ekatodenus 8 KU no ucnonvsosanuro skcnepumeHmanbHulX 1eKapCmeeHHbIX
cpeocma.

Dakmopom He2amuHo20 NPOSHO3a 6 NiaHe 0e3peyuoUusHO20 medeHus: 3a0071e6aHuUs
aensemcs oonapyscenue MOB kax 0o, max u nocie TI' CK. Beposamuocme paseumus peyuousa
00CMOBEPHO Bblule Yy nayuenmos, y Komopuix onpeoensemcs MOD.

3.4. Jleuenue namuenton ¢ Ph— OJIJI

Bu16op nporpammebl T y nanueHToB B Bo3pacre 10 55 Jietr

Pasnuunvie uccnedosamenvckue 2epynnvl NPUMEHAIOM PA3IUYHbIE CXeMbl Mepanuu
(npunooscenue A3.1), eounoeo npomoxonra mepanuu OJIJ/I ne cywecmseyem. Obwuii npunyun
mepanuu npedcmasisiem cobou 8vinoHeHue npedghasvl, UHOYKYUU PeMUCCUU, KOHCOAUOAYUU
pemuccuu, noodepaicusarowjeli mepanuu.

e Pexomennyercs namnuentam ¢ Ph-weratuBaeim OJIJI B Bo3pacte Mosoxe 55 et
BBITIOJHATH Tepanuto 1o nporokoxy OJIJI-2009 (cm. npunoxkenne A3.1) [67].

YpoBenb yOeaurteqbHOCTH pexkoMeHaauuii — C  (YypoBeHb [0CTOBEPHOCTH
A0KA3aTeJbCTB — 4).

e Pexomenayercsi B KaueCTBE aJIbTEPHATHBBI TSI MOJIOJIBIX MMAIIMEHTOB B Bo3pacte a0 30

36



JIET POTOKOJI POCCUICKON menuaTpudeckoit rpymisl o jedenuro OJIJI — MB-2008 (cm.
npuinoxenue A3.1) [75].

YpoBenb yOeautreJbHOCTH pexoMeHaanuii — B (ypoBeHb [10CTOBepHOCTH

JA0KA3aTeJbCTB — 3).

Pexomenayerca B KkadecTBe anbTepHatuBbl mpoTtokony OJUJI-2009 npumeHeHue
nporpamm sieuenus Hemerkux (GMALL), dpanirysckux (GRAAL) u amepukanckux (MD
Anderson CRC) uccnenoBareseii (mporpaMMbl Tepaiy MPUBEACHBI B TIpHtoskeHnn A3.1)
[76-79].

YpoBens yOenurTeabHOCTH pexkoMenganuii — C  (ypoBeHb [10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5).

PexomeHnayercsi 1CIONIb30BaTh (AKTOPBI PUCKA, ONPEACISAIONIME CTPATETHIO TEPaIruu
OJIJI, B 3aBUCHMOCTH OT KOHKPETHOTO BBIOPAHHOTO BPAuOM IMPOTOKOJA JICYCHUS (CM.
paznen 3.2 «I[Ipornoctuueckue Gaxkropsl 3pdexkruBHOCTH NeueHus») [1,2].

YpoBenb yOeauTeqbHOCTH pekoMeHaaumii — C  (YpoBeHb IOCTOBEPHOCTH

JA0KA3aTeJbCTB — 5).

KommenTapum: nesasucumo om vlopannozo npomoxoaa mepanuu nayuenmos ¢ OJII ¢

1(9;22), t(4,11) Heobx00umo omHocums K 2pynne 04eHb 8bICOKO20 PUCKA U Y 8CEX C CAMO20 HAYALA

paccmampusams 803MoHcHOCmb 8binoaHenus anno-TI' CK.

Pexomenayerest npu rpyObIX HapyLICHUAX JIIOOOI0 IPOTOKOJIA TEPEBOANUTH MALIUEHTOB B
IpyHIy OY€Hb BBICOKOTO PUCKAa W MPUHMMATH PEIIEHHE O BO3MOKHOCTH BBIIOJIHEHUS
amto-TI'CK (cm. pasgen 3.2 «IIporroctudeckue (GakTopbl 3PPEKTHBHOCTH JICUCHHUS)
[1,2].

YpoBenb y0eauTeqbHOCTH pexkoMeHaanuii — C  (YpoBeHb IOCTOBEPHOCTH

JI0KA3aTeJIbCTB — D).

IIpendgasa

IIpeoghazy neobxooumo nauunams cpasy nocie mozo, KaK 6ce OUASHOCIUYECKUe MeponpUsmus

0y0ym 3aeepuietul.

PexomMeHayeTcst BCeM MalMeHTaM ¢ Bepu()UIIMPOBAHHBIM JHarHO30M HAUWHATH Ipendasy
NPEAHU30IOHOM** ¢ [ENbI0 IHUTOPEAYKIUH W ONpPENETIEHUS YyBCTBHTEILHOCTH K
npeaau3oaony** [80].

YpoBenb yOeautenbHocTH pexkoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH

A0KAa3aTeJbCTB — 5).

KOMMeHTapI/Il/I: MOHOmMepanusl 2ﬂi0KOK0pmul<ocmep0u()aMu Aensaemc OCHOBOU

npeoghazvl — unuyuanrvrou mepanuu OJII. /[numenvnocmos npegasvl cocmasnsem 7 Ouell, U

HenocpeocmeeHHo nocie Hee credyem unoykyuonnas aza 1. Ilpeogasa nozeonsem
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CMAadUNU3UPOBAMb COCMOSIHUE NAYUEHMO08, KOMOpble NOCMYNAIOm 8 OmoeleHue 2eMamono2uu ¢
MANCENLIMU ~ UHDEKYUOHHBIMU — OCTONCHEHUAMU, MemaDOIUYeCKUMU — HAPYUIEHUAMYU — U/UlU
Cepbe3HbIMU  KPOBOMEUEeHUAMYU — (AHMUOUOMUKAMU U NPOMUBOSPUOKOBBIMU — CPEOCMBEAMU,
mpanc@y3uoHHol  mepanueli, 3aMeCMUMENbHOl mepanuel, dakxmopamu Cceepmvléanusl,
anionypuronom™*/pazoypuxazou**), u nawamo I-10 Gazy umoykyuu 0Oe3 3a0epicKu uiu ¢
MUHUMATbHOIMU — OMKIOHeHuAMU. Bo epemsa  evinoinenus npedgasvl  ocywecmensemcs
yumozeHemuyeckas OUAZHOCMUKA, 4mo no3gojsiem evldenums nayuenmos ¢ Ph-nozumuenvim
OJIJI u 6e3omnazamenbHO HAYamMb UM nep8yro asy UHOYKYUU NO MeHee MOKCUYHOM) NPOMOKOLY
ons Ph+ OJIJI. Ecmo nebonvuas 0os é3pocivix nayuenmos ¢ OJIJI, y komopuix pecucmpupyemcst
OUEHb 8bICOKAS YYECMBUMENbHOCb ONYX0JIe8bIX KIeMOK K NPeOHU30A0HY **, u noanas pemuccus
(oanee — IIP) mooicem Obimb docmueHyma nocie 7 OHel MOHOMepanuu 2itoKOKOPMUKOUOAMU.
Hecmompss na mo, umo 6 psaode npomokonos npeogasza He sA6IsAemcs 00713amelbHbIM
komnonenmom, nanpumep, 6 npoepamme MDACRC (Hyper-CVAD), poccuiickue sxcnepmul
noaazarom, 4mo vinoHeHue npeddasvl Kpaiine yenecooopasHo.
Nuaykuus peMuccun

e PexoMenayercsi BceM NalleHTaM CTPOTO BBINOJHATh WHAYKIIMOHHBIA Kypc Teparuu

COTJIaCHO BBIOpAaHHOMY MpOTOKOIY JieueHust Ph-ueratusubix OJIJI [1,2].

YpoBens yOenurTeabHOCTH pexkoMenganmuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJILCTB — D).

KommenTapuu: |  ¢asa unoykyuu  sensemcs  naubonree  KpUmuuHou, — ee
npooodcumenbHoCmy cocmasisem 4 neoeau (unu 2 neoeau 6 npomoxone Hyper-CVAD). Hmenno
80 8pems @vinoaHeHuss smozo smana UT pecucmpupyemcs camoe 00abUIOe YUCTO OCIOHCHEHUI,
KaK MOKCU4ecKux, max u UHQeKYuoHHbIX, C 0AHCUOAEMOU YACTOMOU PAHHUX TeMATIbHBIX UCX0008
npubausumenvHo >5 %. B poccutickom mnozoyenmposom KH, exnrouusuem ungpopmayuro no 300
nayuenmam ¢ OJIJI 6 so3pacme om 15 0o 55 nem, nokazamenv panHell 1emaibHOCMU COCMABUTL
9 %.

B smom nepuod Heobxoo0umo 6vlnonHAmMb 6ecb 00beM CONPOBOOUMENbHOL Mepanuu,
BKIIIOYASL MOHUMOPUHZ U KOPPEKYUIO NIA3MEHHO20 2eMOCmasd, mpomMOOyumoneHuu, amemuu,
Jleuenue UHQEKYUOHHBIX OCHONHCHEHULl, MemaboIudecKux HapyuleHull (caxaproco ouabema),
NCUXUYECKUX — PACCMPOUCME,  HEeBPOIO2UYECKOU  CUMNMOMAMUKU, OCMPbIX  2enamumos,
nankpeamumos u m. 0. B ciayuae pazeumus Kpaiine madcenviX OCNOMCHEHUU U/uiu 2iy6oKoll
yumoneHnuu (netikoyumos meree 500 k1 6 MKI) yumocmamuyeckas mepanusi 0ONHCHA Oblmb
npepsana (Kpome npeoHu3010Ha**) u 60300HO61IEHA C MOMEHMA OCMAHOBKU NPU KOPPEKyuu
OCNIOJICHEHUIL U 80CCMAHOBIEHUU nOKa3amenel KPosu.

Bce npoepammul neuenusn 6kaoyaom UHKpUCIUH™™, npeonu3onon™* u anmpayuxiunsl
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(Oaynopyouyun **).

Ilpumenenue mozo unu UHO20 21HOKOKOPMUKOCMEPOUOHO2O 20PMOHA (NPEOHU30JI0H ¥,
MemuanpeOHu3onon**, oexcamemason™**) onpeoensemcs GblOPAHHLIM NPOMOKOIOM JEUEHUS.
IIpeonuszonon™** unozoa 3amensiom ma Oekcamemaszon™** nocie oyeHku yy8CMEUMENIbHOCMU K
HeMy, MNOCKOIbKY OeKCaAMemason™* obnadaem 0Oonee BbIPANCEHHLIM YUMOCMAMUYEeCKUM
agppexkmom u nponuxaem 8 I[HC. B poccuiickom npomoxone «OJIJI-2009» npeonuzonon™*
3aAMeHsIom Ha OeKkcamemdaszon™™* npu Koncmamayuu UHUYUATbHOU HeupoletikeMuu Ui Ha 7-u
OeHb, eciu npoyenm oracmuvix kiemox 6 KM nocne npeogasel pasen uiu npesviuiaem 25 %.
Hexcamemaszon** Oonee moxcuuen u mpebyem muamenbHO20 MOHUMOPUPOBAHUSL C YETbio
CHUDICEHUSI PUCKA Cepbe3Hblx uHpexyuti. Ymo xacaemcs aHmpayukiuHos, mo ONMUMATbHHIM
npenapamom MONCHo cuumams oaynopyouyun**. Cnocob ux ésedenus moxcem omauuamocs (3
OHs noopso, 1 pas 6 Hedenio, 2 pasza uepes 2 Hedeu), HO IMOM NApamemp He OKA3bleaem GIUHUS
Ha yacmomy oocmudicerusi [IP u ux npooonsicumenbHoCmb.

Yacmo 6 | ¢haze unoykyuu npumensiom acnapacunazy**, komopas 6 oanvbHetiuem moxicem
UCNONBL306aMbCA U HA npomsdicenuu ecell npoepammel aevenus OJIJI. Ilonazarom, umo smom
npenapam yseauuueaem npoooaxcumenvhocms I[IP (HO He eposimHOCcmb ee O00CMUICEHUSL).
OO0Hako panussi OmMMeHA acnapacunasel** ecreocmeue pazsumus MOKCUYECKUX DPearyull He
oKazvleaem GIUAHUS HA O0J20CPOUHble pe3yibmamvl, 6 MO 6pemMs KaK HapyuleHus
KOG2YNAYUOHHO20 2emMocmasa ommedaromcs dacmo (bonee uwem y 60 %) u mpebyrom
MOHUMOPUHA — KOAZYIAYUOHHBIX — NAPAMEmpo8, d Npu  HeoOXOOUMOCMU — 3aMeujeHus
anmumpomouna I1I u/unu hubpunozena.

B nepuoo | azer UT oOondxicno Ovimb 6binOIHEHO 5 AHOMOAILHLIX HNYHKYULU C
npoghunaxmuyeckum  8gedeHuemM mpex npenapamos (memompexcam®*, — yumapabun®¥*,
oekcamemason™*),

1l ¢asa umoyxyuu cocmaeisem no oaumenvHocmu 3—4 Hedeau 6 OONbUIUHCINGE
NPOMOKOI08 U NpedycCMampusaenm ucnoib3osanue yukiogocpamuoa™*, cmanoapmmuvix 003
yumapadbuna** u mepkanmonypuna®*. Ha smom smane maxaice 8bINOIHAIOM CHUHHOMO3208ble
NYHKYUU.

B npomoxone Hyper-CVAD 2-ii sman UT npedcmaensem cobou 6blcOKOO03HbILL KYPC C
sKatOUeHUeM yumapabuna™** u memompexcama**.

Heoocmuowcenue ITP nocne smoui (hazvl uHOYKYUU pacyeHu8aemcs Kax peqhpakmepHocms,
U nayueHmvl NepegooAmMcs HA Npocpammvl nedeHusi pedppaxmepHuvix ¢hopm OJLJI, komopwvie
CYWeCmEeHHO OMAUYAIOMCA, 8 3ABUCUMOCIU OM  UMMYHODEHOMUNUYECKO20 6apUaHma.
IIpomoxkonwt XT npueedenvi 6 npunodcenuu A3.1.

e Pexomenayercs BceM manueHam ¢ 15-ro AHsS OT Hayana jedyeHus Ha Bce Bpemsi XT
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BBIMIOJIHATE ~ NMPOMWIAKTAKY  MTHEBMOIMCTHOH  THEBMOHHH  #KO-TPUMOKCA30JI0M
[cynbdamerokcazon+Tpumeronpum|** (480 mr 1 pa3 B neHb exenHeBHO) [1,2].
YpoBenb yOenuTeJbHOCTH pexkoMeHgamuii — C  (ypoBeHb [10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5).
Koncomupanus
e Pexomenayercsa Bcem nauueHTtam, gocturmmm [P mociie 3aBepiieHnss MHIYKIIMOHHOTO

3Tarna, BBIMOJIHUTH dTal KOHCOIUIUPYIOIIETO JICYCHHUS CTPOTO 110 TOMY e MPOTOKOIY, 110

KOTOpOMY IpoBomuiIack uHAykuus [1,2,4,5].

YpoBenb yOeautenbHocTH pexkoMenaanuii — C (ypoBeHb [10CTOBEPHOCTH
JA0KA3aTeJIbCTB — 5).

Kommenrapum: mepanus, komopyro npogoosm nocie docmudicenus [P — konconrudayus,
8 DA3HLIX NPOMOKONAX JledeHUs CYWeCmBeHHO OMAUYAemcsi no Cc8oell UHMEHCUBHOCTU.
Bonvuwuncmeo esponetickux ucciedo8amenbCKux epynn RPUMeHsIIOn 8blCOKOOO3HbLE NPOMOKOJIbL
C BKIIOUeHUeM HeCKOMbKUX Kypcoe yumapabuna** u memompexcama™* 6 evicoxkux 0o03ax,
001a0a0WUX 3HAYUMBLM MUETIOCYNPECCUBHBIM I DEKMOM U CONPOBOANCOAIOUUXCS ONUMETbHBIMU
nepuooamu  MueiomoKCULecKko20 aepanyioyumosa u nepuooamu 6e3 aeuvenus. I[llupoko
ucnonvzyemvlti amepuxarckuti npomokon Hyper-CVAD smanom xoncorudayuu uaswvieaem 4
NOCe0068AMENbHBIX  UepedYIOWUXCsl KYpCd, AHALOSUYHBIX UHOYKYUU, 08d U3 KOMOPBHIX —
gvlcoko0o3nble [5T]. Ipunyunuanibro omauarowumcs ROOX000M S8IAEMCs SMAN KOHCOIUOAYUU
6 poccuiickom npomoxone «OJIL/I-2009», xomopwiii npedcmasisiem coboll HenpepvieHOe
yumocmamuyeckoe HU3K0003Hoe 6o30elicmeue. Mumepsan meaxncoy 3asepuienuem |l gazwi
UHOVKYUU U HAYAIOM IMANA KOHCOIUOayuu npedcmasisiem coooil 7 OHell, 6ce 0CMAaIbHble IMAanvl
koncoauoayuu (1-3-ii smanwt) npogooam 6e3 nepepvisos. Konconuoayus 4 ¢ npomoxone OJIJI-
2009 (cm. npunosicenue A3.1) npedcmaenena 0OHOKpamHuiM 86edeHueM mMemompekcama** 6
gvicokoll doze (1,5 2/m?) na ¢pone 3 Oneii Oexcamemazona** u o0OHOKpamuviM 66edeHuem
acnapazunazel**; koncorudayus 5 — 00HOOHeSHbIM 66edeHuenM yumapabuna** ¢ dose 2 2/m?> 2
pasa 6 0eHv Ha ¢hone 3 OHell dexcamemaszoHa™*™* u 0OHoOKpamHvIM 88edeHUueM acnapazunasel**
[67].

Xomenocv Obl ommemumy, 4mMo 8 pOCCUNUCKUX 2eMAMON0SULECKUX YEHMPAX DaKmMuyecKu
omcymcmeyem — 803MOICHOCMb — MOHUMOPUHeA — KOHYeHmpayuu memompekcama™*, — umo
HEeYKOCHUMENbHO mpebyemcs npu 6bINOJHEHUU B8blCOKOOO3HOU mepanuu. Bcredcmeue s3moeo
oacice 0OHOKPAMHOE UCNONb3BAHUE MemompeKcama™>* 6 6blcoKoU 003e CONPOBONCOAEeMCs
JIeMANbHOCMbIO, CEA3AHHOU ¢ MOKCUYHOCMbIO npenapamd. B cesasu ¢ smum xomenocwy Ovl
obpamums GHUMAHUE 2eMAamosi0208, KOMopble GblOUpalom umvle 3apyoedcHvle Npocpammbl

Jle4eHus, Ha mo, 4mo 6 smux npomokKoiax Memompekcam** 6 BbICOKUX 003aX NPUMEHAIOmM
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HEOOHOKPAmHO U UCHONb308aAHUe Memompekcama™* 6 npeonucanmvlx 003ax 0e3 Hanudus
A0eK8AMHO20 MOHUMOPUHSA C BbICOKOU BEPOSMHOCIbIO MOXMCEM 3AKOHUUMbCSA NemalbHbIM
UCX000M.

e PexoMenayercs nalyieHTaM UCIOJIb30BaHUE METOTpEKcaTa** B BHICOKUX J103aX COTJIaCHO
MIPOTOKOJIaM JIEYEHHS] TOJIbKO B T€MAaTOJIOTMYECKUX ILIEHTpaX, TJ€ €CTh BO3MOXKHOCTh
OCYIIECTBIISITh M3MEPEHHE KOHLEHTPALUU TMpernapara B CHIBOPOTKE KPOBH, IS
MIPEIOTBPALICHUS TSDKEIBIX HEKENIATeNbHBIX SBJICHHMA, O00YCIOBIICHHBIX HEaIEKBATHOMN
IMMUHaNMER Mertorpekcara. [Ipu OTCYTCTBHUM 3TOH BO3MOXKHOCTH IIE€JIECOO0pPa3HO
BBIOMpATh MPOTOKOJIBI O€3 BHICOKOI03HBIX KypcoB [1,2,4,5].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5).

e Pekomenayercsi BceM NanyeHTaM HEYKOCHHUTEIBHO COOJIIOJATh BPEMEHHOH PETJIaMEHT
npoTokosos [1,2,4,5].

YpoBenb yOeaurteqbHOCTH pexkoMeHaauuii — C (YpoBeHb [0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5).

o Pexomenayercsi BceM TalMeHTaM Ha BCeX JTanax KOHCONUAAIMHU BBIIOJHATD
npo(UIAKTUKY MTHEBMOIIMCTHON MHEBMOHUHU #KO-TPUMOKCA30JIOM [Cylb(amMeToKkcazon +
tpumeronpumM]** (480 mr 1 pa3 B 1eHb exenHeBHo) [1,2].

YpoBenb yOeaurteqbHOCTH pexkoMenaauuii — C  (YypoBeHb [0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5).

IIpoduiakTika 1 JiedyeHUue HelpoJieHKeMHuHu

Hauano npoghunaxmuxu nopasxcenus L[HC, xax xniouesoco komnonenma mepanuu OJ1J1,
npo6ooumcst 00HospemenHo ¢ navanom cucmemnou UT [1,2,4,5].

e PexoMeHnayercsi BceM TNalMeHTaM B KayecTBE MNPOPMIAKTHKU HeWpoJelkeMun
OCYIICCTBIISATh CIUHHOMO3TOBBIC TIYHKIIMH C WHTPATEKAIBHBIM BBEJACHHEM TpEX
npenaparoB: MetoTpekcara®** (15 mr), nurapabuna** (30 mr), npegauzonona** (40 mr)
WM JIeKcaMeTa3oHa** (4 Mr) coriiacHO cxeMe BRIOpaHHOTO MPOTOKOJIA (CM. TPUIIOKEHUE
A3.1)[1,2].

YpoBenb yoOenurteqbHOCTH pekoMenaanmuid — C (YypoBeHb JI0CTOBEPHOCTH
JI0KA3aTeJIbCTB — D).

KomMmeHTapum: unmpamexanibHoe 68edeHue XUMUONPENapamos peKoMeHOYemcs
BbINOJHAMb GCeM NAYUEHMAM 6 MOMEHm Nepeoll, MAaK HA3bleaemol OUazHOCMU4ecKol
CHNUHHOMO0320801l NYHKYUU C Jle4eOHO-NpOoPUIAKMULECKOU Yelblo.

e He pexomeHayeTcss Npd BBICOKOM HHHIMAIBHOM Jelikorurose (Oojiee 50 ThIC.),

BBITIOJTHCHUE CITMHHOMO3TOBOM MYHKIIMU B 1-i JICHh TEpamuu, €€ BBIMOJHEHUE JOJKHO
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OBITh OTJIO)KEHO JI0 MOMCHTA CHIIKEHHS 4YHCIa OJIACTHBIX KJIETOK B IepH(epuvecKoit
KPOBH JIJ1sl N30€)KaHUSI KOHTAMHHAIMY OJIACTHBIMU KJIETKAMH CIIMHHOMO3TOBOM KHIKOCTH
IpY TpaBMaTH4YHOH myHKiwH [1,2].

YpoBenb yoOenuTeabHOCTH pekoMenaanmuid — C (YypoBeHb J0CTOBEPHOCTH

JA0KA3aTeJbCTB — 5).

Pexomenayercst BoITIONTHEHUE TIpoduIakTHIeckoi aydeBoit Tepanuu (JIT) (B mo3e 24-30
I'p) ToibKO y MAIMEHTOB, MOJTYYAIONINX JICYCHHE B PaMKaX 3apyOeKHBIX MPOTOKOJIOB,
Brurovatoux JIT B mporpammy (cMm. mpuiioxkenue A3.1), 1100 y maneHToB, y KOTOPBIX
BCJIE/ICTBHE aHATOMUYECKUX OCOOCHHOCTEH HE MOTYT OBITh BHIINOJHEHBI CIIMHHOMO3TOBBIE
nyukiu [1,2,4,5].

YpoBeHb yOeauTeJbHOCTH pexkoMeHaanuii — C  (YpoBeHb JIOCTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5).

KommenTapuu: ¢ pavxax Poccutickoeo npomokona evinonnenue npogunakmuyeckou JIT

He pexomenoyemcs [67].

PexoMenayercsi BceM MNAalMCHTaM MHKPOCKOIMYECKOE HCCIICIOBAHHE CIIMHHOMO3TOBON
KHUJKOCTH, TIOACYET KIETOK B CYETHOW Kamepe (OmpeaeieHHe LUTO03a) W/IIH
[IUTOJIOTHYECKOE  MCCIICJIOBAHME  KJIETOK  CIOMHHOMO3TOBOM  JKMJAKOCTH  JUISt
UCKJIIOYCHUS/TIOATBEp XK IcHUsT Heripoueiikemun [40].

YpoBenb yOenurTeabHOCTH pexkoMengamuii — C  (YypoBeHb [0CTOBEPHOCTH

J10KA3aTeJILCTB — D).

KommenTapuu: ouacnos metponetikemuu yCcmanasiuearom npu OOHAPYICEHUU 8

CNUHHOMO320801U HCUOKOCU OJIACMHBIX KIEeMOoK (6‘ nr0bom KOﬂLl‘lecm€€) Uuiu makK Ha3vleaemozco

yumosa 6onee 15/3 (unu 5 knemok 6 muxponumpe).

PexoMeHnyercsi BceM MAIl[EHTaM NPH KOHCTATAI[MK HEHPOJICHKEMHH B MOMEHT TE€PBOi
JAMATHOCTUYECKOH COMHHOMO3TOBOM MYHKIMU MEPEBECTH MAlMCHTAa HA JeKcaMeTa3oH™*
(O3Bl COTTIACHO TPOTOKOJNY Tepanmuu — cM. npunoxkeHue A3.1), kak mpemapar,
MPOHUKAIOIINI Yepe3 remMaTodHIeharnaeckuii 6apbep [81].

YpoBenb yOeanurTeiabHOCTH pexoMenaanuid — C (ypoBeHb JI0CTOBEPHOCTH

0KA3aTeJbCTB — 5).

HonnepxxkuBaromasi Tepanus

TIloooepoicusarowass mepanusi  AGNAEMC  HEOMbEMAEMOU U HEOOXOOUMOU HACMbIO

cmanoapmuoti mepanuu OJIJ1 y e3pocavix, 3a ucknrouenuem OJIJI uz 3penvix B-numgpoyumos. Ee

NPOOOIANCUMENLHOCb COCABAEem 8 CpeOHeM 2 2004.

[Manuentram ¢ Ph-OJIJI (kpome Tepammu 3penoro Bapuanta B-OJIJI) pexomenmyercs

MPOBEACHUE TMOJJACPKUBAIOLIEH Tepanuu, COCTOSIIEH W3 €XEIHEBHOrO0 MpueMa
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MEpKaNnTomypuHa**, MeToTpekcara** (J03upoBKa COTJIACHO MPUMEHIEMOMY Y JTaHHOTO
NalyeHTa MPOTOKOY JiedeHus, cM. mpmioxenue A3.1) — 1 pa3 B Hemento, MmyJbCOB
TIIFIOKOKOPTUKOCTEPOUIHBIX TOPMOHOB U BUHKpHCTUHA** — 1 pa3 B mecs [1,2,4,5].

YpoBenb yoOenuTeabHOCTH pekoMenaanmuid — C (YypoBeHb J0CTOBEPHOCTH

JA0KA3aTeJbCTB — 5).

KOMMeHTapI/II/I: amom aman JIe4€eHUA moacem OCJIOJICHAMbCA  paseumuem

MUENOMOKCUYEeCKO20 acparyioyumosa, nosmomy HEe0OX00UMO 4emKO 6bINOIHAMb pekomem)ab;uu

no Koppexkuyuu 003 yumocmamuvyecKkux npenapamoe

[TarieHTaM peKOMEeHIYeTCsl IIPOBEACHHE MOJCPKUBAIOIICH Tepanmud C y4eToM
yKa3aHHBIX B IPUMEHIEMOM y JAHHOT'O MAlMeHTa TPOTOKOJIE JICYCHUs] PEKOMEHTAIIUil 110
PEIYKIUH 103 C IIeTbI0 MUHUMH3AIIUY YKCIa HHPEKIIMOHHBIX OCJIOXHEHHIA, CBSI3aHHBIX C
pa3BUTHEM IIUTONIEHHYECKOTO cuHapoma (cM. mpuioxenue A3.1) [1,2,4,5].

YpoBenb yOeautenbHocTH pexkoMenaanuii — C (ypoBeHb [10CTOBEPHOCTH

JA0KA3aTeJIbCTB — 5).

He pexomenayercsi mpoBeneHHe TNoOAAepKuBatomeil Ttepanmuu mocie amio-TI'CK
(uckmouyenue cocrtasisier Ph/BCR-ABL-no3utuHeiii OJIJI, mpu KOoTOpoM MOKa3aHO
npumenenrne UTK mocne ammo-TI'CK B teyenue 2 nert) [1,2,4,5]

YpoBeHb y0eauTeJbHOCTH pexkoMeHaanuii — C  (YypoBeHb JOCTOBEPHOCTH

JI0KA3aTeJILCTB — D).

Pexomenayercst mpoBeICHUE MOIICPKUBAOIIECH Tepanuu manueHTam mocie ayto-TI'CK
C YYEeTOM pEeAyKIMU 03 TMpernaparoB, pPe3yJIbTaTOB PETYJISIPHOTO HCCICIOBAHHS
KIIMHHYECKOTO ¥ OMOXMMHUYECKOTO aHAIM30B KPOBHU, U NIPU OTCYTCTBHH MH(EKIIMOHHBIX
ocioxuenni [1,2,4,5]

YpoBenb yOeanurTeiabHOCTH pexoMenaanuid — C (ypoBeHb JI0CTOBEPHOCTH

0KA3aTeJbCTB — 5).

Bcem mamumeHTam pexoMeHAyeTcsl MpUeM #KO-TpUMOKcaszona [cyibdameTokca3on -+
tpumeronpum|** (480 mr 1 pa3 B IeHb €XeIHEBHO) BO BpeMs Bcel MOMAIEPKUBAIOIIEH
TEpaNuK C EeNIbI0 TPOPHUIAKTHKU ITHEBMOIIUCTHON MTHeBMOHMH [1,2].

YpoBenb yOeaurenbHocTH  pekoMeHgamuii  C  (YypoBeHb  [I0CTOBEPHOCTH

JI0KA3aTeJIbCTB — D).

Jleuenue 1um¢001acTHOM TUM(POMBI

Pexomenayercss BO Bcex Clydasx OJKCTpPaMeLyJUIIPHOTO MOpaXeHWs (Jaxe Impu

orcyTcTBUHM TopakeHuss KM) poBOIUTh Teparnuio MalueHTaM 10 MPOTOKOIY JICUCHHS
OJUI (cm. mpunoxenue A3.1) [14].

YpoBenb yoOenuteabHOCTH pekoMenaanmuid — C (YypoBeHb J0CTOBEPHOCTH
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A0KA3aTeJbCTB — 5).

e PexoMeHnayeTcsi BCEM NALMEHTaM BBIIIOJHUTH AUCTAaHLIMOHHYIO JYUYEBYIO TE€pAIUIO IpU
MOpaXKEHUH cpefocTeHus B 103e 36 ['p B koHie koHconuaanuu wiu nocie ayto-TI'CK,
€CJIM pa3Mepbl CPENOCTEHMSI TIOCIIE BBIOJIHEHHS BCEX ATAllOB KOHCOJMJIALMU OCTAIOTCS
yBenuuyenusiMu (3 cM u 6oree) [1,2,4,5].

YpoBenb yOeauTeJbHOCTH pekoMeHaamuii — C  (ypoBeHb /10CTOBEPHOCTH
J0KA3aTeJbCTB — 5).

Kommenrapum: npu OJIJI nopadsicenue numgbamuyeckux y3n08, nedeHu, cene3eHKU,
CPeO0OCmenHbIX TUMDPOY3108 U MUMYCA He OMHOCAM K DKCMPAMEOVIIAPHbIM, NOCKOIbKY
sblulenepeyUcieHHble OP2anbl AIAIMCA YACMbI0 TUMDAMULECKOU CUCmeMbl OP2AHUMA U Npu
OJI/l ux eosneuenue 6 npoyecc A6IAemMCs OObIUHLIM NposgieHuem 3abonesanus. K
IKCMPAMEOYNLIAPHLIM OMHOCAM  HeUpoNetKeMuio (cm. evluie), nopaxcenue KoicU (KOJCHble
JlelikeMUowl), MASKUX mKaHell, Kocmeltl, Audex, AUYHUKOS8 U Op.

3.5. Ph— OJLJ1 y nokuiibIX NanueHToB

e PexoMenayercsi JeueHHWE Yy TAIMEHTOB cTapiie 55 5eT HauuHaTh C mpendassl
KOPTUKOCTEPOUAaMU (J03UPOBKA COTIACHO MPOTOKOITY, PEICTABICHHOMY B IPUIOKEHUU
A3.1) [1,2,4,5].

YpoBenb yOenureabHocTH pexkomeHganuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJILCTB — D).

e Pekomenayercsi manueHtam crapme 55 ser ¢ Ph-meratuBueiMu  OJJI ¢
YIIOBJIETBOPUTEIBHBIM ~COMAaTUYECKUM CTaTycoM 0€3 TSKEJIOW COIMyTCTBYOIIEH
narosnioruu npoeaeHue MT nuroctaTHueckMMU mpenapatraMd B CHMXKEHHBIX /103aX C
MOCIEAYIOIMMU KypcaMy KOHCOJUAALMU W TOJAEpKHUBAIOUIEH Tepanuu (IPUIIOKEHNE
A3.1, mpotokon OJIJI-2009 mns manumentos crapiie 55 jner) [1,2,4,5].

YpoBenb yOeautesbHocTH pexkoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH
0KA3aTeJbCTB — 5).

e He pexomenayercss nanumentam OJIJI B Bo3pacte crapme 65 ner paccmaTpuBaTh
BO3MOXKHOCTH BbINoJHEeHUs aJ10-TI'CK B CBsI3M ¢ BRICOKMM PUCKOM JieTajabHOCTH [82].
YpoBenb yOeaurteiabHOCTH pexoMenaanuid — C (ypoBeHb J0CTOBEPHOCTH

JI0KA3aTeJIbCTB — D).

e PexoMenayercst manueHTam crapiie 65 JieT IpoBOAUTH JeueHue no nporpammam XT ¢
KOPPEKIMEH 03 IIUTOCTATHIECKHX mpemaparoB (cMm. npunokenue A3.1) [1,2,4,5,82].
YpoBenb yOeautenbHocTH pexkoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH

A0KA3aTeJbCTB — 5).

e Pexomenayercs mamueHtam ¢ Ph-weratuBubiMu OJIJI B HEyIOBICTBOPHTEIHHOM
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COMAaTUUYECKOM CTAaTyCE€ W/WUJIM C TSAKEJION COMyTCTBYIOIIEH MATONOTHE BBIOJHEHUE
NATMATUBHOW TEpamuu — KyIHPOBAaHHWE CHMIITOMOB 3a00JI€BaHUS, IPOBEICHHE
3aMECTUTEIIBHOM Tepanuu TPaHCPy3MOHHBIMU cperamu [82].

YpoBenb yOeauTeJbHOCTH pekoMeHaanmuii — C  (ypoBeHb /10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5).

3.6. JIeuenue manuenton ¢ Ph+ OJIJI

uT
e [lanmentam B Bo3pacte <55 ner, nubo kKanaugatam Juist BeinosiHeHus amno-TI'CK

pPEKOMEHTyeTC sl TPOBEeHUE Tepanuu uMatuHuOoM™* (600 Mr/cyTt) B komOunanuu ¢ XT

Ha OCHOBE 4—5 mpenapaTtoB (cXemy Tepanuu cM. B pritokernn A3.1) [53].

YpoBenb yOeautenbHocTH pexkoMenaanuii — C  (ypoBeHb [10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5).

KommenTapuu: obuapyscenue y ~30 % nayuenmos ¢ OJIJI mpancroxayuu 1(9;22) u,
coomeemcmeenHo, xumeprozo mpauckpunma BCR-ABL nozeonsem ucnoiv3osams 8 JiedeHuu
smou ¢opmor OJIJI umamunu6** — HUTK [-e0 nokonewus, nooasusiowuli aKmMueHoOCmb
muposzunxurazoel BCR-ABL, noszeonsiiowuti docmuus 6 MoOHOpedcume 2emMamoniocudeckuli omeem
v 70 % nayuenmos, ¢ uacmomoui oocmudxcenus I1P nuwo ¢ 19-20 % cnyuaes. B ceasu ¢ smum 6
Hacmosujee 8pems pazpadbamvléaromcs paziuyHvle KOMOUHUPOBAHHbBIE CXeMbl C UCHOIb308AHUEM
yumocmamuyeckux npenapamos, nosgoasiowux oocmuyuwv I[Py 90-95 % nayuenmos, a maxoice
yayuwums kauecmea omeema neped TI'CK.

e PexoMenayercsi TalMeHTaM cTapiie 55 IneT, He SBISIOIMIUMCA KaHAWJaTaMu Ha
BeimonHenne TI'CK, Tepanmus umatuHHOOM** ¢ BO3MOXHBIM [0OaBIECHHEM K HEMY
riroKkokoptukoctepouioB u/mimn XT [82].

YpoBenn ybenuTeabHOCTH pexkoMeHaamuii — C  (YypoBeHb 10CTOBEPHOCTH
JI0KA3aTeJIbCTB — D).

KommenTapum: mepanesmuueckue nooxoobl K JledeHuto nayueHmos cmapuie 55 nem
HanpasieHsvl 8 60IbULel CTMeneny Ha CHUNCeHUe UHMEHCUBHOCIU Mepanuu 3a cuem npuUMeHeHUs
6 Kauecmege 0azo6ou mepanuu umamunuba** (6 ¢uxcuposannou odoze 800 me/cymku) 6
KOMOUHAYUU C NEPOPATbHLIM NPeOHU30N0HOM** (6 doze 40 me/m? & cymku), a maxdce ¢
HuzkounmencusHvimu pexcumamu XT (sunkpucmunom™* u oexcamemaszsonom™*).

e PekomMeHnayercsl BHIIOTHATH NPO(UIAKTUKY HEHPOJIECHKEMHUH BCEM NAIlMEHTaM COTJIIACHO
BhIOpaHHOMY MpOTOKOITY (cM. mpuinoxkenue A3.1) [40].

YpoBenb yoOenuTeabHOCTH pexkoMenaauuid — C (YypoBeHb J0CTOBEPHOCTH

A0KA3aTeJbCTB — 5).
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KommenTapuu: umamunuo ** HeOd0CmMamoyHo NpOHUKaem yepes
eemamosHyepanuieckuti  6apvep, U €20 KOHYEHMpayus 6 CHUHHOMO32080U IHCUOKOCTU
oocmueaem auwb 1-2 % om makoeoii 6 cviopomke kposu. Ilosmomy ecem nayuenmam ¢ Ph+
OJIJI Heobx00umo nposedenue akmuHoU HeUponpopYUIaAKMuKU.

IHocTHHAYKIIMOHHAA Tepanus

e Pexomennayercs: BoimonHeHue amwio-TT'CK ot cubnmHra wim HEPOACTBEHHOTO JOHOpA
MalKUeHTaM, KOTOpPbIE€ MUMEIOT MOKA3aHHUS M OTHOCSTCS K TPYIIE BBICOKOIO pucKa (CMm.
paznen 3.2 «IIpornoctrueckue GpakTopsl 3PPEeKTUBHOCTH JieueHus») [48,56].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (ypoBeHb [10CTOBEPHOCTH
JA0KA3aTeJbCTB — 4).

e Pexomenayercs BoimnonaHenue ayto-TT'CK npu orcyrerBun HLA-unenTHyHOrO 10HOpA Y
MOB-HeraTuBHBIX MAIIMEHTOB € MOCIEAYOMICH oaaepxkuBaroieii repanueit UTK [83].
YpoBenb yOeauTeJbHOCTH pekoMeHaauuii — B (ypoBeHb [JocToBepHOCTH

JI0KA3aTeJIbCTB — 3).
IMopnepxxkuBaromas Tepanus

e Pexomenayercsi BceM nanuentam ¢ Ph+ OJUI ucnons3zoBanue kombunauu MTK ¢
nepopansHoit XT [53].

YpoBenb yOenurTeabHOCTH pekomengamuii — C  (YypoBeHb [0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5).

Tepanusi Ph-mo3utusnoro OJIJI y noskuiibIX NanMeHTOB

e Pekomenayercsi BceMm nanueHTam ¢ Ph-mosurtuBaeiM OJUJT crapmie 55 ner mpoBeneHue
UT wumatuaubom™** +/— crepougamu +/— BUHKPUCTHHOM™* ¢ mocnemyromniei
KOHCOJMJAIIMOHHON Tepamnuei W Mojiep KUBaroIIel Tepamnuei (CXxemy MpOTOKOoNa CM. B
npunoxenun A3.1) [53,82].

YpoBenb yOeaurteiabHOCTH pexoMenaanuid — C (ypoBeHb J0CTOBEPHOCTH
JI0KA3aTeJIbCTB — D).

e Pexkomennyercs nanuentam ctapiie 55 ner ¢ Ph-nosutuBabiM OJIJI BBIMONHATE aiio-
TI'CK ¢ HeMuenoa0asITUBHBIMUA PEKMUMAMHU KOHJAWIIMOHUPOBAHUS TTOCIIE OIIEHKH PUCKOB
TPaHCIUIAHTAIIMOHHOM JICTATBHOCTH U KOMOpOUTHOCTH [82].

YpoBenb yOeautesbHocTH pexkoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH
A0KA3aTeJbCTB — 5).

KoMmmeHnTapuu: pezynomamol neyenus y NOJNCUNLIX NAYUEHMOE8 3HAYUMENbHO X)ice,
Hexcenu y Oemell U 0Oonee MONOObIX B63POCAbIX. MO  00BACHAEMCA 0SPAHUYEHHBIMU
B03MONCHOCMAMU NPOBEOCHUSI UHMEHCUBHOU MEPanuu 3a cuem COMAmuiecko20 Cmamyca

nayuenmose u - conymcmeyrouux 3a001e6aHUll 6  NONCUTIOM eo3pacme, a makokce
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HeONACONPUAMHbLIMU  (PAKMOPAMU  NPOSHO3A, NPUCYWUMU NAYUESHMAM OAHHOU B03PACMHOLL
epynnol. Tayuenmor ¢ OJIJI noscunoco eospacma 8 Hacmosujee 8pemsi ONpPeoensitomcs KaK
omoenvHas 2epynna nayueHmos, mpeodyiouas UCHONb308AHUSL CNEYUPUUHBIX 01 OAHHO20
so3pacma npomoxonos. B 6Gonvuuncmee ucciredosanuti ons OJIJI 6 cmapuiyto 603pacmuyio
2pynny GKIUAIOM NAYUeHmos8 6 sospacme 35 iem u cmapuwie. Ilpu s3mom y nayuenmos cmapuie
55 nem 30-50 % cocmasnsiiom Ph+ OJIJI.
CtpaTteruu JjieyeHus B ePHOJI MOCJI€e TPAHCILIAHTAIIHH
e PekoMeHnayercsi HCIIOJIB30BAaHHE UMATHHNOA™* B KadecTBE TOJICPKUBAIONICH TEparuu
nocne aio-TI'CK (mpunoxenne A3.1); kpoMe TOro, JaHHas Tepanus PeKOMEHY€eTCs IPU
oOHapyxeHun TpaHckpunToB pl90 wmm p210 mpu yclnoBUH OTCYTCTBUSL MYyTalluii,

ACCOLIMUPOBAHHBIX C PE3UCTCHTHOCTHIO K UMaTHHUOY*™* [84].

YpoBenb yOeaurteqbHOCTH pexkoMenaauuii — C (YpoBeHb [0OCTOBEPHOCTH
JA0KA3aTeJbCTB — 4).

o Pexomennyercsa nepexon Ha MTK 2-ro mokojieHHs NMpH pa3BUTHH PE3UCTEHTHOCTH K

UMaTUHHOY** (Ha3atuHuO**, #umnotun6**) (nmpunoxenne A3.1) [84].

YpoBenb yOenurTeabHOCTH pexkoMengamuii — C  (YypoBeHb [0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 4).

KommenTapum: 6v160p npenapama 0o1scer 6bimb OCHOBAH HA AHAIU3E MYMAYUOHHO2O
cmamyca.

Penuaus
e Pexkomennyerca y mamuentoB ¢ OJIJI ¢ peumamBoM 3a00€BaHUSI HCIOJIH30BAHUE

na3aTUHUOa™* W H#HUIOTMHMOA®™™ NpU OTCYTCTBUM MyTalMi, acCOLMUPOBAHHBIX C

PE3UCTEHTHOCTRIO K HUM (cM. puiokerue A3.1) [53].

YpoBenb yoOenurteabHOCTH pexoMenmaanmuid — C (ypoBeHb J0CTOBEPHOCTH
0KA3aTeJbCTB — 5).

KommenTapuu: 6iacmusie knemxu npu Ph+ OJIJI xapakmepu3zyiomcs npuobpemerHHbiMU
2EHEMUYECKUMU AHOMAIUAMU, YMO 3HAYUMO 61Usem HA e20 NPOSHO3 U CHOCOOCmByem
npocpeccuposanuro 3a001e6anus. Y 63pocCiviX HaIUdue YumoeeHemuiyeckux aHoMaiuil, noMumo
Ph-xpomocomvl, ommeuaemes npubrusumenvrio 6 mpemu cayuaes. Ipubnuzumensuo y 50-80 %
nayuenmos, oocmuewiux I11P na ghone mepanuu umamunubom™*, 6 meuenue 1 200a pazeusaemcs
Ppeyuous, 4mo Yacmo acCoOyuupyemcs ¢ Haauduem moyeyHou Mymayuu Kunaznoeo oomena BCR-
ABL, umo oenaem ¢pepmenm BCR-ABL neuyscmseumenvrvim k npenapamy. Ipubauzumenvro 80
% nayuenmos ¢ Ph+ OJIJI, y komopwix ommeuaemcs peyuous Ha ¢hone mepanuu umamunuoom™*,
umerom mymayuu bcr-abl, cpeou xomopwvix domunupyiom T3151. Umeromces Oannvle, umo smu

mymayuu - mMo2cym - 603HUKAMDb CﬂyqaﬁHO 6 pesyiomame 6blpCIJfC€HH012 eenemuyecKkou
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HecmabunbHoCmu, Ymo Odem KIemKamM NpeumMywecmso 6 pocme 8 YCI08USX CeleKMUBHO20
goz0eticmeusi UTK.

Hazamunu6™** sersemcs mynomumapeemuvim uneuoumopom kunaz BCR-ABL, SFK,
Kunaszvl peyenmopa d>¢puna, PDGFR u Kit. Jazamunub6** sensemcs 0Oonee axmusHuIM
npenapamom no CpAaGHeHur0 ¢ umMamuHubom™** u sppexmusen npu pezucmeHmHvix K
umamunudy ** xongopmayusix kunaznoeo domena. On cnocoden uneubuposams nponughepayuro
U AKMUBHOCMb KUHA3bI OUK020 muna, a maxxce 14 uz 15 mymanmuoix eapuanmos BCR-ABL, 3a
ucknrouenuem mymayuu T3151. B KU Il ¢hazvl Oviia noomeepowcoena 3p@exmusHocmo
oasamunuba** npu pezucmenmuocmu Kk umamunuby** y nayuenmos ¢ Ph+ OJIJI, a maxorce y
nayuenmos, He nepeHocuswux umamunud**. Jlazamunub** xopowio nepenocumcs, 00HAKO
yacmo  ocnodxcusemcs — cemamonocuyeckor  mokcuynocmoto  -IV  cm., ocobenno 6
pacnpocmpanenHvix pazax 3abonesanus. Hecemamonocuueckumu nobounvivu 3ppexmamu
OaHHO20 Npenapama AGIAOMCS ouapest, MowHoOmd, 20J108Has 60b, nepugepuyeckue omeKu u
niespanvhwviil gotnom. OOHAKO NPoOIEMOU MAKI’Ce SN sl PE3UCTIEHMHOCb K 0a3amuHudy **,
Haubonee wacmou npuyunol Komopou sensiemcs mymayus T3151.

B nacmoawee epemsa #uunomunuo** u #603ymunud** mozym paccmampueamvcs 6
Kauecmee anbmepHamussbl umamuHudy** u dazsamunuby**. B mo oice epems 00 cux nop ouu
gopmanvuo ona nevenuss OJI ne 3apecucmpuposanvt. Hasnauenue moeo unu unozo UTK oonocro
ObIMb OCYUecmsneno nocie onpeoesenus MymayuoHH020 CImamycd.

3.7. OcoOble COCTOSTHUSA MPH JIEYEHUH 0CTPOro JumdoJieiikosa
I'mnepieHKOUHUTO3BI

e Pekomenayercsi BceM TalMEHTaM NPOBEICHUE CEaHCOB JielkomurTadepesa Ipu

GecCHMITOMHOM TEUeHHH THIepIeiKoluTo3a Tpu yucie feiikonutos >300 x 10%m, a

Takke MpPU HAIWYUM KIMHHYECKONH KapTHHBI JIEMKOCTA30B MPU YHCIE JEHKOIIMTOB

>150 x 10%x [85].

YpoBenb yOeautenbHocTH pexoMeHaanuii — C (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — D).

KommenTapuu: uucio neiikoyumos & ecemozpamme >100 x 10%n ¢ oebrome OJIJT
nabmooaemcss 6 10-30 % cayuaee OJIJI u sensemcs, xkak u npu opyeux eapuanmax OJI,
gaxkmopom nebnaconpuamuozo npoznosa. Yawe eunepnetikoyumosz npu OJIJI pazeusaemcs 6
MONI000M 8o3pacme, y mMydcuut, npu T-knemounom eapuarnme (8 38 % ciayuaes 4ucno 1etkoyumos
>100 x 10%7), mpu manuuuu nopadicenus cpedocmenus, MACCUSHOL 2eNnamOCnICHOMEe2ANUlL,
netiponetikemuu, a marxdxce npu Ph+ OJIJI u MLL-revxemuu. Knunuueckue nposenenust
eunepnetixkoyumosa npu OJIJI obycrosnenvl npossienuamu netukocmasos. QOHaAKo msdiHcecms ux

SHAUUMENbHO MeHbUle, YeM Nnpu OCMpPOM MuelouoHom aeikose (Oaree — OMII), u,
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COOMBEMCMBEHHO, HUdMCe paHHAa JemanvHocms (2—6 %). Pejce ecmpeuaemcs KiuHuxa
JIeUKOCMA308, NPOAGIAIOWAACS NPpUHaAKamu mxaumesou eunoxcuu, /[BC-cunopomom, opeanHou
oucghyHxyuetl, cemoppasuiecKumu OCI0ACHeHUAMU, 8 mom yucie co cmopouwvt [ITHC (2-3 %), a
maxoice NOpaxfcenuem je20YHOU MKAHU C pA3sumuem OCmpo20 pPecnupamopHo20 Oucmpecc-
cunopoma (daree — OPI[C) (6 %) u noueunou nedocmamounocmuio. Tepanusi 0aHH020 COCMOSHUS
npu OJIJI npeumywecmeenno nanpaeieHa Ha NPeoOOmMEpaujeHue CUHOPOMA JTUSUCA ONYXOIU U
JBC-cunopoma na ¢one navana XT. [na smoeo npumensiomcs netukoyumagepesvl, 0OHAKO
aghghexmusrnocms ux npu OJIJI 3nauumo nusce, wem npu OMJI.

e PexoMmenayercsi BceM nanueHtam ¢ MmomeHTa auarHoctuku OJIJI mpoBenenue Tepanuu
alONMypuHONOM**,  aneKkBaTHas TWApATallMOHHAS Tepanus (10 3 J/M?), TpH
HEeoOXomuMOCTH — (OPCUPOBAHHBI JUype3 C TOMOMIbI0 HWHQY3UH U TICTIEBBIX
JMYPETUKOB C IEJIbI0 TPOGUIAKTHKY CHHpOMa Ji3uca omyxonu [1,2].

YpoBenb yOeautenbHocTH pexkoMenaanmuii — C (ypoBeHb /10CTOBEPHOCTH
JA0KA3aTeJIbCTB — 5).

e Bcem namnmentam npu OBICTPOM CHIDKEHHM YHMCHA JIEHKOUUMTOB Ha (oHe mperadassl
MPEIHU30JIOHOM™* peKoMeHIyeTcsl TpoBeAeHUE MazMadepe3a ¢ 1LeTbl0 yAaleHUs
TOKCHYHBIX MPOAYKTOB pacrajia OMyXoJeBbIX KIeToK [85].

YpoBenb yOenuTeabHOCTH pexkoMeHaamuii — C  (YypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJILCTB — D).

e Pexomenayercst BceM ManueHTaM MpopuIakTHKa CHHAPOMa Ju3Kca omyxouu [85].

YpoBenb yOenurTeabHOCTH pexkoMengamuii — C  (YypoBeHb [0CTOBEPHOCTH
J10KA3aTeJILCTB — D).

OJLJI npu 6epeMeHHOCTH

Yacmoma 310KayecmeeHHblX HOB8000PA308aAHUU, ACCOUUUPOBAHHBIX C OepeMenHOCmbIo,
omuocumenvHo Huszkas u cocmasisiem 0,02-0,1 % ecex bepemennocmetl. Jleuko3zvl 8 nepuoo
bepemennocmu  ecmpeyaromcs  peoko (npubdauzumenvro 1 cayuau na 75 000-100 000
bepemennocmeit). bonvwuncmeo uz Hux npeocmasiaiom cooou OJI, mpemv KoOmMopwix
npuxooumcs na OJIJI. Omnocumenvuas peOKkocms dSMux NAmoa0SULecKUx COCMOAHULL A81emcs
OCHOBHBIM TUMUMUPYIOWUM PAKMOPOM, 3aMPYOHAIOWUM NPOGEOeHUe KDYNHBIX NPOCHEKMUBHBIX
UCCe008aHUl, OYEHKY NPUHYUNOS JIeYeHUs U UCX0008,; 8 pe3ybmame OnUCaHbl Tulib Heboabuiue
pempocnekmuseHvle UCC1e008aHus U omoenbHule cayuau. Taxoce OepemeHHOCMb ABTAEnCsl
Kpumepuem uckuoveHus 8 6onvuuncmee KU, umo maxowce oepanuyueaem 603MONCHOCHb
8bIPAOOMKU OUHBIX NOOX0008 K 8e0EHUI0 dIMUX NAYUEHMOS U OYeHKe Pe3VIbmamos ux leyeHus.
B pamxax mnocoyenmposoco KU (ALL-2009) (ClinicalTrials.gov: NCT01193933) 6bi10 npunsimo

peuteHue o BKI4YerHuU 6 uccneoosanue HCEHUWUH, KOMOPbIM ouaznos OJIJI ovin YCmaHoe6/1eH Ha
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PA3TUYHBIX CPOKAX DepeMeHHOCU.

Bceeo ¢ 1990 no 2016 2. spauamu poccutickou ucciedo8amenbCkoll 2pynnvl No ie4eHu
JeiKo306 Ovliu  ucciedogamvl 28 bepemennvix ocenwun ¢ OJIJI.  Pacnpeoenenue no
ummyHonoeudeckum eapuaumam OJIJI coomeemcmeyem makogomy 6 odOwel nonyiAyuU
nayuenmos ¢ OJL/I: 6 68 % ciyuaes ouacnocmuposan B-OJ1/1 u 6 32 % — T-OJIJI. Bvina ommeuena
bonee 8bICOKAA YACMOmMa 6cmpedaemMocmu axkmopos He2amusHo20 NPOSHO3Ad Y NAYUEHMO8 Hd
Gone bepemennocmu. Tax, MLL-neiikemus (1(4,11)) 6vina svisenena npaxmuuecku 6 10 pas yawe
Ha hone bepmerHoCmuU 6 cpasHeHuu ¢ odbwel nonyaayuel oociedosannvix nayuenmos ¢ OJL/1
(27,3 u 3,2 % coomeemcmeenno). Taxoice no cogoKynHocmu akmopog npocHo3a u omeema Ha
npedghasy npeoHu3onoHOM™** npakmuuecku 6ce nayueHmuol ObLIU OMHECEHbl K SPYNNE 8bICOKO2O
pucka. Ilpu nposedenuu mepanuu no npomoxony OJIJI-2009 y bepemennvix dHcenuyun OmmeueHo,
umo 6 cpasHeHuu ¢ obujell nonyiayuel NayueHmos CmamucmudecKu 3Ha4UMbIX pa3iuiull Kax 6
yacmome UHPEKYUOHHBIX U MOKCULECKUX OCTONCHEHUL, MAaK U 8 OIUMelIbHOCMU UHMEPBANo8 8
JleYeHUulU no NPOMOKOIY 8bl61eHO He OblIO.

Ilposeoenue  nevenus  OJIJI  Ha  ¢one  bepemennHocmu  ocyujecmensemcs
MYTbMUOUCYUNTUHADHOU KOMAHOOU 8pauell, GKI0oUarueli 2emamonozd, aKyuepa-2uHekonoa,
aHecme3uo102a-peanumamoncea, 6 CmayuoHape, uUMeruem B603MONCHOCMU  OKA3AHUs
aKyuiepcKot noMowu pooopaspeuteHust 8 sIkcmpennvlx cumyayusix [86,87].

e He pexomennyercsa npu ycranoBieHun auaraoza OJIJI Bo Bpems OepeMeHHOCTH
OTCpOYKa HayvaJa JieueHus jeliko3a [87].

YpoBenb yOeaurteqbHOCTH pexkoMeHaauuii — C (YypoBeHb [0CTOBEPHOCTH
10KA3aTeJILCTB — 4).

o Pexomennyercs npu auarHoctuke OJIJI B TeyeHue mepBoro TpumecTpa OepeMeHHOCTH
paccMoOTpeTh BOMPOC 00 UCKYCCTBEHHOM NPEPBIBAHUM OEPEMEHHOCTH MO0 METUITTHCKUM
nokaszanusiM [87].

YpoBenb yoOenurteabHOCTH pexoMenmaanmuid — C (ypoBeHb J0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 4).

KomMmeHTapum: eciu sceHuwuna u ee cemvs HaCmaueaiom Ha coXpaneHuu bepemeHHoCmu,
Jleuenue Moxcem Oblmb HAYamo U 8 nepeoM mpumempe 6epemeHHOCMU.

e [IlIpu BeBiaeanm OJIJI Ha cpoke OepemenHoctH 13-36 Hemenu (Tociie 3aBEpIICHUS
MEepBOro TpUMECTpa OEpPEeMEHHOCTH) PpeKoMeHAyeTcsl Haudaino mnpoBeaeHus X1 npu
YCIIOBUM  BO3MOXKHOCTH  CBOEBPEMEHHOTO  TPOBEAEHHUS  BCEro  KOMILIEKCa
JMAarHOCTHYECKUX U JIe4eOHbIX MepornpusaTuil kak no nosoay OJIJI, Tak u mo moBoxy
oepemennoctu [87].

YpoBenb yoOenuTeabHOCTH pekoMenaanuid — C (YypoBeHb J0CTOBEPHOCTH
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A0KA3aTeJbCTB — 4).

o Ilpu BesBaennun OJIJI mnocine 36-if Hemenu OEPEeMEHHOCTH PeKOMEHYeTCsl
ponopaspenieHre B Xoje npendaspl MPeTHU30JI0HOM** ¢ MOCIEAYIOMUM MPOBEACHHEM
XT [88].

YpoBenb yoOenuTeqbHOCTH pekoMenaanuid — C (YypoBeHb J0CTOBEPHOCTH
JA0KA3aTeJIbCTB — 4).

e PekomeHnayercsi HUCHONB30BAHWE JIOOBIX JIEKAPCTBEHHBIX BEIIECTB, B TOM YHCIE
LIUTOCTAaTUYECKMX W aHTHOAKTepUANbHBIX IpEnapaToB BO BpeMsi OepeMEeHHOCTH,
PYKOBOJICTBYSICh COOTHOILICHHEM «PUCK — IT0JIb3a» JJIs MaTepH U mioza [87].

YpoBenb yOeaurteqbHOCTH pexkoMenaauuii — C (YypoBeHb [0OCTOBEPHOCTH
JA0KA3aTeJIbCTB — 4).

KomMmenTapuu: cobnoodenue 003 yumocmamuyeckux npenapamos 6 cOOmeemcmesu ¢
8bIOPAHHOU NPOSPAMMOU Jedenus: (b6e3 pedyKyuu 003), pacCHumaHHblX HA NOBEPXHOCMb med
nayueHmKu ¢ KOppeKmupoBKoU No 8ecy 60 8peMsl N1e4eHUs.

Ilpu passumuu  yepoocarowjux HCUSHU OCIOJCHEeHUll (Hanpumep, HNHEBMOYUCMHOU
nuesmonuu, LIMB-ungexyuu) ucnorv3zosams peeiameHmuposarnHvle npenapamsl (Hanpumep, Ko-
mpumaxcazon™*, eanyuxnosup™** u opyeue) oonycmumo.

e PekomeHnayercsi C y9eTOM BO3MOXKHOTO TE€PATOTEHHOTO BO3ACHUCTBHS #MeETOTpeKcara*™
BBITIOJTHEHUE HMHTPATCKAIBHBIX BBEICHUN IIUTOCTATUYECKUX TMIpermapaToB Ha (oHe
OepeMeHHOCTH Oe3 MCIONb30BaHus #MeToTpekcara** [86,87].

YpoBenb yOenurTeabHOCTH pexkoMengamuii — C  (YypoBeHb [0CTOBEPHOCTH
10KA3aTeJILCTB — 4).

e PekomeHnayercsi ¢ ydeTOM BO3MOXKHBIX KOAryJIOTHYECKUX HapyIIEHWH TepeHEeCTH
BBEJICHUS acliaparuHa3bel™* Ha JTarbl JIeueHUs 1mocie poaopaspeuicaus [87].

YpoBenb yoOenurteabHOCTH pexoMenaauuid — C (YypoBeHb J0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 4).

e Pexomenayerca npu Ph+ OJIJI nHa ¢one OepeMEHHOCTH TPOBEACHHE TEpPaNUH
UMaTHHHOOM** B COUETaHHMHM C TITFOKOKOpPTUKOUaamMu (mpuiokerue A3.1) [89].
YpoBenb yOeautesbHocTH pexkoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH

JA0KA3aTeJbCTB — 4).

e Pexomenayercs MPEANOYNTATh METHJITPETHU30JIOH ** u MpeAHN30I0H™ *
JeKCaMeTa30Hy** BBUIY BO3MOKHOCTH Pa3BUTHUSI HEOJIArOMpUATHBIX HEBPOJIOTHMUYECKUX
MOCJIEACTBUH y TUI0/1a B CiTydae mpuMenenust mociearero [90].

YpoBenb yOeauteabHocTH pexkoMeHaanmuii — C (ypoBeHb [10CTOBEPHOCTH

A0KA3aTeJbCTB — 4).
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e PexoMeHayercsi IUIAaHUPOBATh CPOK POAOPA3pEIICHUS C Y4YETOM JHEW BBEICHUs
LUTOCTaTUYECKUX TIpernaparoB HE paHee ueM uepe3 2—3 Helenu Iocjie BBEICHUS
LUTOCTaTUYECKUX IPENapaToB C LEIbI0 YMEHBIIEHUS BEPOSTHOCTU MMEJIOCYIPECCUU Y
wionaa [91].

YpoBenb yoOenuteqbHOCTH pekoMenaanmuid — C (YypoBeHb J0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5).

e PexomeHnayercsi BHIIONHATH POJOPA3peIICHUE ITyTeM KecapeBa cedeHus [91].

YpoBenb yoOenuteqbHOCTH pekoMenaanmuid — C (YypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5).

KommenTapum: 6vi6op cnocoba podopaspeuwieHusi onpeoeisiemcs cOCmMosHuem niood,
comamuyeckum Cmamycom NAYyueHmKy, 2emamoio2udecKumy noxKazamensimu U cmpozo 8
coomeemcmauu ¢ akyuiepckumu noxazanusmu. CamonpouseoibHvle poobl Mo2yn Oblmb 8blOPAHbl
Kak cnocod pooopaspeuienus mMoabko npu Haauduu y nayuenmos pemuccuu  OJ1JI,
Y0061emBOpUMeNbHbIX NOKA3amenel 2eMocpamMmvl U HPU XOPOuleM COMAMUYECKOM CMamyce
nayuewma u COCMOAHUU N1004. B ocmanvhvix cumyayusx npeonoumumenvHo 6bINOJIHAMD
PpooopaspeuieHue Memooom Kecapesa CeueHusl.

e He pexomeHayercsi BBINOJHATh SMUAYPAIBHYI0 AHECTE3HIO MPU TPOMOOIUTOIIEHUU
<80 x 10%n w/mmu wmeitrponennn <1 x 10%n npu ponopaspenieHuH Bo H30eKaHHUE
OCJIO’)KHEHUH, CBA3aHHBIX CO CTUHHOMO3T0BOM myHknuei [92,93].

YpoBenb yOenurTeabHocTH pexkoMeHganuii — C  (ypoBeHb [10CTOBEPHOCTH
J10KA3aTeJILCTB — 4).

e PexoMeHnayercsi MalMeHTKaM IPU IUIAHOBOM IPEXAEBPEMEHHOM POJIOPA3pEUICHUH Ha
cpoke 24-35 Henenb MPOBOAMTH MPOPHUIAKTHKY OCTPOI0 PECHUPATOPHPOrO IHCTpecc-
cuaapoma (OPJIC) mona B COOTBETCTBHHU C MPOPHIBLHBIMEA peKoMeHAausiMu [94]
YpoBenb yoOenurTeiqbHOCTH pexoMenmaanuid — C (YypoBeHb J0CTOBEPHOCTH

JI0KA3aTeJIbCTB — D).

e PexoMeHnayerTcsi MAlMEHTKaM B IIOCIEPOJIOBOM MEPUOJIE TIPOBEACHUE YTEPOTOHNYECKON
Tepanuu (OKCUTONMHOM**) 1 METUKaMEHTO3HOE TI0/IaBjIeHue JakTaruu [87]

YpoBenb yOeautenbHocTH pexkoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5).

3.8. PexoMeHAa1lUM 110 JIEYEHUIO MAIUEHTOB ¢ JuM¢poMoii u Jeiikemueii bepkurra

Jleuenue numgomvl u netikemuu bBepkumma nposodumcs 6 Kpamuaiiwiue CpoKu U 8

pedicume OKaA3aAHUsL HeOMLONCHOU Meduyurckou nomowu [95,96].

® PexoMenayercsi mamueHTam ¢ JuMm@oMoil u yelikemmeil bepkurra 3KCTpEeHHOE

Ky[IUPOBAaHNE MMEIOIINUXCS XUPYPTUUECKUX OCIOKHEHUHN (KHILEYHAsi HEMPOXOIUMOCTb,
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KpoBOTeueHHsI, nepdopanns), KOPpeKUUs >IEKTPOIUTHBIX HapyIIEHUH, KyNUpOBaHUE

MHQEKIIMOHHBIX OCIIOKHEHHMI, 00sIeBOr0 cuHapoMa [95,96].

YpoBeHb yO0eauTeJLHOCTH PpekoMeHaauuidi — B (ypoBeHb gocToBepHOCTH
J0Ka3aTeJIbCTB — 5).

e [lammeHTtaM MOpv HAJIUYMU OCTPOM MOYEUHOM HEAOCTATOUYHOCTH X1 peKoMeHIyeTcs
POBOANTH Ha POHE EKETHEBHBIX CEAHCOB reMoauanu3a [97].

YpoBenb yOeauteqabHOocTH pekoMeHaanmii — C  (ypoBeHb /10CTOBEPHOCTH
0KA3aTeIbCTB — 5).

e PexoMmenayercsi manuentaMm ¢ JIb B kauecTBe OCHOBHOTO METOJA JIEYEHHS KOPOTKAs
UMIyJIbCHas BoicOKonHTeHCHBHAS X T +/— purykcumad** (cMm. nmpuitoskenue A3.1) [98].
YpoBenb yOeautreabHocTH pexoMeHganuii — C  (YpoBeHb J0CTOBEPHOCTH

JA0KA3aTeIbCTB — 4).

KomMmeHTapum: npu pedxko 6cmpedaowjuxcs JIOKATbHbLIX CMAOUsX 3a001e8aHUs
Konudecmego Kypcos X1 pedyyuposano ¢ coomeemcmsuu ¢ npomoxonamu. K ¢pakmopam nioxozo
npocHo3a, mpeoyrowum uHmencuguxayuu mepanuu, omuocam. nopadxcenue KM u I[[HC,
nosviwenue JIJJI' >2 gepxuux epanuy HOPMANbHGIX 3HAYEHUl, NOpAddCeHue nouex, Kocmeu
(mynemugpoxanvusle ouacu), pazmep onyxoau oonee 10 cm.

e PexoMenayercsi manueHTaM B |- JIMHUW JICYCHHWS TPHUMCHCHHE WHTCHCHUBHBIX
npotokonoB XT: R-Hyper-CVAD, JIb-M-04+/-R, LMB 95, CODOXM/IVAC+/-R, R-
NHL-BFM 90/95, B-HXJI 2004 ma6 (cxembl cM. B ipuitoskennu A3.1) [96,98].

YpoBens yOenureabHOocTH pekomMenganuii — C  (YpoBeHb /10CTOBEPHOCTH
0KA3aTEIbCTB — 5).

KommenTapum: ocnoguwvim npasunom 6 mepanuu JIb sasnsemcs cobuodenue npuHyuna
«003a — UHMepBany, m. e. NPoBedeHuUe Kypca 6 NOJHbIX 003aX C COONIOOEHUEM MENHCKYPCOBO2O
unmepeana. 3a ucKuoueHuem CUmMyayuti pazeumusi HCUSHEYSPOICAIOWUX OCLONCHEHU, He
pexomendyemcs npepwvieams Hauamwiti Kypc XT. B uckiouumenvHuix cayuasx npu HAIU4uu
MANCENbIX UHPEKYUOHHBIX OCTONHCHEHUL, C KOMOPbIMU He YOAI0Ch CHPASUMbCsl K OKOHUYAHUIO
MEIHCKYPCOBO20 Nepepvled, 803MONHCHO Y8eudeHue UHMeEPSAla Mextcoy KypCamu.

e He pexomenayercssi mnpoBeneHue tepanuu mo cxeme R-CHOP manuentam c JIb
BeiescTre ee HeaddexruBHOCTH [96].

YpoBenb yOeauteabHocTH pexoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH
0KA3aTeIbCTB — 5).

e Pexomenayercs nanueHntam crapiie 55 et 6e3 nopaxkenus [IHC (He kanguaaram mist
nnteHcuBHOU XT) npoBenenue neuenus no nporokosy R-DA-EPOCH (cm. npuiioxeHue

A3.1) [99].
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YpoBenb yoOenuteabHOCTH pekoMeHaauuidi — C  (ypoBeHb J0CTOBEPHOCTH
A0KA3aTEIbCTB — 5).

e Pexomenayercs BceM nanveHTam ¢ JIb ycraHaBiuBaTh LEHTPAJIBHBINA BEHO3HBIN KaTeTep
muist ipoBesieHust X T U conpoBoauTenbHON Tepanun [1, 2].

YpoBenb yOeautTesbHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH
J0KA3aTeIbCTB — 5).

e PexoMenayercsi nanueHTaMm IpU NPOBEACHUM IIEPBOIO Kypca TEpanuu 00s3aTENIbHYIO
npoUIaKTUKY U JICYeHHE CUHAPOMA MAaCCUBHOIO JIM3KMCA OMYXOJH: ajuionypuHon™* 10
MI/Kr/cyT W uH(Y3MOHHAs Tepamus 3 J/MZ/CYT ¢ 3allleTaudBaHMEM pPACTBOpA HATpHS
rugpokapoonara** 40—80 MMOIIB/T O] KOHTPOJIEM JAUype3a W TUIAHOBBIM HAa3HAYCHUEM
bypocemua**, 1a00paTOPHBIM KOHTPOJIEM KHCIOTHO-OCHOBHOTO coctosiaus [96,100].
YpoBenb yOeauteabHocTH pexkoMenaanuii — C (ypoBeHb [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5).

e [lpu mnpuMeHEHHMH BBICOKMX /03 METOTpeKcara** peKOMEHJOBaHBl KOHTPOJIb €ro
AIMMUHANKY (OTIpeieIeHue KOHIIEHTPAIIMH B CBIBOPOTKe!) M KOPPEKIHst 1035l (hOTMHATA
KaJbIHs* ¥ eXKeTHEBHO JI0 HOpMaJIU3allnuy mokasateneit [96].

YpoBenb yOenurTeabHOCTH pexkoMengamuii — C  (YypoBeHb [0CTOBEPHOCTH
J10KA3aTeJILCTB — D).

e Bcem mammeHTaM € MAacCHBHBIM JKCTpaMENyJULIPHBIM OITyXOJIEBBIM MOpaKeHHEM
(opraHoB cpenoCTeHMs, OpIOIIHON MOJOCTH U Jp.) PEKOMEHIOBaHO NPOBE/ECHUE
poUIaKTUKU TPOMOOTHUECKUX OCIIOKHEHUH [T0/1 KOHTPOJIEM KOAryJI0rpaMMbl COTJIACHO
CYIIECTBYIOIIMM  TPOTOKOJAM  TPO(HUIAKTUKA  BEHO3HBIX  TPOMOOIMOOIMYECKHUX
OCJIO’KHEHHUH (CM. COOTBETCTBYIOIIHME KIMHUUECKHe pekoMeraarmu) [101].

YpoBenb yOeautresbHocTH pexoMeHganuii — C (YpoBeHb J0CTOBEPHOCTH
JI0KA3aTEIbCTB — 5).

e Pexomennyercs tepanuto JIb y mamuentos, unduuupoanusix BUY, npoBoauTe 1o
AHAJIOTHYHBIM MTPOTOKOJIaM Ha (OHE TOCTOSHHOTO MTPHEMa aHTHPETPOBUPYCHON Tepariu
[102].

YpoBenb yOeautesbHocTH pexoMeHganuii — C (YpoBeHb J0CTOBEPHOCTH
0KA3aTeIbCTB — 5).

e He pexomenayercsi BBOIUTh puTykcuMad™* BUY-uHQUIIMpPOBAaHHBIM MallMEHTaM TMpHU
kommyectBe CD4-knerok menee 100/mka [102].

YpoBenb yoOenuteabHOCTH pekoMeHaauuidi — C  (ypoBeHb J0CTOBEPHOCTH
0KA3aTeIbCTB — 5).

KOMMeHTapI/II/IZ 6 C84i3U C )YeeluveHuem Kojaudecmeda I/lHd)eKI/!MOHHbZ)C OCNOJCHEHUL U
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BbICOKUM PUCKOM CMePMU OM HUX.

e Pekomennyerca Bce namuentam c JIb oOs3arenbHas nmpoduiakTuka HEHposieHKeMUH
MyTeM MHTPATEKaJbHOTO BBeIEHUs 3 mpenapaToB (murapadbuu™** 30 mr, meroTpekcar™*
15 mr, nexcamerazon** 4 mr) 1 pa3 3a Kypc B TeueHHUe Bcero nepuojia repanuu [96].
YpoBenb yoOenuteabHOCTH pekoMenaauuii — C  (ypoBeHb J0CTOBEPHOCTH

J0KA3aTeIbCTB — 5).
KomMmeHTapum: seuenue uelponeikemMuu OONHCHO BbINOJIHAMBCA 8 COOMBEMCMEUU CO
CMAHOAPMHLIMU NPABULAMU. CNUHHOMO3208ble NYHKYUU C 668e0eHUeM YUMOCMAamuKos
ebinoaHAIOm 3 paza 6 Heodeno 00 NOAyYeHUs: 3 HOPMANbHLIX AHAIUZ068 TUKEOPA CE53U C
YyeenuyeHuem KoIu4ecmed UHQEeKYUOHHbIX OCIONCHEHUL U 8bICOKUM PUCKOM CMepmu Om
Hux. Ha nocneoyrowux onrokax XT (nocne camayuu nuxeopa) nomoaibHvle NYHKYUU C
UHMPAMEKATbHBIM 88€0eHUEM YUMOCMAMUKO8 NPOBOOSM 08aH#CObl 3d KYPC.

o Pexomennyerca ayto-TI'CK, koTopas MOXeT SBISTbCS BAapHAHTOM TEPANUK IPH
peuuIrMBe, OTBEYAIOIIEM Ha JIeYeHHE, WK BO BTopoi pemuccuu [103].

YpoBenb yOeautreabHocTH pexoMeHganuii — C  (YpoBeHb J0CTOBEPHOCTH
0KA3aTEIbCTB — 4).
KommenTapuu: 6orvuuncmeo peyuousos JIb unkypabenvhoi.

e He pexomenayercsi Bcem nanuentaM amio-TI'CK B cBsi3u ¢ prckamu, 00yCI0BIE€HHBIMU
BBINTOJTHEHUEM TpaHcIutanTanuu [104].

YpoBenb yOeautesbHocTH pekoMeHaanuii — C (YpoBeHb [0CTOBEPHOCTH
0KA3aTEIbCTB — 4).

3.9. JIlum¢poodaacTHbIe JUMPOMBI

Pannue nyoruxayuu 06 ucnonvsosanuu cmanoapmusix npomoxonos X1, npeonaznaienHoix

0151 1eveHUst HexX00HCKUHCKUX tumgpom (Oanee — HXJI), 6 wacmuocmu CHOP nodoouwix pexcumos,
npuBooUnU K oocmudicenuro Kpatine nuzkou yacmomsl IIP (53—11 %) u ewioicusaemocmu 6e3
npusnaxos 3abonesanus (23-53 %). C cepeounwvt 70-x 200086 6 neuenuu aumgpooracmuvix HXJT y
83pocavix ucnoavsyiom OJL/I-opuenmuposannwvie npoepavmol XT.

o Pexomenayercs seuenue JIBJI mo cnemyrormmm mpotokonam XT: OJIJI-2009, Hyper-
CVAD £R, GRAALL-2003, PETHEMA ALL-96, GMALL-2003 (cm. mpuinoskenue A3.1)
[14,15,67].

YpoBenb yOeauteabHocTH pexoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH
0KA3aTeIbCTB — 5).

KoMmmeHnTapuu: nocxonvky pescumvt mepanuu, paspabomannvie oasn HXJI, ne Oviiu
yenewnvimu npu JIBJI, npedcmagnsemcsi, umo pexcumvl mepanuu, UCHOIb3YeMble NPy JedeHul

OJII, obecneuam 6o.1ee brazonpusimuvle pe3yibmami.
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e Pexomenaywrest oOs3arenbHas mnpoduiakTuka W jedeHne nopaxeHus [[HC,

BKJIIOYAOIIME HHTPATEKAIBHOE BBECHHE IIUTOCTaTUKOB [14,15].

YpoBenb yOenureqbHocTH pekomenganuii — C  (ypoBeHb /10CTOBEPHOCTH
A0KA3aTEIbCTB — 5).

KoMMmeHnTapuu:. om ucnonv3osanus KpanuaibHo2o ooayuenus oas npogpunakmuxu [[HC
nopasjicenusi 8 O6OIbLUWUHCMEE NPOMOKOIO8 OMKA3ANUCH, €20 NPUMEHSIOM MOJIbKO NAYUEHMAM C
unuyuanvhvim  nopadicenuem I[HC (kpanuanvhoe ooOnyuenue 12—18 I'p ua nuwneiinom y-
ycKkopumere).

e Pexkomenayercss BceM IMalMEHTaM Jy4yeBas Tepanus pPe3UyalbHbIX OIYyXOJIEBBIX

oOpa3zoBanwmii cpepocrenus [14,15].

YpoBenb yOeautreabHocTH pexoMeHganuii — C  (YpoBeHb J0CTOBEPHOCTH
J0KA3aTeJIbCTB — 5).

KommenTapumn: ¢  Oonvwuncmee — ciyuaes — nopascenue — MeOUACMUHATLHBIX
aumpamuyeckux y3n06 npu JIBJI xapakxmepuzyemcs 6ecbma XoOpowum omeemom Ha NepeudHyo
XT. Yemxoe onpedenenue pe3udyaibHOU ONYX01e80lU MACCbl CPEeOOCMEHUs. OMCYMCmeyen, 6
Kauecmee mako8020 Mo2ym pAcyeHU8amvcs OCMAamouHdas ONyxoib pasmepom >3 cm, N0 OAHHbIM
KT, u/unu nonosccumenvuwiii pezynomam II9T. Jlyuesas mepanus pe3udyaibHulX ONYX0J1€8blX
obpazosanuti cpedocmenusl, Kak npeocmaegisaemcs, A611emcs HAuLyYuumM 6apuUanmom mepanuu.
Bonpoc 06 onmumanvuoii 0oze 6 dannom cayuae (24 unu 36 I'p) ocmaemes omxpoimoim.

e Pexomenayercs cyuTaTh PEMUCCHUIO IOJIHOM Y BCEX manueHToB Ipu Jieuenuu JIbJI u3 T-

u B-mpenmectBeHHUKOB Npu Hanuuuu Kpurepue (Ha 70-i nenp UT nubo mocne

UHAYKIUH):

1. OTcyTcTBUE JOKA3aTENbCTBA HATMYMS OCTATOYHOT0 00pa3oBaHus (P MaCCUBHOM MOPaKEHUU
MOTYT OCTaBaThCs Pe3UaAyalbHbIE 00pa30BaHUsl MEHEE 3 CM) WIIM COKpaLleHUE Pa3MEPOB OITyXOJIH
6onee ueM Ha 75 % OT UCXOIHOTO.

2. IlpucyrctBue B KM menee 5 % O6yacToB HpHM BOCCTAaHOBJIEHHWU IIOKa3aTesien
HOPMaJIbHOTO KPOBETBOPEHUSI.

e 3. OrcyrcrBue JuM$pOOIACTOB MPU HUCCIEAOBAHUU JTUKBOpa Ha 29-W JeHb MPOTOKOJIA

[14,15].

YpoBenb yoOenurteqbHOCTH pekoMeHaaumid — C  (ypoBeHb [J0CTOBEPHOCTH
0KA3aTeIbCTB — 5).

Jleyenune peuuauBa
Ilpoenos npu peyuouse JIBJI kpaiine nebnazonpusamusiii. Peyuouswt JIBJI pazsusaromcsi,
KaK npasuio, 8 nepsvie 2 200a nocie 00CMUNICEHUs. peMUCCUU U yauje 0b18arom JOKANbHbIMU.

Tepanua peyuousa onpeoeniemcs XapaKmepucmukamu peyuousa (IoKamu3ayus u CpoKu
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passumus) U makmuxou nedenus 1-20 ocmpozo nepuooa. Hcnonwvsyrom npomokonsl edeHus
peyuousos OJIJI, evicoko0o3HyI0 mepanuio, npenapamvl, He NpumeHasuiuecs 6 I-w ocmpom
nepuooe (kypcol ICE, npenapamot nenapabun™*, #eemyumabun™* u op. — cm. npunoxcenue A3.1);
npu docmudiceHuu 8mopotl pemuccuu pekomenoyemces auno-T1I CK. Igppexmusnocms mepanuu
peyuousos T-knemounwvix JIBJI ocmaemcs kpatine nuskotl, B-JIBJI — neckonvko ayduie.

o Pexomennyercs amno-TI'CK mnpu permuamBax u pedpakTepHOM TEUESHUHU IIOCIIEC
noctuxenus orsera Ha XT [14,15].

YpoBenb yOeautesbHocTH pekoMengauuii — C (YpoBeHb J0CTOBEPHOCTH
J0KA3aTeJIbCTB — 5).

Kommentapum: onvim evinonnenus aino-TI'CK npu JIBJI 6 nepsoii ITP oepanuuen [14].

3.10. PeuuauBsl Ph— OJLJI

Peyuous netikemuu y e3pocivix nayuenmog c¢ Ph- OJIJI ocmaemcs nepazpeuieHHOU
mepaneemuyueckoll npobaemoi. Pesynomamul neuenus 0aHHou ¢hasvl 3a0071e6aHUs HeGeIUKU, U
peyuous OJIJI 00 Hacmoswezo 6pemeHu pacyenueaemcsi Kak O00ObIYHO UHKYpabelbHoe
namonoauieckoe cocmostue. Xoms y psoa nayueHmo8s 603MO*CHO O0CMUICEHUe 8MOPOL NOTHO
pemuccuu (oanee — IIP2), wacmoma IIP2 ocmaemcs HU3KOU, a MeOUana 8bloHcUsaemMocmu nocje
peyuousa — kopomkou. Ilpedcmaensemca obwenpunsamoim, 4mo nayuenmsli, ) KOMOPbIX
ommeyaemcs peyuoug 3abonesanus, He mocym Ovimb u3zneyeHvl moavko nymem XT.
Eouncmeennviv 6apuanmom paouxanvroeo nedenus sgigemca aino-11'CK. B yenrom smo
mpebyem docmudcenuss omuocumenbro cmouxot I[IP2 na ¢one mepanuu cnacenus, komopas
O0JIICHA ACCOYUUPOBAMBC C MUHUMATLHOU MOKCUYHOCMbIO. B dmom Konmekcme peyuougbl,
passuswuecs nocie anno-TI'CK, saenaiomcsa ewe 6onee 3HAUUMENbHOU Mepanesmuieckoll
npobnemou. Bcreocmeue Hebna2onpusmuvlx 00WUX UCX0008 y IMUX NAYUEHMO8 COXPAHACMCS
3HauYuUmMenbHas NOMpeoHOCMsb 8 pa3pabomke U UCC1e008aHUU HOBLIX JIeKAPCMBEHHBIX CPeOCms.
Bosmooicnvim  eapuanmom  nieueHuss OAHHOU 2pYynnvl NAYUEHMO8 AGNAemcs 6KIlYeHue 8
npomoxonvt KU, 6 mom uucne noevix npenapamos. Taxum ob6pazom, OOHUM U3 OCHOBHLIX
KAUHUYECKUX peuleHull y nayuenmog c peyuoushvim Ph- OJIJI asnsemca 6vibop medxncoy
cmanoapmuoti XT cnacenusi u 3KCNepUMEHMANbHOU mepanueti, 3a KOMOPuIMU OO0JIHCHA
cneoosamsv anno-TI'CK 6o ecex cmyuyasx, Kko20a 3mo 803MONCHO,; JNiedeHue OaHHbIX NaAYyUeHmos
npoussooumcs 6 pamkax KH.

e PexoMeHnayercsi BCceM MalMEHTaM MpU MO3aHeM peunuauBe (Oosee 6 MecsleB oOT
OKOHYaHUS MOJIEP>)KUBAIOIIEN TEpANIMK) UCIIOJIb30BATh CTaHAapTHY!O Tepanuto B-OJIJI n
T-OJUI 1-it nuaum (cM. npuitoxkenue A3.1) [105].

YpoBenb yOeautesbHOCTH pekoMeHaanuii — C (YpoBeHb 0CTOBEPHOCTH

A0KA3aTeIbCTB — 4).
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Pexomenayerca BceM mnamueHTtam npu paHHem peruaue B-OJIJI ucnonbs3oBanue
IKCIICPUMEHTAIbHBIX KOMOWHammid B pamkax KM, B TOM uuciie ¢ NpUMEHEHHEM
OonmuHatymomaba** w wmHOTy3ymaba o3oramunmHa**. B kadecTBe BO3MOXHBIX XT
KOMOMHAIMI BO3MOXHO HMCIOJb30BaTh nporpamMmbl FLAGIda wnun Hyper-CVAD, nu6o
#O0opTezomMuba Kak B MOHOTEpanud, TaKk M B KOMOMHAIMM C MHUTOKCAHTPOHOM™*,
nekcaMeTa3oHoM** u acmaparuHazoi** (cM. mpunokenue A3.1) [106].

YpoBenb yOeautesbHocTH pekoMeHganuii — C (YpoBeHb J0CTOBEPHOCTH

0KA3aTeNbCTB — 4).

Pexomenayercss B JIEYCHHHM PEHHIMBOB NPU HAIUYUM BO3MOXHOCTH TMPUMEHSITh
MUTOKCAHTPOH™*  BMECTO aHTPAIMKIMHOBBIX AHTHOMOTUKOB JayHOPYyOWIIMHA™*,
nokcopyourmaa** win #ugapyourmaa** (npunokenne A3.1) [107].

YpoBenb yOenuTeqbHOCTH PpekoMeHaauuii — B (ypoBeHb gocToBepHOCTH

0KA3aTEIbCTB — 3).

PexomMeHayeTcsi  IPEANOYTHTEIILHOE  HCIOJB30BaHUE  JIeKcamMeTa3oHa**  BMecTo
npeaHu300Ha** B cBsI3M ¢ Ooubliei a3 dexTuBHOCTHIO [80].

YpoBenb yOeauTeqbHOCTH pekoMeHaauuii — C  (ypoBeHb J0CTOBEPHOCTH

0KA3aTEIbCTB — 5).

PexomMeHayeTcsi BCeM TMallMeHTaM, y KOTOPBIX jgocturayta I1P2, KOHCyIbTaHIUS B
TPAHCIIAHTOJIOTUYECKOM IICHTPE /ISl YTOUHEHHs BO3MOKHOCTH BbInoHeHuss uM HLA-
comectumoit aiuto-TI'CK [56].

YpoBenb yOeautesbHocTH pekoMeHaanuii — C (YpoBeHb 0CTOBEPHOCTH

0KA3aTEIbCTB — 4).

Pexomenayercs BceM NanueHTaM ¢ paHHUM peLUIUBOM WM nepcucteniuuedn MODB npu
B-knerounsix OJIJI mocne okoHYaHUsI KOHCOJIMIAIMM IPUMEHeHue OiuHaTymomaba™™ B
MoHoTepanuu wim B coyetannu ¢ UTK B cBs3u ¢ adpdexkruBHOCTRIO (Mprtokerne A3.1)
[74].

YpoBenb yoOenurteqbHOCTH pekoMeHaauumid — C  (ypoBeHb J0CTOBEPHOCTH

0KA3aTEIbCTB — 4).

Pexkomenayercs BceM MaiyeHTaM ¢ paHHUM peLUIUBOM WM nepcucreHimeir MObB npu
T-knerounsix OJIJI npumenenune Henapabuna** B couetanuu ¢ nukiaopochamuagomM™* u
#yronozunom** (cm. npunoxkerne A3.1) [108].

YpoBenb yOeautesbHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH

A0KA3aTeIbCTB — 4).

Pexomennyercs nmanueHTam ¢ pequanBoM wim nepcucrenumer MODB nipu T-kiieTouHbIX

OJIJ (B ToM dYHcine C KOIKCIPECCHEH MHUEIOHUIHBIX MapKepOB) NPHUMEHEHUE
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#BEHETOKJIAKCA B COYCTAHWUU C #HIACIIUTAOMHOM WM B APYrMX KOMOWHAusx (cwm.
npunoxenne A3.1) [109].

YpoBenb yOeauteqbHocTH pexoMeHganuii — C (YpoBeHb J0CTOBEPHOCTH

J0Ka3aTeJIbCTB — 5).

3.11. TpancnJaHTALMS T€MOMOITHYECKHUX CTBOJOBBIX KJIETOK

Amsorennasa TI'CK

Toxaszanus k evinoanenuro anno-T1'CK onpedensromes 6 3a8ucumocmu om KOHKPEmHoz2o,

8bIOpaAHHO20 cemamoniocuyeckum yenmpom npomokoaa nevenus (OJ1J1-2009, GMALL, GRAALL,

MB2008, Hyper-CVAD) (cm. npunosicenue A3.1 u A3.3) [56,57,63,67,110].

[Tatiuentam ¢ OJIJI B Bo3pacte 10 55 ner, mosydaroumm jgedeHue mo nporokory OJIJT
2009 (npunosxxenue A3.1), u3 rpymnisl 04eHb BHICOKOTO PUCKA, KOTOpasi yCTaHABIUBAETCS
B Ne0roTe 3ab0eBanus (LuToreneTnueckue Hapymenus t(4;11) wum t(1;19), a Takxke Ph+
OJIJT (1(9;22/BCR-ABL)), B CBSI3U BBICOKUM PHUCKOM Pa3BHTHS PEIMIHBA 3a00JI€BaHUS
pexomenayetrcst BoimonHeHue amio-TT'CK oT coBMECTMMOro pOJICTBEHHOTO WU
HEPOJICTBEHHOTO JIoHOopa [67,111].

YpoBenb yOeautenbHocTH pekoMeHaanuii — C  (ypoBeHb J0CTOBEPHOCTH

0KA3aTEIbCTB — 5).

Pexomenayercst paccMaTpuBaTh BO3MOKHOCTH BbInoaHeHMs auio-TI'CK y manueHToB B
BO3pacTe crapuie 55 JeT M3 TIpynmsl O4YEHb BBICOKOTO pucka (cMm. paszmen 3.2
«IIpornoctuueckue pakTopsl 3HPEKTUBHOCTH JICUEHUS ) TPU HATUYUU MOTHOCTHI0 HLA-
COBMECTHMOI'O JIOHOpAa M TOJBKO MpPU OTCYTCTBHUM 3HAYUMOW KOMOPOHMIHOCTH, IPHU
KOTOPOM PUCK TPAHCIUIAHTALIMOHHOM JIETaNbHOCTH HE MPEBbIMLAN Obl PUCKH PA3BUTHUS
peunausa [56].

YpoBenn yoenuTelbHOCTH pekoMenaanuii — C  (YpoBeHb 10CTOBEPHOCTH

10KA3aTEIbCTB — 4).

Pexomenpyercs Beinosnenue ayuo-TI'CK y manmentoB ¢ nepcuctenuuneit MOB, HO mist
3TOro He0OX0UMO BHIMONHATH Bech 00beM X T u MmonuTopur MOB B nnpenycMoTpeHHbIE
BpPEMEHHBIE TOYKH COTJIACHO BRIOpaHHOMY mpoTokoiy [56,70,71].

YpoBens yOenuteqbHOcTH pekoMenganuii — C  (ypoBeHb /10CTOBEPHOCTH

0KA3aTENbCTB — 4).

Pexomenayercs BceM nmarmentam BoinosiHeHUE auio-TI'CK oT poacTBeHHOro JOHOpa B
nepBoii [P mpu HeamekBaTHOM BBINOJHEHHH JIOOOTO M3 MPOTOKOJIOB MPOrPAMMHON
TEpaIi B CBS3M C BBICOKHMM PHCKOM peruansa [1,2].

YpoBenb yOeauteabHocTH pexoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH

0KA3aTeIbCTB — 5).
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e PexkomMeHnayercst paccMaTpuBaTh BO3MOXHOCTH BblNoJaHEeHHs ajuto-TI'CK y nmanueHToB Bo
BTOpPOI 1 0oJiee MO3THUX PEMUCCUAX 3a00JI€BaHUS C LENbIO YIYUIIEHUS JI0JITOCPOYHBIX
pe3ynbraroB Tepanuu [112].

YpoBenb yOeauteqabHocTH pekoMenHaanmii — C  (YypoBeHb /0CTOBEPHOCTH
JA0KA3aTeIbCTB — 4).

Kommentapuu: awo-TI'CK 6 pazeepnymom peyuouee 3abonesanuss u npu
peppaxmeprnocmu k XT 8o30eticmeuto He yerecoodpasHa.

e PexomeHayeTcsl BBIIOJHATH  TPAHCIUIAHTAIIMIO OT  albTEPHATHBHOTO  JOHOpA
(rarIouICHTUYHOTO, TPAHCILIAHTALIMS TYIIOBUHHOM KpoBH B pamkax KW) npu oTcyTcTBUM
HLA-unentudnoro noxopa [106,112,113].

YpoBenb yOeautreabHocTH pexoMeHganuii — C  (YpoBeHb J0CTOBEPHOCTH
JA0KA3aTeIbCTB — 4).
AyTto-TT'CK

e Pexomennayercsi BoimosHeHHe ayto-TI'CK y mammentoB ¢ Ph+ OJIJI (B cmyuae
HEBO3MOXXHOCTMHM  BbIosiHeHUs  awio-TI'CK) mpu  oTcyrcTBUM ~ MUHUMAabHON
pesuayanbHOM OoJie3HM C mpoBeneHueM moanepxkuBatomen Teparmu MTK mocne
TpaHcIIanTanuu [84].

YpoBens yOenureabHocTH pekomenganuii — C  (YpoBeHb /10CTOBEPHOCTH
0KA3aTEIbCTB — 4).

e Pexomenayercs BbinonHeHue ayto-II'CK B pamkax mnporokona OJIJI-2009 nns
nanuentoB ¢ T-OJIJI mocne 3aBeprieHus kKoHcoauaanuu mo mnpotokony OJIJI-2009 c
MOCJIEAYIOIINM MTPOBEICHUEM IO IICPKUBAOLICH Tepanuu [67].

YpoBenb yOeauTeqlbHOCTHM pekoMeHaamuid — B (ypoBeHb 10CTOBepHOCTH
0KA3aTeIbCTB — 3).

3.12. ConpoBoauTebHasi Tepanus
OO0umue meponpusTus
IIpomoxonwr neuenuss OJIJI npedycmampuearom npogedeHue UHMEHCUBHOU UHOYKYUOHHOU U
kouncoruoayuonnot XT. Ilpu smom ucnonvsosanue yumocmamurkos u UMMYHOCYNPECCAHMO8
Hapsi0y € OCHOBHBIM 3A00Ne6aHUEM MONHCEm NPUBOOUMb K WUPOKOMY CHEKMpY MAHCENbIX
OCNOJCHEHUl, 8 YaCMHOCMU K UHGEeKYusaM, KpOoBOMeueHUusM, MYKO3Umy, HNpOsGIeHUIO
MOKCUYHOCMU CO CIOPOHbL PA3IUYHBIX 0P2aH08, pgome u m. 0. 1o smotl npuuune nayuenmol c
OJLJI nysrcoaromes 6 muyjamenbHOM MOHUMOPUHEe, A MAKH#Ce 8 NPOBEOeHUU COOMBEMCMBYIoulell
npoghunaxmuyeckoll u nodoeparcusaroueli mepanuu.

AHTHAIMETHYECKAS MPOPUIAKTHKA U Tepanus
e Pexkomenayercss BceM MalMEHTaM MPOBOJIUTH AHTUIMHUTHUYECKYIO TEpanuio C IIEJIbIO
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MOJTHOM TPO(HUIAKTHKH TOITHOTHI M PBOTHI Y MAaUEHTOB, moydaronmx XT [114].

YpoBenb yoenuteqbHOcTH pekoMenganuii — C (YpoBeHb 10CTOBEPHOCTH
0KA3aTeIbCTB — 5).

KoMmMeHTapuu: ¢ anmusmumuueckoil yeivto NPUMEHIIOMCsl AHMAZOHUCTbL PEYenmopos
CEPOMOHUHA U KOPMUKOCMEPOUObl. Dmu Npenapamvl pPeKoMeHOYIOMcs Ol NPUMEHEHUsl 8
KOMOUHAYUYU NPpU UCNOIB308aHUU pedcumos XT, Xxapakmepusyrouwuxcsi yMepeHHOU U 6blCOKOlL
IMEemMo2eHHOCmbl0. B omoenvHblx cumyayusax, 6 uacmuocmu npu npoeedeHul 8blCOKOOO3HOU
Komounuposannou XT, 6b100p anmusmemura 00NHCEH ONPeoesimvpcs Hauboiee dIMemoceHHbiM
Komnonenmom (cm. npunodsicenue A3.4) [114].

Tpancy3uonHas Tepanus
Yenewnoe neuenue OJI, 6 uacmnocmu OJIJI, mesosmoocno npu omcymcmeuu

3amMecmumenbHOL mepanuu KOMNOHEHMAMU KPOSU U CONPOBOOUMENbHOL Mepanuu.
Tpancdy3un 3pUTPOUUTHON U TPOMOOIUTAPHOI MAacChI

e PekomeHnayercsi OCyHIECTBISATh TpaHC(Y3WH SPUTPOLUTHONW MacChl TMAIUCHTaM IS
MOJIIepXKaHUs KOHIIGHTPAIMU reMOoriioouHa Ha ypoBHe >8 r/mn [1,2].

YpoBenb yOenuresbHocTH pekomenganuii — C  (ypoBeHb /10CTOBEPHOCTH
0KA3aTEIbCTB — 5).

e [Ipu HanMUMUK COMYTCTBYIOIIEH MATONOTHUM CEpAlla WIM JIETKUX, a TAaKKe €CITU aHeMUs
CONIPOBOXAAETCA  KIMHUYECKOM  CHUMITOMATHKOM, PEKOMEHIYeTCs  BBIIOJIHATh
TpaHCQy3UH SPUTPOLIUTHON Macchl U IpU Oojiee BBICOKMX 3HAUEHUSX KOHIEHTpALUU
reMOrJIOOMHA TIPU HAIMYMHU COOTBETCTBYIOIINX KJIMHUYECKUX TMoKa3zaHui [1,2].

YpoBenb yOenureabHocTH pekomMengamuii — C  (YpoBeHb /10CTOBEPHOCTH
0KA3aTEIbCTB — 5).

e PexoMeHaylTCS BBINOJIHEHHE TPaHCPY3UH TPOMOOKOHLIEHTPATOB OCYLIECTBISITH IMPH
CHIDKEHMH KoJmdecTBa TpoMbormTos <10 x 10° /i, mpu Gomee BBICOKMX 3HAYEHMSX
KonmmuecTBa TpoMboruTos (20 x 10° /1) B crydae MOBBIIIEHHS TeMIepaTypsI Tena >38 °C,
IpU Pa3BUTHUH KIMHUYECKH 3HAYMMBIX KPOBOTEUEHUN JMOO Tepesa BBINOJIHEHHEM
WHBA3WBHBIX MHTEPBEHIIMOHHBIX BMeIIaTebeTB [115].

YpoBenb yOeauteqabHocTH pekoMeHaanmii — C  (ypoBeHb /0CTOBEPHOCTH
I0KA3aTEIbCTB — 5).

e PexoMenayercsi o0gyyeHUE 3PUTPOILMTHON MacChl U TPOMOOKOHIIEHTPATOB C LIEJBIO
npodUIaKTHKN PEeaKIuu «TpaHcdy3ar IpoTuB Xo3ssuHa» [1,2].

YpoBenb yOeautesbHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH
0KA3aTeIbCTB — 5).

IIpopunakTuka remopparn4ecKux 4 TPOMOOTHYECKHUX OCI0KHEHHI
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e Pexomenayercss manueHTaM Ha (OHE Tepanuy acraparmHa3zon™* KOHTpOIHpPOBATH
napaMeTpbl CBEPTHIBaHUS KPOBHU C LIEIbI0 Hayaja 3aMECTUTEIbHOW TEpanuu MpHU UX
neduuute (HaIpuMep, pexKuM JT03UPOBAHMS AHTUTPOMOUHA € TPO(UITAKTUYECKOH LENbIO:
50 ME/kr maccel Tena B TeueHue 7—10 mocnegoBaTenbHbIX IHEH CO JHS Havyajua Tepanuu
acraparuHasoit** (moakoxHo, B 103e 6000 ME/M?, B Teuenue 7 nueit) [116].

YpoBeHb yOeauTEJLHOCTH pekoMeHAauuidi — B (ypoBeHb 10CTOBEPHOCTH
0KA3aTeIbCTB — 3).

KomMeHTapum: Tepanusi 2i0KOKOPMUKOCMEPOUOAMU, AHMPAYUKIUHAMU U OCOOEHHO
acnapa2unazou ** moacem npusooums K msgceiomy npuobpemenHomy dedpuyumy b6enxkos Kuacca
CepnuHo8 (UHUOUMOPOB CEPUHCOOEPHCAUUX NPOMed3), NPeUMyUjeCmeeHHO aHMUmpoMOUHO8 u
anvpa-1-aumumpuncuna. Pacnpocmpanennocmo smux ocroscuenuti om 2,1-15 %.

Aumumpomobun npedcmasisiem co60t 0CHOBHOU PU3UOIO2UYECKUL UHSUOUMOP MPOMOUHA
u ¢axmopos ceepmuvisanus IXa, Xa, Xla. On maxoice A611emcs aHMAa2oHUCmMom Gakmopa
ceepmuiganus VII, yckopsas ouccoyuayuro KOMNIEKCcO8, 00pazosannvix gaxkmopom Vila u
MKaHe8blM (hakmopom. Awmumpombun obpazyem HeobOpamumvle C643U C AKMUBHBIMU
Gepmenmamu, auwas ux npomeoaumudeckou akmusHocmu. Kpome mozo, npu ucnonvsosanuu
acnapazunazvl** coodwanoce 06 uzmMeHeHuu KOHGOpMayuu MONeKyIbl AHMUMpOMOUHA, YMO
npugooUNo K ympame cmabUIbHOCMU U 8 pe3yivmame K 00pazosauuio azpe2amos Oeika,
HAKANIUBABUIUXC 8 YUCMEPHAX IHOONIA3MAmu4ecko2o pemukyiyma. Taxum obpaszom,
nayuenmsl, KOMOPLIM 668004m acnapaunasy™*, xapaxmepusyiomcs NnOGbLULEHHLIM PUCKOM
mpom60306. Xoms CHUMNCEHUE KOHUEHMpAyuu aHmumpomOuna 4acmo COnpo8oHcOaemcs
cunogubpuroceHemuel, ObLIO NOKA3AHO, YMO  HU3KAS  KOHYeHmpayus  @GuopurHocena
npeopacnonazaem 8 6ovuell Cmenenu K mpomoosam, Hexceiu K Kpo8omeueHUsM.

e [lpu MacCHUBHBIX DSKCTpaMEIYyJ/UISPHBIX oOyarax MOpaXeHHs (Jalle BCEro OparHoB
cpenoctenus npu OJIJI/JIBJI), TpoMOOTHYECKHX OCIOKHEHHUSIX HAa (POHE Tepamuu WIH
HaJIMYUU TPOMOO30B B aHaMHE3e PeKOMEHJyeTcsl IPOBOAUTH AHTHKOATYJISHTHYIO
Tepanuo COTJIACHO CYILLIECTBYIOIIUM MIPOTOKOJIaM JIe4YeHus BEHO3HBIX
TpOMOOIMOOTMYECKUX  OCJIOXKHEHHH  (cM. COOTBETCTBYIOIIME  KJIMHHYECKUE
pEeKOMEHJallMd 1O  JMAarHOCTUKE, JICYEHUI0 H  Mpo(HUIaKTUKE  BEHO3HBIX
TpoMOOIMOOIHUecKuX ociokHenwii [1,2,4,5,101].

YpoBenb yOeautesbHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH
JA0KAa3aTeJIbCTB — 5).
3amMecTHUTeIbHAS TePANMA HMMYHOII00yJIHHAME

e Pexomenayercs mnamuentam ¢ OJIJI BBegeHMEe MMMYHOTJIOOYJIMHOB NMPHU JOKA3aHHOU

reHepaln30BaHHON BHUPYCHOI uHbeKuun (BUpycamMu  Tpymmbel  repreca,

62



nuromMeraoBupycom (manee — [IMB)), a Takxke npu CHUKEHUH MTOKa3aTENeH HOPMaTbHBIX

UMMYHOTJIO0YJIMHOB HIKE HOPMaJIbHBIX 3HaueHuit [117].

YpoBenb yOeauteqabHOocTH PpekoMeHaanmii — C (YypoBeHb /0CTOBEPHOCTH
J0Ka3aTeJIbCTB — 5).

KommenTapuu: y nayuenmos ¢ OJIJI wacmo onpedensemcs euno2cammaiooyiunemust, Ho
00 Hacmoswez0 6peMeHu He Obll0  NOIYYeHO  O0KA3amenbcms  dhghexmusHocmu
npogunakmuyeckux — uH@ysuti  ummyHoenooymunos. Ilayuenmam na  ¢one  mepanuu
OnuHamMymMymaoom™*  unu  pumyxcumabom™* HeobXo0umMo KOHMPOIUPOBAMb COOePIUCAHUE
ummynoznooyiunos 1 pas 6 2—4 unedenu, 8 3asucumocmu om KIUHUYECKOU cumyayuu, u, npu
HeoOX00uMOCmu, 8bINOJIHAMb 3AMeCMUMenbHYI0 mepanuto ummyroziooyiunamvu [1,2].

Huas conpoBoauTe/IbHAs Tepanus
DakTopsl pocTa
e He pexoMeHnayercsi Ha3Hau€HHWE TMallMEHTaM IpPENapaToB TIPaHYIOLMUTAPHBIX
kosonuectumysupyromux (akropos (I'-KCD**) uwu na oxunom stame sedenuss OJIJL

Hckmrouenne cocrapisitor JIb 6e3 mopaxkenus KM, mnpu  KOTOPBIX BO3MOXKHO

ucnoiss30Bath [ -KCD** ¢ 11en1p10 COXpaHEHUsT CPOKOB BBIMOJIHEHHUs TpoTokoia [1,2].

YpoBenb yOeauteqbHOCTH pekomeHaanmii — C  (ypoBeHb /10CTOBEPHOCTH
0KA3aTEIbCTB — 5).

KommenTapum: 6 Oonvuuncmee egponeickux HayuoHanvhvlx npomokonax I-KCD
UCNONIL3Yemcsl ¢ NPOPUIAKMUYECKOT Yelblo 8 npoyecce UHOYKYUU U KOHCOAUOAYUU PEMUCCUU.
IMoxaB/ieHHe MEHCTPYAllUH U COXpaHeHHEe (PepTHIBHOCTH

e V Beex xkeHmuH ¢ OJIJI B mpeMeHomnay3e pekoMeHayeTcsl [10/IaBJIeHNe MEHCTpYyalui ¢

LeTIbI0 MUHHMH3AIIUH PUCKOB KPOBOTeUeHHUs Ha poHe TpomOoruTonenun [118]

YpoBenb yOeauteqabHOocTH PpekoMmeHaanmii — C  (ypoBeHb /0CTOBEPHOCTH
I0KA3aTEIbCTB — 5).

O0e300/1MBaOLIas Tepanus
e [Ipu BO3HUKHOBEHHWH OCTPOTO WM XPOHUYECKOTO OOJIEBOTO CHHAPOMA MAIHEHTY

PEeKOMEHAYeTCsl TIPOBOIUTH 00€300MBAIONIYI0 TEPAIHIO COTJIACHO CYIIECTBYIOUIHM

pOTOKOIaM 00e3007MBaHusl (CM. COOTBETCTBYIOIINE KIMHMYECKHE PEKOMEHIAIMU 10

XPOHUYECKON 00JIH, KIMHUYECKUE PEKOMEHJAIMU 110 aHECTE3UOJIOTUH), B TOM YHUCIIE, IO

MOKa3aHUsAM, C TPUMEHEHHEM HapKOTHUYECKUX U TICUXOTPOIHBIX JIEKAPCTBEHHBIX

npemnaparos [1,2,4,5,119].

YpoBenb yOeauteqabHOCTH PpekoMmeHaanmii — C  (ypoBeHb /A0CTOBEPHOCTH
0KA3aTeIbCTB — 5).

Cnedyem yuecmn, umo y nayueHma mo2ym 6bimv HeCmaHoapmHule npossieHus: 601e3HuU,
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a makotce couemarue KOHern’ZHOﬁ bonesnu c ()pyeu/wu namoJyiocuiamu, 4mo mooncem OUKmMosamo
Jedawemy epady USMEHEHUs 6 dajleopunime 6bl60pa ONMUMAIbHOU MAKMUKU OUACHOCIUKU U

JIeYEHUAL.

4, MeamuuHcKAasi peaduaMTanus, MeIUIMHCKHE NOKA3aHUs U
NMPOTUBOINOKA3aHMs K IPUMEHEHHI0 METOI0B PeaduJInuTaAIMU

Cneyuanvuvix memooog peadbunumayuu npu OJIJI ne cywecmsyem.

e PexoMeHnayercsi TalUeHTaM TMPOBEACHHWE pPEAOWIMTAMM TIPU  BO3HUKHOBEHUU
OCIIOKHEHUH mociie 3aBepiieHus mporpamMmel Tepanuu OJIJI B paMkax COOTBETCTBYIOIINX
Hozojoruii [120,121].

YpoBens yOenurTeabHOCTH pexkoMenganuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5).
KoMmenTapuu: nocie okoHuanus JieyeHus peKxomeHOyemcs eecmu 300posblil 0opas

IHCU3HU, UCKTIIOYUMb UHCOJIAYUUIO U qbu3uomepanesmuqea<ue npouedypbl.

5. [IpopunakTuka u ucnaHcepHOe HAOIIOeHUe, MeIUIMHCKHE OKA3AHNS U
NPOTUBONOKA3aHNS K MIPUMEHEHUI0 METOA0B NPOPUIAKTUKH

Ipoghunaxmuxu eosnuxnosenus OJIJI ne cywecmayem.

e PexoMmenayercst nocie okoH4aHUs mporpammel Tepanuu OJIJI BBIMONHATE Hccnea0BaHne
OAK xkaxaplii Mecsill B TEUEHHE MEePBHIX 2 JIeT U 3aTeM | pa3 B 2—-3 MecsIa 10 5 et ot
HavaJia JICUCHHUs C [eNIbI0 PAaHHETO BBISIBICHUS peluanBa 3adbonesanus [1,2,4,5].
YpoBens yOenurTeabHOCTH pexkoMenganuii — C  (ypoBeHb [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5).

e PexoMenayercsi mocie okoH4aHus nporpamMmbl Tepanuu OJIJI B TeueHue nepBoro rojaa
BBITONIHATH MyHKIMU KM 1 pa3 B 3 Mec, ganee — 1 pa3 B 6 mec B TedeHHe 2-ro roja, gajiee
— 1 pa3 B roa 710 5 et HAOIIOAEHUS C IENIBI0 AMHAMUYecKoro Habmoaenus [1,2,4,5].
YpoBenb yOenurTejJbHOCTH pexkoMenganmuii — C  (ypoBeHb [10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5).
KommenTapuu: sunennanosoe uccneoosanue KM nokaszano npu eviasnenuu 100bix
usmeHenuti cemocpammsl. bonvuwuncmeo peyuoueos npoucxoosm 6 meuenue 1—5 nem nocne

OKOHYAHUA mepanuu.
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6. Opranu3anusi OKa3aHusi MeIUIMHCKOH MOMOIIH

MenuuuHCcKas IOMOIIb, 332 UCKIOYECHUEM MEIUIIMHCKOM IIOMOIIY B PaMKaX KJIMHUYECKON
anpoOary, B COOTBETCTBUH ¢ (eaepanbHbiM 3akoHOM oT 21.11.2011 Ne 323-®3 (pexn. ot
25.05.2019) «O06 ocHOBax OXpaHbI 3I0pPOBbs Tpaxaad B Poccuiickoit deaepanumy OpraHu3yeTcs
U OKa3bIBACTCS:

— B COOTBETCTBUHU C MOJOXKEHUEM 00 OpraHU3alMM OKa3aHHUs MEAMIIMHCKON MOMOIIU IO
BUJAM MEIUIIMHCKOH TIOMOIIHM, KOTOPOE YTBEPXKAAETCS YIOJIHOMOYEHHBIM (herepaibHbIM
OpPraHOM HCIIOJHUTEIBHON BIIACTH;

— B COOTBETCTBMM C TOPSJKOM OKa3aHHs IOMOLIM IO MNPO(UII0 «reMaToIOoTUs»,
00s13aTeNbHBIM JIJISI HCTIONTHEHHST Ha TeppuTopun Poccuiickoii denepaui BCeMU METUIIMHCKUMU
OpraHu3alusIMy;

— Ha OCHOBE HACTOSIIUX KIMHUYECKUX PEKOMEHIALNNT;

— C y4eTOM CTaHAApTOB MEIULMHCKON IOMOIIM, YTBEP)KICHHBIX YIOJIHOMOYEHHBIM
(benepaabHbIM OPraHOM HCIIOJIHUTEIBHON BIIACTH.

[lepBuuHas crnienMaau3MpoOBaHHAs MEIMKO-CAaHUTApHAs MOMOILb OKa3bIBAETCS BPAYOM-
remMaTtoJioroM U HMHBIMU  BpadaMH-CIIEHUAIMCTaMH B I[EHTpe  amOyJaTOpHOM
reMaToJI0rMUECKOW/OHKOIOTHUECKON IIOMOIIH 1100 B IEPBUYHOM
reMaToJOrMYECKOM/OHKOJIOTHYECKOM KaOWHEeTe, MEePBUYHOM TI'eMaTOJIOIMYECKOM OTJIEJIEHUH,
MTOJIMKJIMHUYECKOM OTJIEJICHUN OHKOJIOTMYECKOTO TUCIIaHCepa.

[lpu BBISBICHUU y OOJBHOTO BOJIOCATOKJIETOYHOrO Jieiiko3a (manmee — BKJI) wmm
MI0JIO3PEHUH Ha HEro Bpayu-TepareBThl, BpauM-TE€PAINEeBThl yUACTKOBbIE, Bpaun OOLIeH MPaKTHKH
(cemeiiHble Bpaun), Bpauu-CHELUAIUCTHI, CPEAHNE METULIMHCKUE PAOOTHUKU B YCTAaHOBIEHHOM
MOpAJKE  HAOpaBisAlOT  OOJIBHONO  HA  KOHCYJNbTALlMIO B LEHTp  amMOyJlaTOpHOM
reMaToJIOrMueCcKOi/OHKOJIOTHYECKOW MOMOIIH JUO0 B MEPBUYHBIA T€MaTOJIOTUYECKUN KaOUHET,
IIEPBUYHOE T'E€MATOJIOTMUECKOE OTJEIEHHE MEIMIMHCKONW OpraHu3allid JUIsl OKa3aHusd €My
MIEPBUYHON CIIENNAIN3UPOBAHHON MEIUKO-CAHUTAPHON TOMOLIH.

Bpau-remaronor aMOyaTOpHOTO WK CTallHOHAPHOTO 3BEHA FeMaTOoI0rH4eCKON TOMOIIIH
OpraHM3yeT BBINOJIHEHHE AUArHOCTHMYECKHUX HCCIEAOBaHUN, HEOOXOAMMBIX JUIsl YCTaHOBJICHUS
JIMarHo3a, BKJII0Yasl pacpOCTPAHEHHOCTh M CTa/INI0 3a00JI€BaHUS.

B ciydae HEBO3MOXXHOCTM NPOBEICHMS JAMArHOCTUYECKMX MCCIENOBAaHUN NALMEHT
HaIIPABJIACTCS JICYAUM BPadyOM B MEIULUHCKYI0 OPTaHU3aLNI0, OKA3BIBAIOILYI0 MEIULIUHCKYIO
MIOMOIIlb OOJIBHBIM € Te€MaTOJIOTMYECKMMHU 3a00JI€BaHUSAMHU JUIsl YCTAHOBJIEHUS JMAarHo3a H
OKa3aHUs CHELUATN3UPOBAHHOM, B TOM YHCJIE BBICOKOTEXHOJIOTUYHOM, MEIULIMHCKOM TOMOIIH.

ITpu BeisiBnennu BKJI nnu nono3peHnn Ha HEro B XOJ€ OKa3aHUsl CKOPOM MEAMIIMHCKON

oMo 0oJILHOrO IEPEBOJAAT WJIKM HAIIPaBJIAOT B MEAWIUWHCKNUEC OpPraHu3annuy, OKa3bIBArOIHEC
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MEIUIIMHCKYIO MOMOIIL OOJIbHBIM C T€MaTOJIOTMYECKUMHU 3a00JeBaHUSMU, UIsI OMpeesieHus
TaKTUKM BEAECHHUA M HEOOXOAMMOCTHM IPUMEHEHUS JOINOJHUTEIBHO JPYIMX METO/I0B
CIEMAIM3UPOBAHHOIO IPOTUBOOITYXOJIEBOIO JIEUEHUSI.

Cnenuanu3upoBaHHasi, B TOM YHCIIE BBICOKOTEXHOJIOTMYHAs, MEAMIIMHCKAs MOMOUIb
OKa3bIBAETCSI BpayaMU-TEMATOJIOTaMH B  MEIMLMHCKUX OpPraHU3alMsaX, OKa3bIBAIOIIHUX
MEIHUIIMHCKYI0 TIoMoIb 00ipHBIM BKJI, MMeOmmx IUICH3UI0, HEOOXOIUMYI0 MaTepuaIbHO-
TEXHUYECKYIO 0a3y, CepTU(HUIIMPOBAHHBIX CIIEHIUAINCTOB, B CTAIIMOHAPHBIX YCIOBUAX U YCIOBUSIX
JHEBHOTO CTallMOHapa W BKIOYaeT B ce0sd MNpoQHUIAKTUKY, JHUArHOCTUKY, JICUEHUE
reMaToJIOTMUeCKUX 3a0o0JieBaHUM, TPEOYIOIIUX HCIIOIb30BAHMS CIEHUAIbHBIX METOAOB U
CJIOKHBIX YHUKAJIbHBIX METUIIUHCKHUX TEXHOJOTUH, a TAKXKE MEIULIUHCKYIO PEabMINTALIUIO.

B MeaunuHckol opraHusanuy, OKa3blBaroIIed MEIULMHCKYI0 MoMollb 00ibHbIM BKII,
TaKTHKa MEAMIMHCKOTO OOCIEOBAaHUS U JICYCHHs YCTAHABIMBACTCS BpauaMHU-TEeMaTOJIOraMH C
MPUBJICYEHUEM TPU HEOOXOAUMOCTH APYTUX Bpauei-CHelHaTuCTOB, MPU HEOOXOIUMOCTH C
MPOBEJICHUEM KOHCWIMyMa. PemieHue KOHCMiIMyma Bpadedl oQoOpMIIsieTcss IMPOTOKOJIOM,
MO/NKCHIBAETCS YYaCTHUKAMU KOHCHUJIMYMa Bpauell M1 BHOCUTCS B MEAULIMHCKYIO JOKYMEHTAIUIO
O0JIBHOTO.

[TokazaHus K rocIUTAIA3AIMY B KPYTJIOCYTOUHBINA MJIA THEBHOM CTAllMOHAP MEIUIIMHCKOMN
OpraHM3aliy, OKa3bIBAIOLIEH CIEeNHaIN3uPOBAHHYIO, B TOM YHCJIE BBICOKOTEXHOJIOTUYHYIO,
MEIAUIMHCKYI0 ~ MOMOIIb N0  HpOQUII0  «OHKOJOTUS»  ONPEAENAIoTCS  BpauoM-
reMaToJ0rOM/KOHCUJIMYMOM Bpaueil ¢ MpHBJIEYEHHUEM INpPH HEOOXOAMMOCTH IpPYTuX Bpaueii-
CHELUATUCTOB.

IMoxa3zanus 11 NJIAHOBOW rOCIUTAIU3ALNH:

1. Ilono3penue/ycranosnenue guarnosa OJI.
2. lnarnoctuka peruausa OJLL.
3. [IpoBenenue ouepeanoro kypca X T B yCIOBUAX KPYTIIOCYTOYHOTO JIMOO THEBHOT'O CTAllMOHAPA.
4. IIposenenue 3amnanuposanHon TI'CK.
5. BoinonHeHne MiIaHOBBIX XUPYPTUYECKUX BMEIIATENIbCTB.
6. BrinonHeHre MIaHOBBIX KCTPAKOPIOPATBLHBIX METO/IOB OUUIIEHUS KPOBU U 3aMECTUTEIHHON
[IOYE€YHON TEPAINH.
7. IIpoBeneHune 3aMecTUTEIHLHON TEMOKOMIIOHEHTHOM Tepanui.
IHoka3anus 1J151 IKCTPEHHOMN TOCIIUTAIM3AIUN:
Heotnoxubie cocrosinus y nanuentoB ¢ OJIJI u mpu nono3penuun Ha OJI:
— nedixoruTos 6omee 100 x10%n
— (eOpupHas MTUXOpaaKa U WHOEKIIMOHHBIC OCIOKHEHMs Ha ()OHE HEHUTPOIIGHUH TOCIe Kypca

XT;

66



— TEMOPPArUYECKUA CUHAPOM;

— TPOMOOTHYECKUE OCIIOKHEHHUS,

— HE0OX0IMMOCTb NMPOBEACHUS HIKCTPEHHOM 3aMECTUTEILHON T€MOKOMIIOHEHTHOM Teparuu,

— JpyrHue CUCTEeMHbIE HapyIIeHUs, OOYCIOBJICHHbIE TECYEHHWEM OCHOBHOTO 3a00JIeBaHUS WM
pa3BUBILKECS BCIEICTBUE IPOBEACHHOIO JICUEHUSI.

IMoka3aHus K BbINUCKE MAIMEHTA U3 CTALIMOHAPA:

1. BoccraHoBneHue Tokasateneii nepudepudeckoil kposu (Jeiikonuts 6omee 1 x 10%m,
rpanyIormTs 6omee 0,5 x 10%1, TpomGormTh Gonee 50 x 10%/1, remorno6un 6oxee 80 /1) moce
ouepenHoro Kypca XT.

2. Hopmotepmus B Te4eHHE 3—5 CyT U OTCYTCTBHE HEKOHTPOIUPYEMBIX HH(EKIIMOHHBIX
OCJIO)KHEHUH B IOCIEKYPCOBOM MEPHO/IE.

3. KynupoBanue reMopparuueckux OCiIOKHEHH.

4. KynupoBaHue TpoOMOOTHYECKUX OCIIOKHEHUH.

5. KymnmpoBaHue CHCTEMHBIX HapyIIeHUH, OOYCIIOBIEHHBIX TEYCHHEM OCHOBHOTO
3a00JIeBaHUS WM PA3BUBILUXCS BCIEICTBHE POBEIECHHOTO JICUCHHUS.
3aKiIoYeHne O 1eJecoo0pa3HOCTH TepeBoja OOJbHOTO B NPOPHIBHYIO MEIUIUHCKYIO
OpraHMU3aINI0 OCYIIECTBISETCS MOCIE MPeIBAPUTENHLHON KOHCYIbTAIIMH TIO MPEJOCTAaBICHHBIM
MEIUIUHCKUM JOKyMEHTaM W/WIM TPEeIBapUTEIILHOTO OCMOTpa OOJBHOTO BpadyamMu —
CTIENUANMCTAMHA MEIUIIUMHCKONW OPTaHU3aINH, B KOTOPYIO TUITAHUPYETCS TIEPEBOI.

[Tepen HavamoM MPOBEECHUS TEPANTUU PEKOMEHAYETCs] HHPOPMHUPOBAThH BCEX MAIUEHTOB O PUCKE
Oecrioius mocie MPOBEACHUS TePAUK U TOTEHIIUAIBHBIX METO/IaX COXpaHeHUs PepTUIIHLHOCTH,
a TaKke 0 HEOOXOJAWMOCTH HCIOJB30BaHUS d(H(HEKTUBHBIX METOJOB KOHTpAIEINU B TCUCHHE

MHWHUMYM OAHOTO roaa rnocjic 3aBEpuICcHusa TCparunu.

7. JonosHuTebHast MHPopManusa (B TOM 4Yucje (PAKTOPbI, BJUAIIINE HA

HCXO0/1 3200/1€BAHUS WJIH COCTOSTHMS)
IHo1HOEHHOE CO0/TI0IeHHE TPOTOKOJIOB JieYeHHs (PeKUMA Tepanum)

Cnocobnocme 3asepuiums NOAHBIU KYPC UHOVKYUOHHO-KOHCOAUOAYUOHHOU Mepanuu 8
meuenue yKa3aHHo20 Nepuooa 8pemMeHuU, d 3amem 6bINOJHAMb NOO00EPAHCUBAIOWYI0 MePanulo 6
NOIHOM  obOveme  A81Aemcsi  YemKUM  NPOSHOCMUYEeCKUM  (aKkmopom,  HeoOHOKPAMHO
NPOOEMOHCMPUPOBABULUM CE80TO 3HAYUMOCMb 8 poccutickux uccaedosanusx. C smotl Konyenyuetu

coenacuel u  3apybedxcHvle uccireoogamenu. Aoexeamnoe XT 6o30eticmeue ocmaemcs
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@ynoamenmom ycnewnoco aevenus. K coocanenuro, Headekeamuocms blNOIHEHUS NPOMOKOIO8
Jleyenus 00 Cux AGNAemcs OOHOU U3 OCHOBHBIX NPUYUH 3HAYUMETbHO MeHbulell I pekmuenocmu
neuenus nayuenmog ¢ OJI 60 MHOUX 2eMaMON0SULECKUX YeHMPAX.

TaprerHasi Tepanust

Ilpoepecc 6 uzyuenuu monexynapuozo namoeenesa OJIJI npusen k paspabomike HOBbIX
Map2emHuIX NPenapamos, m. e. MOAeKyl, MeXaHusm Oeucmaus Komopvix C6a3aH C 6IUAHUEM HA
benku, hyHKYUs KOMOPLIX USMEHAEMCs 8 pe3yibmame Mymayuu uiy mpauciokayuu. Hanpumep,
2eHemuyecKue UBMEHEeHUs NpUusoosim K MYMmayusim 6 2eHax, aKmuUpywux Kackaobvl
mpancoykyuu cuenana (nanpumep, IKZF1, JAK, PDGFRB, FLT3, KIT, RAS), ciusnuio 2enoé umu
Mymayusim, NPUBOOAWUM K NOBBIUEHUIO UMU YCHEeMeHUI0 MPAHCKPUNYUOHHOU AKMUBHOCIU
(nanpumep, BCR-ABL, CEBPA), umu x napywenuro @ynkyuu 2eHos, 6061€4eHHbIX 6 nepeoayy
cuenana (nanpumep, NUP98). Xoms 0ns nexomopwvix npenapamos, Oeucmeyiowux Ha
MONEKVIAPHOM Ypo8He, U Ovlia npodemoncmpuposana 3¢pgexmusnocme npu OJII, yowce Ha
cmaouu KU 6v110 noHamuo, ymo O0IbUWUHCINBO U3 HUX HEOOX0OUMO UCHONb308AMb 68 COUYEeMAaHUU

co cmanoapmuuiMu yumocmamuyeckumu npenapamamu [11, 28-33, 111].
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8. Kputepum oneHkH kayecTBa MeAMUNHCKONA MOMOIIU

Kpurepun kavyectBa

Yyp

YA

Brmonaen OAK ¢ moacyerom neiikonutapHoil (GopMyssl U
OIpeielIeHueM YHciia TPOMOOLIUTOB

BrimonHeHO 1MTONIOrMYECKOE HccienoBaHue Mazka KM
(MuenorpamMma) U3 CTEpPHAJILHOTO MMyHKTATa

Beinonneno LIUTOXUMHUYECKOE UCCIIeIOBaHHE
mukponpenapara KM (6aactapix kietok KM)

BBIMOIHEHO CTaHJAPTHOE HUTOTNCHETHYECKOE HCCICIOBAHHE
(xapuotun) acnupata KM (B TOM uyuclie BBIIIOJIHEHO
UCCIICIOBAaHKE IS IETEKIUHU TpaHciaokauu t(9;22) u t(4;11))

BrimonHeHO UMMMYHO()EHOTHIIMPOBAHHE T'€MOIMOITUYECKUX]
KJIETOK-TIpeauecTBeHHUI B KM

Brimonnena KT rosoBbel, opraHoB TpyAHOM U OpIOIIHON
OJIOCTEN

BrinosiHEHA CIMHHOMO3roBasi MYHKIUSA C LUTOJIOTMYECKUM
WCCIICIOBAHUEM  KJIIETOK  CIIMHHOMO3IFOBOM  KUIKOCTH
(MHKPOCKOITUYECKOE HCCIIEI0BAHUE CIIMHHOMO3T0BOM
JKUJIKOCTH, TIOJICUET KJIETOK B CYETHOM Kamepe)

[TanueHnty BO BpeMs epBOi JUarHOCTUYECKOU
CIIMHHOMO3IOBOM ITyHKLIMHM BBIIOJHEHO HHTPATEKAIBHOE
BBCJICHUE XUMHUOIIPENApATOB

B3spocnomy nauuenty ¢ Ph-ueratusuasiv OJIJI mposenena UT,
COTJIaCHO OJTHOMY u3 JIBYX MIPUHITUTIOB
XUMHOTEPAIEeBTUYECKOr0  BO3JEHCTBUA: 1) HMMIIyJIbCHOE,
BBICOKO/IO3HOE C Mocye Ty roIei MTOCTOSTHHOM
nojanepkuBaroieil tepanueii (nporpamma Hyper-CVAD); 2)
Oonee TpamuiMoHHOe (cTaHmapTHOe) — 8-9-HemenbHas
HEMpepbIBHAS UHAYKLHUS C TOCIEIYIOUMMH HEOJTHOKPAaTHBIMY
BBICOKOJIO3HBIMH ~ MHUEIOA0ISATUBHBIMH ~ KypcamMH ¥ B
MOCJEIYIONEM — MOJIEP>KUBAIOIINM JICUCHUEM

10

BrimonHeH BBIOpaHHBIN A7 TaHHOTO TAIMEHTa MPOTOKOM C
HEYKOCHUTEIBLHBIM COOTIOJIECHUEM BPEMEHHOTO PETJIaMeHTa

11

[TanMenTy, HE3aBUCHMO OT MIPUMEHSIEMOT0 POTOKOJIA (Kpome
Tepanuu  3penoro  BapuaHta  B-OJUJI),  BeimonHeHo
HNOJJICP/KUBAIONIECE JICYEHUE, COCTOAIIEE: U3 €KEAHEBHOIO
npueMa MepKanTonypuHa™*, mertorpekcaTa** (103upoBKa
COIJIACHO TPOTOKONYy) — | pa3 B HeAemto, IyJIbCOB
[IIFOKOKOPTUKOCTEPOUIHBIX TOPMOHOB U BUHKpPHUCTHUHA™* — 1
pa3 B MecsI|

12

[lanmenty ¢ OJUJI/JIBJI w3 rpynmbl BBICOKOTO pHCKa JIMOO
nanuenty ¢ OJUI/JIBJI mpu peunnuBe 3a0oieBaHms, a TaKKe
X CHOJMHraM BBHIOTHEHO ompeneneHne HLA-aHTHTeHOB C
[[eJIbI0 TTOMCKa MOTEeHIUaIbHOTO JoHOpa KM

13

HaLII/IeHTy Ha JTaliax I/IH,Z[yKLII/II/I U KOHCOJINOAaInun nepeﬂ
Ha4yaJIoM KaXXJOoro Iocieayromero 3Tana auo6o 1 pa3 B 2
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Mecsilla  BBIMIOJIHEHO KOHTPOJIbHOE — uccienaoBanne KM
(mosydenue nuTooruueckoro npemnapara KM myrem myHKIHHA
(cTrepHanpHas MYHKIUS) U LUATOJOTHYECKOE HCCIIEI0BAHUE
Mazka KM (MuenorpaMmma) U3 CTepHaIbHOTO ITyHKTATa)

14

[Taniuenty Ha (oHe mommepkuBaromeld Tepanmuu 1 pa3 B 3
Mecslla B TeUeHUe 2 JIeT W B JlajbHEUIIEeM, MOCIe CHATHUS C
JIedeHus1, KaXKble MoJIroja A0 3 jeT HaOII0ACHHS! BBIIIOJIHEHO
KOHTPOJIbHOE HCCIICIOBAHUE KM (mosydenue
nuTojoruyeckoro  mpemapara KM mytemM  myHKIUH
(cTrepHanpHas MYHKIUs) W LUTOJIOTHYECKOE HCCIIEI0BAHKE
Mazka KM (MuenorpaMmma) U3 CTepHaIbHOTO ITyHKTATa)

15

[Tatmenty c¢ moszmaum peuuguBoMm OJUJI/JIBJI HasHauena)
crangaptHas tepanust OJUI 1-it nunun

70




10.

11.

12.

13.

14.

Cnucok Jureparypsbl
[TporpammMHuoe nedenue 3ab6oneBanuii cucreMbl KpoBu: COOPHUK aITOPUTMOB TUATHOCTUKU
U MPOTOKOJIOB JieueHus 3aboneBanuii cucteMbl KpoBu. [lox pen. B.I'. CaBuenko. 2012.
1056 p.
CaBuenko B.I'., IlapoBuunukoBa E.H. Octpeie neiiko3sr // Kiouaudeckas
OHKOTeMaTOJIOTHUS: pyKOBOJCTBO 1715 Bpaueid. [Tox pen. Bonkosoit MLA.. 2-e u3., mepepad.
u gom. 2007. P. 409-502.
Swerdlow S.H. et al. WHO classification of tumours of haematopoietic and lymphoid
tissues. Revised 4th ed. Lyon, France: International Agency for Research in Cancer (IARC)
/ ed. Swerdlow SH, Campo E, Harris NL, Jaffe ES, Pileri SA, Stein H T.J. 2017. 585 p.
Brown P.A. et al. NCCN Clinical Practice Guidelines in Oncology. Acute Lymphoblastic
Leukemia. Version 2.2019. 2019. 115 p.
Gokbuget N. et al. Recommendations of the European Working Group for Adult ALL
(EWALL) // UNI-MED Verlag AG. 2011. 204 p.
Pymsaiies A.I'. DBomrorust jiedeHus: octporo nTuM¢GoOIacTHOTO Jeiiko3a y JeTei:
SMIOHUpPUYECKUE, OHOJIOTMYECKHME W  OpraHu3allMOHHBIE acnekTsl //  Bompockl
reMaToJIOTMH/OHKOJIOTUY U UMMYyHoIaTojoruu B neguarpun. 2015. Vol. 14, Ne 1. P. 5-15.
Macuan M.A., MskoBa H.B. Octpslif tumdoOGiacTHblil seiiko3 y nereii / Bmecte npotus
paka. 2006. Vol. 1-2. P. 50-63.
Axmep3aeBa 3.X. et al. DOuaeMHOIIOTHYECKOE HCCIEIOBAHUE OCTPHIX JIEMKO30B B
oTaenbHBIX peruonax Poccuiickoit denepanmu // I'ematonorus u tpancdysuomnorus. 2014,
Vol. 59, Ne S1. P. 13-14.
Burmeister T. et al. Patients’ age and BCR-ABL frequency in adult B-precursor ALL: A
retrospective analysis from the GMALL study group // Blood. 2008. Vol. 112, Ne 3. P. 918—
9109.
Burkitt D.P. The discovery of Burkitt’s lymphoma. // Cancer. 1983. Vol. 51, Ne 10. P. 1777—
1786.
Rowe J.M. Prognostic factors in adult acute lymphoblastic leukaemia. // Br. J. Haematol.
2010. Vol. 150, Ne 4. P. 389-405.
Hoelzer D. et al. Prognostic factors in a multicenter study for treatment of acute
lymphoblastic leukemia in adults. // Blood. 1988. Vol. 71, Ne 1. P. 123-131.
Lazarus H.M. et al. Central nervous system involvement in adult acute lymphoblastic
leukemia at diagnosis: results from the international ALL trial MRC UKALL XII/ECOG
E2993. // Blood. 2006. Vol. 108, Ne 2. P. 465-472.

Bassan R., Maino E., Cortelazzo S. Lymphoblastic lymphoma: an updated review on

71



15.

16.

17.

18.

19.

20.

21.

22.

23.

24,

25.

26.

217.

28.

biology, diagnosis, and treatment. // Eur. J. Haematol. 2016. Vol. 96, Ne 5. P. 447-460.
Cortelazzo S. et al. Lymphoblastic lymphoma. // Crit. Rev. Oncol. Hematol. 2017. Vol. 113.
P. 304-317.

Oken M.M. et al. Toxicity and response criteria of the Eastern Cooperative Oncology Group
// Am. J. Clin. Oncol. 1982. Vol. 5, Ne 6. P. 649-655.

Roila F. et al. Intra and interobserver variability in cancer patients’ performance status
assessed according to Karnofsky and ECOG scales // Ann. Oncol. Oxford University Press
(OUP), 1991. Vol. 2, Ne 6. P. 437-4309.

Kornberg A., Polliack A. Serum lactic dehydrogenase (LDH) levels in acute leukemia:
marked elevations in lymphoblastic leukemia // Blood. 1980. Vol. 56, Ne 3.

Olgar S. et al. Electrolyte abnormalities at diagnosis of acute lymphocytic leukemia may be
a clue for renal damage in long-term period. // J. Pediatr. Hematol. Oncol. 2005. Vol. 27,
Ne 4, P. 202-206.

Ku G.H. et al. Venous thromboembolism in patients with acute leukemia: Incidence, risk
factors, and effect on survival // Blood. 2009. Vol. 113, Ne 17. P. 3911-3917.

Nur S. et al. Disseminated intravascular coagulation in acute leukaemias at first diagnosis.
// Eur. J. Haematol. 1995. Vol. 55, Ne 2. P. 78-82.

Tornebohm E. et al. Bleeding complications and coagulopathy in acute leukaemia. // Leuk.
Res. 1992. Vol. 16, Ne 10. P. 1041-1048.

[ancrsan .M. et al. TpomGoremopparuueckue 0CiI0KHEHUS P JE€YeHUH OOJIBHBIX OCTPBIM
auMdobaacTHeIM Jeiiko3oMm L-acnaparunaszoit. / Knunauueckas onkoremaronorus. 2018.
Vol. 11, Ne 1. P. 89-99.

Coiffier B. et al. Guidelines for the management of pediatric and adult tumor lysis
syndrome: An evidence-based review // Journal of Clinical Oncology. 2008. Vol. 26, Ne 16.
P.2767-2778.

Ratner L. et al. Adverse prognostic influence of hepatitis B virus infection in acute
lymphoblastic leukemia. // Cancer. 1986. Vol. 58, Ne 5. P. 1096-1100.

Bianco E. et al. Prevalence of hepatitis C virus infection in lymphoproliferative diseases
other than B-cell non-Hodgkin’s lymphoma, and in myeloproliferative diseases: an Italian
Multi-Center case-control study. // Haematologica. 2004. Vol. 89, Ne 1. P. 70-76.
Bapauex H.M. KnuHuko-6akTepnosiorndyeckue acneKThl HapyIIeHWH MHKpPOOHMOIIeH03a
KUIIEYHHUKA Y JIeTel ¢ OCTphIM JUM(OOIACTHRIM JIeHK0o30M. JluccepTalys Ha COMCKaHHUe
yUeHOH CTereHH KaHauaaTa Meaunuackux Hayk. 2010. 150 p.

Leahy M.F., Mukhtar S.A. From blood transfusion to patient blood management: a new

paradigm for patient care and cost assessment of blood transfusion practice. // Intern. Med.

72



29.

30.

31.

32.

33.

34.

35.

36.

37.

38.

39.

40.

J.2012. Vol. 42, Ne 3. P. 332-338.

Thomas X. et al. Bone marrow biopsy in adult acute lymphoblastic leukemia:
morphological characteristics and contribution to the study of prognostic factors. // Leuk.
Res. 2002. Vol. 26, Ne 10. P. 909-918.

Krober S.M. et al. Acute Ilymphoblastic leukaemia: Correlation between
morphological/immunohistochemical and molecular biological findings in bone marrow
biopsy specimens // J. Clin. Pathol. - Mol. Pathol. 2000. Vol. 53, Ne 2. P. 83-87.

Olsen R.J. et al. Acute leukemia immunohistochemistry: a systematic diagnostic approach.
/I Arch. Pathol. Lab. Med. 2008. Vol. 132, Ne 3. P. 462-475.

Bene M.C. et al. Proposals for the immunological classification of acute leukemias.
European Group for the Immunological Characterization of Leukemias (EGIL). //
Leukemia. 1995. Vol. 9, Ne 10. P. 1783-1786.

McKenna R.W. et al. Immunophenotypic analysis of hematogones (B-lymphocyte
precursors) in 662 consecutive bone marrow specimens by 4-color flow cytometry. // Blood.
2001. Vol. 98, Ne 8. P. 2498-2507.

Moorman A. V et al. Karyotype is an independent prognostic factor in adult acute
lymphoblastic leukemia (ALL): analysis of cytogenetic data from patients treated on the
Medical Research Council (MRC) UKALLXII/Eastern Cooperative Oncology Group
(ECOG) 2993 trial. // Blood. 2007. Vol. 109, Ne 8. P. 3189-3197.

Moorman A. V et al. A population-based cytogenetic study of adults with acute
lymphoblastic leukemia. // Blood. 2010. Vol. 115, Ne 2. P. 206-214.

Yilmaz M. et al. Philadelphia Chromosome-Positive Acute Lymphoblastic Leukemia in
Adults: Current Treatments and Future Perspectives // Clinical Advances in Hematology &
Oncology. 2018. Vol. 16.

Angi M. et al. The t(8;14)(g24.1;932) and its variant translocations: A study of 34 cases //
Hematol. Oncol. Stem Cell Ther. King Faisal Specialist Hospital and Research Centre,
2017. Vol. 10, Ne 3. P. 126-134.

Cimino G. et al. The therapeutic response and clinical outcome of adults with
ALL1(MLL)/AF4 fusion positive acute lymphoblastic leukemia according to the GIMEMA
experience // Haematologica. 2010. VVol. 95, Ne 5. P. 837-840.

Gazzola A. et al. The evolution of clonality testing in the diagnosis and monitoring of
hematological malignancies // Therapeutic Advances in Hematology. 2014. Vol. 5, Ne 2. P.
35-47.

Thomas X., Le Q.-H. Central nervous system involvement in adult acute lymphoblastic
leukemia. / Hematology. 2008. Vol. 13, Ne 5. P. 293-302.

73



41.

42.

43.

44,

45.

46.

47.

48.

49,

50.

51.

52.

53.

Aguirre-Guillén W.A. et al. Omics techniques and biobanks to find new biomarkers for the
early detection of acute lymphoblastic leukemia in middle-income countries: a perspective
from Mexico // Boletin Medico del Hospital Infantil de Mexico. Masson-Doyma Mexico,
S.A., 2017. Vol. 74, Ne 3. P. 227-232.

Herrmann J. et al. Evaluation and management of patients with heart disease and cancer:
Cardio-oncology // Mayo Clin. Proc. 2014. Vol. 89, Ne 9. P. 1287-1306.

Roberts A.S. et al. Extramedullary haematopoiesis: radiological imaging features // Clinical
Radiology. 2016. Vol. 71, Ne 9. P. 807-814.

Soylu A.R. et al. Overt gastrointestinal bleeding in haematologic neoplasms // Dig. Liver
Dis. 2005. Vol. 37, Ne 12. P. 917-922.

Hummel M. et al. Diagnostic yield of bronchoscopy with bronchoalveolar lavage in febrile
patients with hematologic malignancies and pulmonary infiltrates. // Ann. Hematol. 2008.
Vol. 87, Ne 4. P. 291-297.

Sengar M. et al. Whole Body PET-CT In Management Of Lymphoblastic Lymphomas In
Adults: Does It Have a Prognostic Impact? // Blood. American Society of Hematology,
2013. Vol. 122, Ne 21. P. 4314-4314.

Khaled S.K., Thomas S.H., Forman S.J. Allogeneic hematopoietic cell transplantation for
acute lymphoblastic leukemia in adults // Current Opinion in Oncology. 2012. Vol. 24, Ne
2. P. 182-190.

Ribera J.M. Allogeneic stem cell transplantation for adult acute lymphoblastic leukemia:
When and how // Haematologica. 2011. Vol. 96, Ne 8. P. 1083—-1086.

Woitek R. et al. Radiological staging in pregnant patients with cancer // ESMO Open. 2016.
Vol. 1, Ne 1. P. €000017.

Oxmatr B.A. et al. MH}peKIMOHHBIE OCIOXHEHHUS Y B3POCIBIX OOJIBHBIX OCTPBIMU
auM(OOIAaCTHBIMU JIEWKO3aMH Ha Pa3HbIX 3Tamax XMMUOTepanuu 1o mporokonxy OJLJI-
2009. // Oukorematomorus. 2017. Vol. 12, Ne 3. P. 31-40.

Biswal S., Godnaik C. Incidence and management of infections in patients with acute
leukemia following chemotherapy in general wards // Ecancermedicalscience. ecancer
Global Foundation, 2013. Vol. 7, Ne 1.

Toponosa MN.IO. Knunuueckuit MOHUTOPUHT MH(EKIUOHHBIX OCIOXKHEHHH Yy OOJIbHBIX
remobyacto3aMu Ha (OHE TPOrpPaMMHOM XUMHUOTepanuu. Jluccepramusi Ha COMCKAHHE
Y4YEHOU CTENEeHU KaHAuAaTa MeIuUUHCKUX Hayk. 2015. 89 p.

El Fakih R. et al. Current paradigms in the management of Philadelphia chromosome
positive acute lymphoblastic leukemia in adults. / Am. J. Hematol. 2018. Vol. 93, Ne 2. P.
286-295.

74



54,

55.

56.

S7.

58.

59.

60.

61.

62.

63.

64.

Van Dongen J.J.M. et al. Minimal residual disease diagnostics in acute lymphoblastic
leukemia: Need for sensitive, fast, and standardized technologies // Blood. American
Society of Hematology, 2015. Vol. 125, Ne 26. P. 3996—40009.

van der Velden V.H.J. et al. Analysis of minimal residual disease by Ig/TCR gene
rearrangements: Guidelines for interpretation of real-time quantitative PCR data //
Leukemia. Nature Publishing Group, 2007. Vol. 21, Ne 4. P. 604-611.

Gokbuget N. et al. Adult patients with acute lymphoblastic leukemia and molecular failure
display a poor prognosis and are candidates for stem cell transplantation and targeted
therapies. // Blood. 2012. Vol. 120, Ne 9. P. 1868—-1876.

Kantarjian H. et al. Long-term follow-up results of hyperfractionated cyclophosphamide,
vincristine, doxorubicin, and dexamethasone (Hyper-CVAD), a dose-intensive regimen, in
adult acute lymphocytic leukemia // Cancer. 2004. Vol. 101, Ne 12. P. 2788-2801.

Larson R.A. et al. A five-drug remission induction regimen with intensive consolidation for
adults with ALL // Blood. 1995. Vol. 85, Ne 8. P. 2025-2037.

Scavino H.F., George J.N., Sears D.A. Remission induction in adult acute lymphocytic
leukemia. Use of vincristine and prednisone alone. // Cancer. 1976. Vol. 38, Ne 2. P. 672—
677.

Gottlieb A.J. et al. Efficacy of daunorubicin in the therapy of adult acute lymphocytic
leukemia: a prospective randomized trial by cancer and leukemia group B. // Blood. 1984.
Vol. 64, Ne 1. P. 267-274.

Nagura E. et al. Nation-wide randomized comparative study of doxorubicin, vincristine and
prednisolone combination therapy with and without L-asparaginase for adult acute
lymphoblastic leukemia. // Cancer Chemother. Pharmacol. 1994. Vol. 33, Ne 5. P. 359-365.
Thomas D.A. et al. Chemoimmunotherapy with hyper-CVAD plus rituximab for the
treatment of adult Burkitt and Burkitt-type lymphoma or acute lymphoblastic leukemia //
Cancer. 2006. Vol. 106, Ne 7. P. 1569-1580.

Goldstone A.H. et al. In adults with standard-risk acute lymphoblastic leukemia, the greatest
benefit is achieved from a matched sibling allogeneic transplantation in first complete
remission, and an autologous transplantation is less effective than conventional
consolidation/maintenance chemotherapy in all patients: Final results of the International
ALL Trial (MRC UKALLXII/ECOG E2993) // Blood. 2008. Vol. 111, Ne 4. P. 1827-1833.
Bapsx E.A. et al. Jleliko3/numpoma bepkurra: KIMHHYECKHE OCOOEHHOCTH,
JAarHOCTUYECKUE KpUTEpHUH, TepaneBTUIECKast taktuka //  KiuHnyeckas
oHkoremaroJiorusi. yHaamMeHTaaIbHbIe UCCIAEAOBAHMUSA M KIMHWYEecKas npaktuka. 2010.

Vol. 3, Ne 2. P. 138-143.

75



65.

66.

67.

68.

69.

70.

71.

72.

73.

74.

75.

Malagola M., Papayannidis C., Baccarani M. Tyrosine kinase inhibitors in Ph+ acute
lymphoblastic leukaemia: facts and perspectives // Annals of Hematology. Springer Verlag,
2016. Vol. 95, Ne 5. P. 681-693.

Pfeifer H. et al. Randomized comparison of prophylactic and minimal residual disease-
triggered imatinib after allogeneic stem cell transplantation for BCR-ABL1-positive acute
lymphoblastic leukemia // Leukemia. 2013. Vol. 27, Ne 6. P. 1254-1262.

[TaposuunukoBa E.H. et al. Octpsie Ph-HeratuBHbIe TUM(BOOIACTHBIE TEHKO3BI B3POCIBIX:
(dakTopel prcka npu Kcnoib3oBaHuu mporokoia OJIJI-2009 // TepaneBTHYECKU apXUB.
2016. Vol. 88, Ne 7. P. 15-24.

Borowitz M.J. et al. Minimal residual disease detection in childhood precursor-B-cell acute
lymphoblastic leukemia: relation to other risk factors. A Children’s Oncology Group study.
/! Leukemia. 2003. Vol. 17, Ne 8. P. 1566-1572.

Eckert C. et al. Minimal residual disease after induction is the strongest predictor of
prognosis in intermediate risk relapsed acute lymphoblastic leukaemia-Long-term results of
trial ALL-REZ BFM P95/96 // Eur. J. Cancer. 2013. Vol. 49, Ne 6. P. 1346-1355.
Beldjord K. et al. Oncogenetics and minimal residual disease are independent outcome
predictors in adult patients with acute lymphoblastic leukemia // Blood. American Society
of Hematology, 2014. Vol. 123, Ne 24, P. 3739-3749.

Bassan R. et al. Improved risk classification for risk-specific therapy based on the molecular
study of minimal residual disease (MRD) in adult acute lymphoblastic leukemia (ALL). //
Blood. 2009. Vol. 113, Ne 18. P. 4153-4162.

Ribera J.M. et al. Treatment of high-risk Philadelphia chromosome-negative acute
lymphoblastic leukemia in adolescents and adults according to early cytologic response and
minimal residual disease after consolidation assessed by flow cytometry: Final results of
the PETHEMA ALL-AR-03 trial // J. Clin. Oncol. American Society of Clinical Oncology,
2014. Vol. 32, Ne 15. P. 1595-1604.

Flohr T. et al. Minimal residual disease-directed risk stratification using real-time
guantitative PCR analysis of immunoglobulin and T-cell receptor gene rearrangements in
the international multicenter trial AIEOP-BFM ALL 2000 for childhood acute
lymphoblastic leukemia. // Leukemia. 2008. Vol. 22, Ne 4. P. 771-782.

Topp M.S. et al. Phase Il trial of the anti-CD19 bispecific T cell-engager blinatumomab
shows hematologic and molecular remissions in patients with relapsed or refractory B-
precursor acute lymphoblastic leukemia // J. Clin. Oncol. American Society of Clinical
Oncology, 2014. Vol. 32, Ne 36. P. 4134-4140.

[Mmonkua A.B. et al. Jleuenue octporo mumdoOIacTHOrO JeWKOo3a y IMOAPOCTKOB H

76



76.

77.

78.

79.

80.

81.

82.

83.

84.

85.

86.

87.

88.

MOJIOJIBIX B3POCIIBIX: OBIT MockBa—bepnuH. // Poccuiickuii )KypHaI 1€TCKOM TeMaToJI0THH
u oukojoruu. 2016. Vol. 3, Ne 1. P. 35-43.

Hoelzer D. et al. Acute lymphoblastic leukemia. // Hematol. Am. Soc. Hematol. Educ.
Progr. 2002. P. 162-192.

Huguet F. et al. Pediatric-inspired therapy in adults with philadelphia chromosome-negative
acute lymphoblastic leukemia: The GRAALL-2003 study // J. Clin. Oncol. 2009. Vol. 27,
Ne 6. P. 911-918.

Gokbuget N. et al. Treatment of Adult ALL According to Protocols of the German
Multicenter Study Group for Adult ALL (GMALL) // Acute Leukemias. Springer Berlin
Heidelberg, 2007. P. 167-176.

Acute Lymphoblastic Leukemia and Lymphoblastic Page 1 of 8 Lymphoma (ALL) — Adult
// The University of Texas MD Anderson Cancer Center. 2019.

Pui C.H., Evans W.E. Treatment of acute lymphoblastic leukemia // New England Journal
of Medicine. 2006. Vol. 354, Ne 2. P. 166-178.

Inaba H., Pui C.-H. Glucocorticoid use in acute lymphoblastic leukemia: comparison of
prednisone and dexamethasone // Lancet Oncol. 2012. Vol. 11, Ne 11. P. 1096-1106.
Sawalha Y., Advani A.S. Management of older adults with acute lymphoblastic leukemia:
challenges & current approaches. // Int. J. Hematol. Oncol. 2018. Vol. 7, Ne 1. P. 1JHO2.
Wetzler M. et al. Autologous transplantation for Philadelphia chromosome-positive acute
lymphoblastic leukemia achieves outcomes similar to allogeneic transplantation: Results of
CALGB study 10001 (alliance) // Haematologica. 2014. Vol. 99, Ne 1. P. 111-115.
Iagpmimnaa O.A. et al. Pe3ynbraThl peTpoCIEKTUBHOTO MHOTOIICHTPOBOT'O MCCIIEIOBAHUS
Tepanuu Ph-mo3UTUBHBIX OCTPBIX TUM(POOIACTHBIX JIEHKO30B 110 MPOTOKOIAM POCCUHCKOM
uccruenoBarenabckoi rpynmnsl // 'ematonorus u tpancdysuonorus. 2017. Vol. 62, Ne 4. P.
172-180.

Blackburn L.M. et al. Leukostasis: Management to prevent crisis in acute leukemia // Clin.
J. Oncol. Nurs. Oncology Nursing Society, 2017. Vol. 21, Ne 6. P. E267-E271.

Ali R. et al. Maternal and fetal outcomes in pregnancy complicated with acute leukemia: a
single institutional experience with 10 pregnancies at 16 years. // Leuk. Res. 2003. Vol. 27,
Ne 5. P. 381-385.

Tpounkas B.B. et al. Jleuenne octpbhix JTuMQpOOIACTHRIX JIEHKO30B y OCPEMEHHBIX IO
npotokoiry OJIJI-2009 // T'emaronorust u tpancgysuonorus. 2018. Vol. 63, Ne 3. P. 209—
230.

VIijm-Kievit A. et al. Acute lymphoblastic leukemia during the third trimester of pregnancy
/I Leuk. Lymphoma. 2018. Vol. 59, Ne 5. P. 1274-1276.

77



89.

90.

91.

92.

93.

94.

95.

96.

97.

98.

99.

100.

101.

Mainor C.B. et al. Treatment of Philadelphia chromosome-positive acute lymphoblastic
leukemia in pregnancy // J. Oncol. Pharm. Pract. SAGE Publications Ltd, 2016. Vol. 22, Ne
2. P.374-371.

Kemp M.W. et al. The clinical use of corticosteroids in pregnancy // Human Reproduction
Update. Oxford University Press, 2016. Vol. 22, Ne 2. P. 240-259.

Zaidi A. et al. Management of Concurrent Pregnancy and Acute Lymphoblastic Malignancy
in Teenaged Patients: Two Illustrative Cases and Review of the Literature // J. Adolesc.
Young Adult Oncol. Mary Ann Liebert Inc, 2014. Vol. 3, Ne 4. P. 160-175.

Van Veen J.J., Nokes T.J., Makris M. The risk of spinal haematoma following neuraxial
anaesthesia or lumbar puncture in thrombocytopenic individuals // British Journal of
Haematology. John Wiley & Sons, Ltd, 2010. Vol. 148, Ne 1. P. 15-25.

Gronwald C., Vowinkel T., Hahnenkamp K. Regional anesthetic procedures in
immunosuppressed patients: risk of infection.

[TpexxneBpemennbie poasl. Kimmandeckue pekoMmenaamuu (mporokos iedernns ). 2013. P. 20.
Kane E. et al. Emergency admission and survival from aggressive non-Hodgkin lymphoma:
A report from the UK’s population-based Haematological Malignancy Research Network
// Eur. J. Cancer. Elsevier Ltd, 2017. Vol. 78. P. 53-60.

bapsx E.A. Jlumdoma bepkurra // Poccuiickue KIMHHYECKHE PEKOMEHJALUU 10
JTUAarHOCTHKE U JICUCHUIO 3JIOKAU€CTBEHHBIX JTUMDoIponrudepaTuBHBIX 3a00I€BaHUN; IO/
pen. N.B. Ilogny6noii, B.I'. CaBuenko. 2018. P. 80-87.

Senbanjo 1.O. Tumor lysis and acute renal failure in Burkitt's lymphoma: A review on
pathophysiology and management // Indian Journal of Nephrology. 2009. Vol. 19, Ne 3. P.
83-86.

Oosten L.E.M. et al. Treatment of sporadic Burkitt lymphoma in adults, a retrospective
comparison of four treatment regimens. // Ann. Hematol. 2018. Vol. 97, Ne 2. P. 255-266.
Dunleavy K. Approach to the Diagnosis and Treatment of Adult Burkitt’s Lymphoma // J.
Oncol. Pract. American Society of Clinical Oncology (ASCO), 2018. Vol. 14, Ne 11. P.
665-671.

Bapsx E.A., Msxosa H.B., [Tonny6nas 1.B. [Ipodunaktuka u iedeHue CUHIpOMa JIn3nca
onyxommm // Poccuiickue KIMHHUYECKHE PEKOMEHIAIMUA TIO0 JMArHOCTHKE W JICUCHHIO
3JI0KaYeCTBEHHBIX JIMMbonponaudepaTUBHbIX 3a0oneBanuii,; nox pea. M.B. TlonmyoHoi,
B.I'. CaBuenko. 2018. P. 251-253.

bokepus JI.A., 3areBaxun 1U.U., Kupuenko A.W. Poccuiickue KITMHUYECKHE PEKOMEHIalluU
M0 JMArHOCTHKE, JICUCHHI0O W TMPOQPHIAKTUKE BEHO3HBIX TPOMOOIMOOINYECKUX

ocnoxHenuit (BT20). // dnedomorus. 2015. Vol. 4, Ne 2. P. 3-52.

78



102.

103.

104.

105.

106.

107.

108.

109.

110.

111.

112.

113.

Hynuna T'.A., TluBauk A.B. Hexomxkkunckue mumdomsr y 6onpHbIXx BUY-undexnueii /
Poccuiickue kIuHUYECKHUE PEKOMCHAAINH IO JUArHOCTHUKE U JICUCHHUIO 3JIOKAYCCTBCHHBIX
muMponponmpepaTuBHBIX 3a00neBanuii; noa pen. U.B. Ilognyonoii, B.I'. CaBuenko. 2018.
P. 126-137.

Sweetenham J.W. et al. Adult Burkitt’s and Burkitt-like non-Hodgkin’s lymphoma -
Outcome for patients treated with high-dose therapy and autologous stem-cell
transplantation in first remission or at relapse: Results from the European group for blood
and marrow transplantation // J. Clin. Oncol. American Society of Clinical Oncology, 1996.
Vol. 14, Ne 9. P. 2465-2472.

Doocey R.T. et al. Allogeneic haematopoietic stem-cell transplantation for relapsed and
refractory aggressive histology non-Hodgkin lymphoma. // Br. J. Haematol. 2005. Vol. 131,
Ne 2. P. 223-230.

Rizzari C. et al. Outcome of very late relapse in children with acute lymphoblastic leukemia
// Haematologica. 2004. Vol. 89, No 4. P. 427-434.

Zhao J. et al. Treatment of refractory/relapsed adult acute lymphoblastic leukemia with
bortezomib-based chemotherapy. // Int. J. Gen. Med. 2015. Vol. 8. P. 211-214.
Jaime-Perez J.C. et al. Efficacy of mitoxantrone as frontline anthracycline during induction
therapy in adults with newly diagnosed acute lymphoblastic leukemia: A single-center
experience // Leuk. Lymphoma. Taylor and Francis Ltd, 2015. Vol. 56, Ne 9. P. 2524-2528.
Luskin M.R. et al. Nelarabine, cyclosphosphamide and etoposide for adults with relapsed
T-cell acute lymphoblastic leukaemia and lymphoma // British Journal of Haematology.
Blackwell Publishing Ltd, 2016. Vol. 174, Ne 2. P. 332-334.

Peirs S. et al. Targeting BET proteins improves the therapeutic efficacy of BCL-2 inhibition
in T-cell acute lymphoblastic leukemia. // Leukemia. 2017. Vol. 31, Ne 10. P. 2037-2047.
Ribera J.M. et al. Comparison of the results of the treatment of adolescents and young adults
with standard-risk acute lymphoblastic leukemia with the programa Espafiol de tratamiento
en hematologia pediatric-based protocol ALL-96 // J. Clin. Oncol. 2008. Vol. 26, Ne 11. P.
1843-1849.

Snyder D.S. Allogeneic stem cell transplantation for Philadelphia chromosome-positive
acute lymphoblastic leukemia. // Biol. Blood Marrow Transplant. 2000. Vol. 6, Ne 6. P.
597-603.

Fielding A.K. et al. Outcome of 609 adults after relapse of acute lymphoblastic leukemia
(ALL); an MRC UKALL12/ECOG 2993 study // Blood. 2007. Vol. 109, Ne 3. P. 944-950.
Oriol A. et al. Outcome after relapse of acute lymphoblastic leukemia in adult patients

included in four consecutive risk-adapted trials by the PETHEMA Study Group. //

79



114.

115.

116.

117.

118.

119.

120.

121.

Haematologica. 2010. Vol. 95, Ne 4. P. 589-596.

Lau T.K.H., Yip C.H.W., Yeo W. State of the Art Antiemetic Therapy for Cancer Patients.
// Curr. Oncol. Rep. 2016. Vol. 18, Ne 1. P. 2.

Blumberg N. et al. Platelet transfusion and survival in adults with acute leukemia //
Leukemia. Nature Publishing Group, 2008. Vol. 22, Ne 3. P. 631-635.

Farrell K. et al. An antithrombin replacement strategy during asparaginase therapy for acute
lymphoblastic leukemia is associated with a reduction in thrombotic events // Leuk.
Lymphoma. Taylor and Francis Ltd, 2016. Vol. 57, Ne 11. P. 2568-2574.

Ueda M. et al. Immunoglobulin therapy in hematologic neoplasms and after hematopoietic
cell transplantation. // Blood Rev. 2018. Vol. 32, Ne 2. P. 106-115.

Bates J.S., Buie L.W., Woodis C.B. Management of menorrhagia associated with
chemotherapy-induced thrombocytopenia in women with hematologic malignancy //
Pharmacotherapy. 2011. Vol. 31, Ne 11. P. 1092-1110.

AoGy3aposa I'.P. et al. O6e300mBaHKe B3pOCIBIX U JIETEH MPU OKA3AHUHM MEIUIIMHCKON
nomou. Meronunueckue pekomengauuu. ®I'bOY BO PHUMY um. H.U. Iluporosa
Munzapasa Poccun., 2016. 94 p.

Geludkova O. et al. Quality of life in children with acute lymphoblastic leukemia (ALL) in
remission // Med. Pediatr. Oncol. 2001. Vol. 37, Ne 3. P. Abstract p168.

Paul K.L. Rehabilitation and exercise considerations in hematologic malignancies. // Am.
J. Phys. Med. Rehabil. 2011. Vol. 90, Ne 5 Suppl 1. P. S88-94.

80



Ipuaoxenue Al. CocraB paGouei rpynnsbl o paspadoTke U nNepecMoTpy

10.

11.

12.

13.

14.

KINHHYCCKHUX peKOMeHI[a]_[I/Iﬁ

CaBuenko B.I'., akagemuk, n.M.H., mpodeccop, TeHepalbHbii aupektop DI'BY
«HMMUL] remaronorun» Munszapasa Poccuun

IHapoBuunukoBa E.H., 1n1.M.H., 3aBenyronias HayYHO-KIMHUYECKUM OTIEIOM
XUMHOTEpAUd TeMOOJACTO30B, JEMPECCH KpPOBETBOPEHUS M TpPaHCIUIAHTALUU
koctHOTrO Mo3ra ®I'bY «HMMUIL] remaronorun» Munzapasa Poccuun

Tpounkasa B.B., k.M.H., 3aBeaywoomas Hay4HO-KIMHUYECKUM  OTIEICHUEM
XUMHUOTEpANMK TeMo0JIacTO30B M jenpeccuid  kposerBopenus PI'BY «HMMUI]
remaToJsiorun» Mun3apasa Poccun

CokosioB A.H., K.M.H., CTapumidid Hay4HbIA COTPYJAHHK HAyYHO-KJIMHUYECKOTO
OTJEJICHU XHWMHUOTEpanuu remMo0sacTo30B U Jenpeccuil kpoBerBopeHus OI'BY
«HMMHI] remaronorun» Munznpasa Poccun

Ky3pmuna JLLA.,, K.M.H., 3aBeAyollas Hay4YHO-KJIIMHUYECKUM  OTACICHHEM
TpaHcIuianTauuu KoctHoro mosra ®I'bY « HMUL] remaronorun» Munsapasa Poccuun
Kascosa I'.A., 1.M.H., mpodeccop, 3aBeayroiias HayqHO-KIMHUYECKOU JIabopaTopueit
mukpobuonoruu ®I'bY «HMMUL] rematonorun» Munzapasa Poccun

I'appuamna O.A., K.M.H., CTapIIMI HAYYHBII COTPYJHUK OTACIICHUS] XUMUOTEPAIIUU
remoOnacTo30B u genpeccuit kposerBopeHus DPI'BY «HMMUIL] remaronorum»
Munznpasa Poccun

bonnapenko C.H., k.m.H., HUM nerckoil reMaronoruv U TPaHCIIAHTOJIOTUH HM.
PM. TopbaueBoii, Cankr-IlerepOyprckuif rocyJapCTBEHHBI — MeIUIIUHCKUIMA
YHHUBEPCUTET

bapaunoBa O.1O., x.M.H., CTapIIMii HAyYHBIM COTPYIHHUK OTIEJICHUS T€MaTOJOTHU
OI'bY «HMUILI um. H.H. brioxuna»

KoucrantunoBa T.C., TbY3 CO «OO6nactHOi TremMaToONOTHYECKHA IEHTP
CBepaii0BCKO# 001acTHOM KITMHUYECKOH O0mbHULIBI No 1y

Camoiisioa O.C., k.M.H., 3aBenywomas otaeneHueMm remarojorun ['bY3 HO
«Hwmxeropoackas obnactHast kiuHndeckas 6onpHua uM. H.A. Cemarko»
Kanopckas T.C., k.M.H., 3aBeqytomnias otaenenuem remaronoruu, [’ bY3 «pkyrckas
opaena «3Hak [lodera» obmacTHas KITUHUYECKAst OOBLHUIIA)

Jlanun B.A., x.M.H., 3aBeayromuii otneneHueM remarosnioruu ['bY3 S0 «O6mactras
KJIMHUYecKasi OOJIbHULIA»

KannanoB K./[., k.M.H., 3aBenyromuili otaeneHueM remaronorud [BY3

«Bonrorpaackuii 001aCTHON OHKOJIOTHYECKHUN JUCTIAHCEP»
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BJiok mo opraHuzanvu MeIMIUHCKON MOMOIIHU:

15.

16.

17.

18.

I'eBopksin Turpan I'armkoBuy, 3amectuteins aupexropa HUU KOP OI'BY «HMULL
onkojjornu uM. H.H. broxwHa), TIJaBHBII CIEIHAIHUCT-OHKOJIOI MOCKOBCKOM
o0nacTu.

NBanoB Cepreii AnHatoJabeBHY, J.M.H., npodp. PAH, mupektrop MPHI]
uM. A.@. [p16a — punuana PI'bBY «HMUL] paguonorun» Munsapasa Poccun.
HeBoabckux Anekceil AJiekceeBHY, J.M.H., 3aMECTUTENIb TUPEKTOpa MO JeUeOHOU
pabore MPHI[ um. A.®. [{p16a — punuana ®PI'bY «HMMUIL] pagnonorun» Mun3apasa
Poccun.

Xaitsioa 7Kawna BuaguMupoBHa, K.M.H., 3aMECTUTEIb JIHUPEKTOpa IO
oprasm3anroHHo-MeToandeckoil pabore MPHIL um. A.®. Ilpi6a — pummana OI'BY

«HMMUII pagnonorum» Munzapasa Poccun.

KoH(}MKT HHTepecoB: aBTOPHI 3asBISIOT 00 OTCYTCTBUU KOH(MDIMKTa HHTEPECOB.
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Ipuinoxenue A2. MeToa0s10rusi pa3padoTKu KINHUYECKUX PEKOMeHIalu i

IleneBasi ayauTopyusi KJIMHHYECKHUX PEKOMEHIALMIi:

e BpayM-reMaTosory;

® BpayM-OHKOJIOT'H;

® BpauM-TEPaIEBTHI;

® BpauM-aKylIEpPbI-TUHEKOJIOTH;

® BpauM-aHECTE3UOJIOIM-PEAHUMATOJIOTH;
e Bpauu-KIMHUYECKHE (hapMaKOJIOTH.

Poccuiickast ucciienoBaTenbCKass TPyIIa MO H3yYEHHUIO OCTPBIX JIeHKo30B ¢ 1995 .
nposesia 3 MmHoroneHTpoBbix KU mo neuenuto nanuentoB ¢ OJIJI B Bo3pacte ot 15 no 55 ner, B
KOTOpBIX MPUHUMAIIA Yy4acTHE T'eMaToJIoThYecKue LeHTpsl u3 6onee yem 30 ropomoB Poccun.
Pe3ynpTaThl 3THX MCClIEOBaHUM HEOJHOKPATHO OMYOJMKOBAaHbI U OOCYXKIEHBI HAa €KErOJHBIX
pabounx COBEIIaHUSIX MCCIEN0BATENbCKOM Ipymibl. Kpome Toro, mpu co31aHu HAIIMOHAIBHBIX
pPEKOMEHIallUi UCIIOJB30BaH OMBIT M OTAENBHBIX (heepaTbHbIX T€MaTOJIOTUYECKUX 1IEHTPOB, B
KOTOPBIX KOHIICHTPUPYIOTCS OOJIBHBIE STUM 3200JICBaHHEM.

Poccuiickas uccnenoBatenbckas rpymma 1o sedenuro OJIJI B3pocnbix (manee — RALL)
SIBJISIETCS] YUaCTHUKOM OOIIEEBPOTIEHCKON KOOTIEpAIK B ATOM 00JACTH T€MATOJIOTUU U BXOIUT B
eBporeickyto padbouyro rpynmny no uzyderuto OJIJI u o6benunser 14 uccnenoBaTenbCKUX rPYIII
U3 pa3M4HbIX eBporneiickux ctpaH. Ilpu pa3paboTke peKOMEHIAIMI TakKe YUUTHIBAJICS OIBIT
aMepUKaHCKUX uccienoBarensckux rpymnm u pekomenaanuu NCCN.

[Tockonpky OJIJI mpencraBisier cobol penkoe 3a0ojieBaHME U XapaKTepHU3yeTcs
CYIIIECTBEHHOM TeTEepOTreHHOCThIO0, B HacTosAIee BpeMs o6Omiei nmporpammbl jedeHust OJIJI e
cymectBytoT. Tepanus OJIJI uetko nuddepennuponana. B ocHoBe Poccuiickux pekomMeHarui
JIe)KaT pe3yNbTaThl COOCTBEHHBIX HCCleAoBaHMM, EBpomelickue pekoMeHIalMM MO JIEYCHHIO
OJUI, Amepukanckue pekomermarua NCCN.

Ta6auna 2. [Ikxana ounenku Y /] 115t METO0B AMATHOCTHKH (IMarHOCTUIECKUX BMEIIATEIHCTB)

YA Pacungposka

1 Cucremarndeckue 0030pbl UCCIEIOBAHUN C KOHTPOJIEM pepepeHTHBIM METOJOM WITH

cucTeMatuyeckuit 0630p pannomusrupoanHbix KU ¢ mpuMeHeHneM MeTaaHanmsa

2 OTnenbHbIE HCCIENOBaHUA C KOHTpOJEM pedepeHHbIM METOJO0M WIM OTAEIbHbIE
pannomusupoBanusle KM u cucremaTnueckue 0030pbl MCCIIENOBAHUN JHOOOTO

JM3aiHa, 3a UCKIIF0YEHUEM paHnoMu3upoBaHHbiX KU, ¢ mpuMeHeHnemM mMeTaaHainsa

3 HccnenoBanust 06e3 moOCIe0BAaTEIBHOTO KOHTPOJS pedepeHTHBIM METOAOM HIIU

uccjacagoBaHus C pe(l)epeHTHBIM METOAOM, HE ABIAIOINIUMCA HC3aBHCHUMBIM OT
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HCCIICAYyCMOIr0o METOJa UM HCPAHIOMU3SUPOBAHHBIC CPABHUTCIIBHBIC UCCIICAOBAHMA, B

TOM YHCJIC KOTOPTHBIC UCCIICIOBAHUA

HeCpaBHI/ITeJ'IBHI)Ie HCCIICO0BAaHNs, OIIMCAHNE KIIMHUYECKOI'O CilIy4das

Hmeercst auip 000CHOBaHUE MEXaHU3Ma ,Z[CﬁCTBPIfI HJIM MHCHUEC DKCIICPTOB

Tabdauua 3. [lxana onenku YJIJ[ amsa MeronoB mpoduUIaKTUKH, JICUCHUS W peabMiInTalud

(mpodunakTHIECKUX, JeYeOHBIX, pEaOMIIMTAIIMIOHHBIX BMEIIATEIIbCTB)

YA Paciiugposka

1 | Cucremaruyeckuii 0630p pannomusupoBanHbix KU ¢ npuMeHeHneM MeTaaHain3a

2 | OtnenbHble pangomuspoBanHbie KU 1 cuctemarnueckue 0630pbl Hcclie10BaHUH 11000T0
JM3aiiHa, 3a UCKJII0OUeHneM pangomusnpoBanHbix KU, ¢ npuMeHeHremM MeTaananusa

3 | HepanmoMu3upoBaHHbIE CPAaBHUTENIBHBIE HWCCIEAOBAHMS, B TOM YHCJIE KOTOPTHBIC
VCCIIEJOBAHMUS

4 | HecpaBHUTENbHBIE UCCIIEIOBAHNUS, OIIMCAHUE KIIMHUYECKOTO CITy4yasi UM CEpPUH CIIydaes,
UCCIJIEJOBAHMSI «CITydail — KOHTPOJIb»

5 | Umeercs numb 0OOCHOBAaHME MEXaHM3Ma JIEMCTBUS BMEIIATENIbCTBA (JOKIMHUYECKUE
VICCJIEIOBAHMSI) MJIM MHEHUE DKCIIEPTOB

Tabmuna 4. llkana ouenkn YYP mnsg MeronoB npouIakTUKH, IWArHOCTHUKH, JEUEHUS U

pea6I/IJ'II/ITaI_II/II/I (HpO(I)I/IJIaKTI/I‘{eCKI/IX, JAUAarHOCTUYCCKUX, He‘IC6HHX, pea6I/IJ'II/ITaI_[I/IOHHBIX

BMEIIIaTEJIbCTB)
YYP Pacummdposka
A CunpHas pekoMeHJanus (Bce paccMaTpuBaeMble KpuTepuu 3((PEeKTUBHOCTH

(I/ICXOIILI) ABIAKOTCA BaXHBIMH, BCC HMCCICOOBAHHA HMCIOT BBICOKOC HWIH
YAOBJICTBOPHUTCIIBHOC METOAO0JIOTHYCCKOC Ka4d€CTBO, nx BBIBObI 10

MHTEPECYIONINM UCX0JIaM SIBJISIFOTCS] COTJIACOBAaHHBIMU )

B VYcnoBHas pekoMeHaalus (He Bce paccMaTpuBaeMble KpuTepuu 3(pPpeKTUBHOCTH
(Mcxompl) SIBIISIOTCS BAXKHBIMHM, HE BCE MCCIEIOBAHUS WMEIOT BBICOKOE WIIH
yJIOBJIETBOPUTEIBHOE METOAO0JIOIMYECKOe KayecTBO W/WIM MX BBIBOJIBI 10
WHTEPECYIONIMM UCXO0JIaM HE SIBISIFOTCS COTJIACOBAHHBIMHU )

C Cnabas pexomeHaIus (OTCYTCTBUE JI0KA3aTeNLCTB HAITIEKAIIETO KauecTBa (Bce

paccMmarpuBaeMbie KpUTepuu dH(HEKTHBHOCTH (MCXOMBI) SBISIOTCS HEBAXKHBIMH,
BCE UCCIIEA0BAHNS UMEIOT HU3KOE METOA0JIOTUYECKOE Ka4YeCTBO U UX BBIBOJIBI 10

HHTCPCCYIOIIUM UCXOAaM HE SABJIAIOTCA COI‘J'IaCOBaHHBIMI/I)
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IMopsinok 00HOBJIEHUS KIIMHUYECKUX PeKOMEHIalM i

Mexanusm ooHoBienus: KM npenycMarpuBaeT MX CUCTEMATHUYECKYIO aKTyaIM3alnio — He
pexe uem | pa3 B 3 rojia wim npu MOSIBJICHUH HOBOUM MH(OPMAIIMK O TAKTUKE BEJACHUS MAIUECHTOB
¢ TaHHBIM 3a00sieBaHueM. Pemienne 06 o6HoBIIeHNH TpuHUMaeT M3 PD Ha 0CHOBE IIPEII0KEHHH,
MPEACTABICHHBIX MEIMIIMHCKUMH HEKOMMEPUYECKHMMHU MPO(eCCHOHATBHBIMH OPTraHU3aIUsIMH.
CdhopmupoBaHHBIC MPEATIOKEHUS JOJDKHBI YUYUTHIBATH PE3YJIbTaThl KOMIUIGKCHOW OIEHKH
JIEKApPCTBEHHBIX IMIPENapaTroB, MEAUIMHCKUX W3JCIUNA, a TakKe pe3yibTaThl KIMHUYECKOM

ampoOaruu.
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Ipuiaoxenue A3. CipaBouHble MAaTEPHAJIbI, BKJIKYAsl COOTBETCTBHE
NMOKA3aHNH K MPUMEHEHUIO U POTUBOMOKA3aHU, ClIOCO00B NMPUMEHEHUS U
103 JIEKAPCTBEHHBIX NPENapaToB, HHCTPYKIMHU M0 NPUMEHEHH IO
JIEKAPCTBEHHOI'0 Mpenapara

MNPUJIOKEHMUE A3.1. IIporokoJnl geuyenuss OJIJI
IIporokon poccuiickoii HccaenoBaTe/bekoii rpynnbl  aias  Ph-weratuBubix OJIJI y
NalUEeHTOB B Bo3pacTe MoJioxke 55 et — «OJIJI-2009»

Cxema nporokoaa «OJIJI-2009»

Ilpeogpasza: npenanzonon™* 60 mr/m?, 1-7-it nHA

- Hynaxkuusa KM Ha 8-ii nenb —_—

<25 % OGnacToB >25 % OmacToB
| paza unoyxkyuu | paza unoyxkyusa
Ipeonuzonon™* 60 mr/m?, Jlexcamemazon™* 10 mr/m?,
8-28-i1 tHu + 7 mHEH OTMEHBI 8-28-i1 mHu + 7 qHEH OTMEHBI

o JlayHopyOoumua™** 45 mr/m?, 8, 15, 22-it nuu
e Bunkpuctun®* 2 wmr, 8, 15, 22-it gau
e Acmaparunaza** 10 000 EJI/m?, 29-i1, 36-ii qau
Hyuxuusa KM na 36-ii nenb
v
Il paza unoykyuu
e MepxkanTonypun** 25 mr/m?, 43—70-i1 1Hu
o [uxnodochamun®* 1000 mr/m?, 43-ii neHb
o [lurapabun** 75 mr/m?, 45-48-i1, 59-62-it nau
e Acmaparunasza** 10 000 E/l/m?, 50, 57, 64-it nau
Myuxkuusa KM na 70-ii 1eHb

«— T

<5 % OmacToB >5 % OnacToB
Konconuoauus | Ilpozpamma
o Jlexcamerazon™* 10 mr/m?, 71-84-ii mam + 7 MHEH OTMEHBI Jleuenus
e Jlokcopyourma™** 30 mr/m?, 71-i1, 85-i qHM pe3ucmeHmuvlx gopm

e Bunkpuctua** 2 mr, 71-#, 85-it 1au

Monudukamnust 10361
MEpKanTonypuHa** B
86 3BHCHMOCTH oT
YPOBHSI JICUKOITUTOB U
TPOMOOIIMTOB

Konconuoauusn 11




Mepxkanromypua™** 50 mr/m?, 92—105-i 1amn
Acmaparunaza** 10 000 EJI/m?, 92-i1, 99-ii naun

|

Konconuoauus 111

Mepxkantomypun** 25 mr/m?, 106-133-i1 nau
Huxnodochamua** 1000 mr/m?, 106-i neHn
Hurapadbun™®* 75 mr/m?, 108-111-i1, 122-125-i naun
Acmaparunaza** 10 000 EJI/m?, 113-i1, 127-i nau

(g manuentoB ¢ T-OJIJI ocymectBisiercs coop I'CK),

ayTo-TI'CK BbInOIHSIETCS MOCIIE/BMECTO

IV u V xoHcomupanun)

Konconuoauusn \V

_/

Metotpekcar™** 1,5 r/m? (B Teuenue 24 u), 134-ii neHb

Jexkcamerazon™* 30 mr/m?, 134-136-ii quu

Acnaparunaza** 10 000 E/l/m?, 136-ii neHb

,

Konconuoauus \V

[Hurtapabun** 2 r/m?, 2 pa3a B aeHb, 148-ii neHn
Jexcamera3on** 30 mr/m?, 148—150-it nan

Acnaparunaza** 10 000 E/I/m?, 150-ii nenp

|

v
Yucjo Yucio Jlo3a
JeHKouM | TpoMOoOI | MepKanT
TOB HTOB onypuHa

**

bonee 2,0 | bonee 100 | 100 %
x 10%/n x 10%n JO3BI
Or 1,0 x | Or 50 x |50 %
10%n gpo | 10%n1  mo | mo3sr
2,0 x 1100 X
10%/n 10%/n
Memnee Menee 50 | 0%
1,0 x | x 10%mn
10%n

Hoddepafcuealomaﬂ mepanus 6 medyenue 2 1em om momeHma 3aeepuienun nocneownezo Kypca

KOHconuoauuu

Mesicoy yuxknamu noooepircuearouieii mepanuu nem unmepeanog: 1-u oenv nocnedyrwuieco

Kypca ciedyem cpazy 3a NOC1e0HUM OHEM NPeouleCmeyouezo

IToooepocusarowas mepanus, yuxavt Ne 3(1-3):

Jlekcamerazon™* 10 mr/m?, 1-3-ii guu
Mepxkantormypua™** 50 mr/m?, 4-28-if nHH
Bunkpuctun™* 2 mr, 1-it neHp
HNaynopyounua™** 45 mr/m?, 1-i neHp
Metotpekcat** 30 mr/m?, 2, 9, 16, 23-it nHu
Acnaparunaza** 10 000 E/I/m?, 3-i1, 10-ii qau

\

Moauduxanms 10361
MepKanTolypuHa** u
MeTOTpeKcaTa™™ B
3aBHCHUMOCTH OT
YPOBHS JICUKOLUUTOB U
TPOMOOIIMTOB

/

(cymmapuas 003a aHMpayukIuHOBbIX AHMUOUOMUKOE K MOMeHmy 3aeepuieHus 3-20 Kypca
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noddepacusaroweli mepanuu cocmaensem 360 me/m? 6 pacueme na oaynopybuyun™*)
Hoooepsrcusaromasn mepanus, yuxaot Ne 21(4-24):

e Jlekcamerazon™* 10 mr/m?, 1-3-it nam

e MepxkanTomypun™** 50 mr/m?, 4-28-ii nuu

e Bunkpuctua™* 2 mr, 1-ii nenn

e Metorpekcar™* 30 mr/m?, 2, 9, 16, 23-it naH

e Acmnaparunaza** 10 000 EJl/m?, 3-i1, 10-ii qau
Ilpogunakmuka neiiponeiikemuu
NutpatekanbHo (mutapadbun™* 30 mr, metorpekcar™™* 15 mr, nekcamerazon™** 4 mr): 0, 7, 14, 21,
28, 35, 70-ii nuu B Teuenne UT, 105-i1 mensr xoncommmarnmu ||, kaxxaele 3 Mecsla B TEUEHUE
MIOAICPKUBAIOIECH TEpaIUU.

Jleuenue neuponeiikemuu

[Tocne quarHoCcTUKY HEHpOJIeHKeMUuu Bce OOJIbHBIE, MOyYaoIne MPeTHU30I0H**, IepeBoaAsITCS
Ha JexcameTa3zoH**. JlromMOanbHBIC MyHKIMU BBITIONHSIOTCS ¢ YacToTol 1 pa3 B 2-3 mHSA 10
MOJTy4eHUs1 3 HOPMaJIbHBIX aHAJIM30B JIMKBOPA, 3aT€M MYHKIUU BBITIOIHSIOTCS 1 pa3 B HEJENIO B
TeueHued mec, 3areM 1 pa3 B 2 He B TeUeHHE 3 Mec, 3aTeM | pa3 B 2 Mec 10 OKOHUYAHUS JICUECHHUSI.
ITpoTokoJ HeMenKoii HccyieIoBaTeNIbCKOl rpynnsl st Ph-neratuBabix OJIJ y
NMalnueHToB B Bo3pacte moJioxke 55 ser GMALL (06/99 u 07/03)

da3a Tepanuu Jo3a, nyTh BBeIeHUS Bpemsi BBeneHust

IMpendasa (1-5-i aun)

JlekcameTa3zon™* 10 Mr/m2 BHYTpS 1-5-i1 nHu
Huxnopochamum** 200 mr/m? B/B (1 1) 3-5-i1 1uu
MeTtoTtpekcat™* 15 Mr uHTpaTeKaIbHO 1-i1 nenp

| paza unayknum (6—20-ii 1eHb)

JlekcameTa3zon™* 10 Mr/m? BHYTpS 6, 7, 13-16-if man
Bunkpuctua** 2 wmr B/B (00FOCHO) 6, 13, 20-it man
HNayHopyOumua** 45 mr/m? B/B (15 mun) 6, 7, 13, 14-i1 nan

Bospacm >55 nem 30 me/m?
e Acmnaparunaza** 10 000 EJI/m?, 20-i1, 17-it qau
I'-KCo 5 MKI/KT OAKOHO Hauunag ¢ 6-ro qus
Y nayuenmog ¢ ucxoomnvim
Koauuecmeom Heumpogunos <500/mkn Hauunas ¢ 1-ro gus
TakTuka BeJCHHS TMAIMEHTOB C MCXOJHBIM KOJWYECTBOM HeutpodumoB <500/mMkin (wim

pa3BUBIIKMMCS B TeueHue 1-x 5 nHel):

88



o [IP unu vacmuunasn pemuccusi Ha 1 1-ii Oens.: 66edenue dayHopyouyuna™*, sunkpucmuna™>
u 0excamemasoHa™™ npu Heo6xoouMocmu Moxcem ObIMb NEPEHECeHO 00 BOCCMAHOBIEHUS
yucna Heuimpogunos >500/mKn (Makcumym Ha Heoeio).
o [lpu pe3aucmeHmHoCmu Ul NPOSPECCUU. NPOOOJIHCEHUE MEPANUU.
Onenka pemuccun: 11-it u 26-it qau (¢ orienkoit MOB).

Il paza maaykumu (26-46-ii 1Hu)

Huxnodochamua™** 1000 mr/m? B/B 26-11, 46-11 nHU
[urapabun™** 75 mMr/m? B/B 28-31, 35-38, 42-45-i1 nuu
MepxkanTonypun™** 60 Mr/M? BHYTpS 26—46-i1 mHUI
MeroTpekcat*™* 15 Mr uHTpaTeKaIbLHO 28, 35, 42-i1 qun
I-KCD 5 MKI/KT IIOAKOXXHO HadyuHasi ¢ 26-T0 THS
O6nyuenue [THC 24Tp

[Marmmentam ¢ T-OJUJI ¢ mopakeHHEM CpeAOCTCHHS B Hayalle BTOPOH (a3bl MHIYKIHUU
BoimonHseTcst KT-kouTpouns. [Ipu ocTtaTodnoil omyxoiau >2 ¢M Hocie BTOpoil a3kl HHIYKIIUA B
IIPOrpaMMHYIO TE€PAIUIO BKIIOYAIOT 00IydYeHue.

Ouenka pemuccun: 46-it nenp (¢ onerkoir MOB).

Koncoaunamus | (71-ii nenn)

JlexcameTazoH** 10 mr/m? BHYTPD 1-5-if am
Bunkpuctun** 1 mr/m? (Max 2 mr) B/B (6omocHo)  1-if eHs
MeTtoTtpekcat** 1.5 r/m? B/B (24 ) 1-it nenn

Bospacm >55nem 1,0 2/m? 6/

#Iromo3un™* 250 mr/m? B/B (1 1) 4-i1, 5-it 1HU
[urtapaOun** 2 t/m? 2 pa3a B ieHb B/B (3 u) 5-ii neun

Bospacm >55 nem 1 r/m? 2 pasa B 1icHb B/B

I'-KCD 5 MKI/KT ITOAKOKHO HayuHadg ¢ 7-To JTHS
MeroTpekcat** 15 mr

Hurtapabun** 40 mr MHTPATEKAIIbHO 12-it nenn
JlekcameTa3zon™* 4 mr

Ouenka pemuccun: 71-ii nens (¢ onenkoit MOB).

Hanee npoBoauTtcs moounuzamnus u coop CKK BceM manueHTaMm CTaHIapTHOTO PHCKA U
BCEM MAallMEeHTaM BbICOKOTO ¥ OY€Hb BHICOKOTO TPYIII PUCKA, Y KOTOPBIX HET IOHOPA.

CxeMa nanpbHEHIIEro JIEUYEHHs] 3aBUCUT OT TPYIIbl PUCKA, K KOTOPOM MPUHAIIICKHUT

MalUeHT.
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1l rpynnbl CTAHAAPTHOTO PUCKA:

Kounconunamus |1 (16-s nHemxensn)

Metotpekcar™* 1,5 r/M? B/B (24 1)
Bospacm >55 nem 1,0 2/m? 6/s

Acmaparunaza** 10 000 EJl/m?,

Mepxkanronypun™** 60 Mr/mM? BHYTpb

Ornenka pemuccun: 16-s1 Henens (¢ ouenkoit MOB).

Pennaykuus | (22-1 Hexens)

[Ipeaauzonon™* 20 mr/m2 B/B 3 pBI
BunkpucTHH* * 1 mr/m? B/B (60:1I0CHO)
JlokcopyOuuun** 50 mr/m? B/B (15 Mun)
MeroTpekcat** 15 mr

[urapabun™** 40 mr WHTPaTEKAJIbHO
JlekcameTrazon™* 4 mr

Peunnykumus 11

Huknopochamua™* 1000 mr/m? B/B
[{utapabun** 75 mr/m? B/B
MepxkanTomypun™** 60 Mr/M? BHYTpb

Ouenka pemuccun: 30-s1 Henens (¢ onenkoit MOB).

Kouncommmpamus 111 (30-s1 Hexesn)

MeTtoTtpekcat** 1,5 r/M? B/B (24 1)
Bospacm >55 nem 1,0 2/m? 6/8
Acmaparunaza** 10 000 EZl/m?,
MepxkanTomnypun** 60 Mr/M2 BHYTpb

Koncomunamus 1V (36-1 Hexens)

Hurtapabun** 150 mr/m? B/B

Tenunosnn 100 mr/m? B/B (2 1)
MeTtoTtpekcat** 15 mr

[{utapaOun** 40 mr HMHTpPAaTEKaJIbHO
JlekcameTrazon™* 4 mr

Koncoaunanus V (41-s1 Hemensn)

Huknodpochamum** 1000 mr/m? B/B
[utapaOun** 500 mr/m? B/B (24 u)
MeroTpekcat** 15 mr

[urapabun™** 40 mr WHTpaTEKAJIbHO
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1, 15-i1 quu
2-1, 9, 16, 23-i nHu

1-7, 15-21-i1 nau

1-14-% nau

1-7-#1 mamn

1-7-#1 maun

1, 15-i nau

26-i1, 46-11 nHU

28-31, 35-38, 42—-45-i1 nuu

26-46-i1 tHn

Huwm 1-i, 15-# nHr

2-1, 9, 16, 23-i nHU
1-7, 15-21-i1 nau

1-5-#1 qumn
1-5-#1 quun

1-i1 nenn

1-1 nenens

1-1 nenens

1-1 Henensa



JlekcameTrazon™* 4 mr

Ornenka pemuccun: 46-s Henens (¢ ouenkoit MOB).

Kounconunanust V1 (46-1 Hexesisi)

MeroTpekcaT** 1,5 r/m? B/B (24 ) 1-1, 15-11 nun
Bospacm >55 nem 1,0 2/m? 6/s

Acnaparunaza** 10 000 EZ1/m?, 2-11, 9, 16, 23-i nuu

Mepkanronypun™* 60 Mr/M? BHYTpb 1-7, 15-21-ii nau

HNuTpaTekaiabHoe BBeeHHEe NpenapaTos (52-s1 Hemeist)

MeroTpekcaT** 15 mr
[urapa®un™** 40 mr MHTPATEKAIBHO 52-s nepenst
JlekcameTrazon™* 4 mr

Onenka pemuccun: 52-s1 Heaens (¢ ouenkoit MOB).
Hanee npoBoautcs crpatudukanus no MOB-cratycy nanuenra:
e [ pynna nusxoeo pucxka no MOB: okonuanue mepanuu.
e [pynna evicoxkoeo pucka no MObB: TI'CK unu unmencuenas noooepaicusaoujas mepaniisi
UIY mepanus 8 pamMKax uccie008aHull.
e [ pynna cpednezo pucka no MOB: unmencuenas nodoeparcusarowas mepanusi.
JlJ1si rpynnsbl BHICOKOTO M 04€Hb BHICOKOI0 PUCKA:
Ilpu nanuuuu donopa:
o  Anno-TI'CK poocmeennas unu HepooCmeeHHas!.
Ilpu omcymemeuu donopa:
Konconupauus 11

OJIJI u3 B-nipeaiiecTBEeHHUKOB

#UnapyOunma™** 10 mr/m? B/B (15 mun) 1-i1, 3-i1 nauK
Bospacm >55 nem 7 me/m? /s

#Onynapadbun™* 30 mr/m? B/B (1 1) 1-5-i1 nHu

[urtapaOun** 2 r/m? B/B (2 ) 1-5-it nHu

Bospacm >55 nem 1 2/m? 6/6

I'-KCD 5 MKI/KT HayuHadg ¢ 7-To JTHS
MeroTpekcat** 15 mr

[utapa®un™** 40 mr HMHTpPATEKaJIbHO 1-i1 nenp
Jlexcameraszon™™* 4 mr

Ormenka pemuccun: 16-s1 Henens (¢ onenkoit MOB).

OJLJI u3 T-npeamecTBEeHHNKOB
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#Knagpuoun 0,2 mr/kr B/B (24) 1-5-ii nau

#OTomo3ua** 60 mr/m? B/B (24) 1-5-i gun

[utapabun** 1,5 t/M? (90 mun) 1-5-ii nuu
Bospacm >55 nem 1 o/m? 6/

I-KCD 5 MKI/KT HadyuHas ¢ 6-ro IHd

MeroTpekcat*™* 15 mr

[urapabun™** 40 mMr MHTPATEKAIBHO 1-i1 nenp

Jlekcamerazon™* 4 mr

Onenka pemuccun: 16-s1 Henens (¢ onenkoit MOB).

AyTo-TI'CK

[TanmeHTHI U3 TPYNN BBICOKOTO M OYEHB BBICOKOTO PHCKOB, KOTOPBIM HE MOYKET OBIThH
BBHITNIOJTHEHA TpaHCIIaHTalus, noiydaoT XT Mo mporpaMMe Tpymibl CTaHAAPTHOTO PHCKA C
cootBeTcTBYOmUM MOb-koHTponeM. [locie roma Tepanuu BHOBb MOJHUMAETCS BOMPOC O

semmostaennn TT'CK.

IIporoxoa M.D. Anderson CRC Hyper-CVAD/R-HMA
Iporoxoa Hyper-CVAD cocrouTt u3 uepenoBanus cooctBenHo kypcoB Hyper-CVAD (1,

3, 5, 7) u xypca R-HMA — nurapabuna** n merorpekcara** B BeICOKHX no03ax (2, 4, 6, 8) u

JAJIbHEWIIEN TTOAIEPKUBAIOIIEN TEPATIUH.

da3a Tepanuu
Hyper-CVAD

Muknopochamua™*

Bunkpuctun**
JlokcopyOourmua™*

JlekcameTa3zon™**

HD-MTX-Ara-C
MeTtoTtpekcat™**
[utapa®un™**

Bospacm >60 nem

MetunmnpeIHI30I0H**

Ho3a, nyTh BBeieHUs

300 Mr/m? 2 pa3a B 1eHb B/B (23 1)

(Bcero 6 BBeeHUN)
2 mr B/B
50 mr/m? B/B (24 1)

40 Mr B/B WK BHYTpPb

1 r/™? B/B (24 u);

3 r/mM? 2 pasa B JieHb B/B (2 )
1 2/m? 6/6

(Bcero 4 BBeneHNUS);

50 mr 2 pa3za B IeHb

(Bcero 6 BBenEeHUN)

92

Bpems BBeeHust

1-3-i1 nau

4-i1, 11-i1 nam

4-1 neHn

1-4-i1, 11-14-i1 nau

1-# nenn

2-1, 3-1 qHU

1-3-i1 qau



[Mpodunaktuka mnopaxenus [[HC mnpoBoauTcs HA KaxaoM Kypce, CyMMapHO

HHTPATCKAJIbHBIX BBCHGHHﬁI

e MetoTpekcar™* — 12 Mr uHTpaTeKaabHO, 2-1 JICHb.

e [lurapabun™* — 100 Mr HHTpaTEeKaIbHO, /-i JICHB.

Obs3amenvhas nodoepicusarouias mepanus 6 meyeHue 2-x Jjiem.

IIpoTokoJ ¢ppannysckoii rpynnsl GRAALL-2003

da3a Tepanuu
IMpengasa
[Ipeaauzonon™*

MeroTpekcat**

Nuayknus |
[Ipeaauzonon™*

JayHOpyOULIUH**

Bunkpuctun**

Acnaparunaza*™*

Huknopochamua™*

OTBETE)

dunrpacTum™**

Jo3a, nyTh BBeieHUs

60 mr/m?

15 Mr uHTpaTeKaIbHO

60 mr/m?
50 mr/m?
30 mr/m?

2 Mr

6000 EJI/m?
750 mr/m?

Bpems BBeeHus1

mHA —7 1o -1
Mexny —7 u —4

1-14-% nau
1-3-i1 gau

15-i1, 16-i1 nuun

1, 8, 15, 22-i1 nuu

8, 10, 12, 20, 22, 24, 26, 28-i1 nau

1-i1 nenn

750 mr/m?  15-if 1eHb (IpU XOPOIIEM PAaHHEM OTBETE)

16

500 mr/m? (12 4) 15-i1, 16-if 1eHs (IpU HEZOCTATOUYHOM PAaHHEM

5 MKr/ M2 ¢ 17-ro JAHS 10 BOCCTAHOBJICHHA I'PaHYJIOIUTOB

HNHTeHcuBHBI HHAYKUMOHHBIN Kypc IPH OTCYTCTBUM pemuccuu nocJje | ¢gaspl

#UnapyOunmua™**
[utapaOun**
dunrpacTum™**

IPaHYJIOLMTOB

12 mr/m? 1-3-it taun
2 r/m? (12 1) 1-4-ii nau
5 MKT/M? ¢ 9-ro gHSA 10 BOCCTAHOBIICHUS

Konconupanust — 0;10k0Bast Tepanus

baoku 1, 4,7
[urapabun™**

JlekcameTrazon™*

2 r/m? (12 4)
10 mr (12 4)
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1-i, 2-1 nHU

1-i, 2-i nHU



Acnaparunaza** 10 000 ex/m? 3-if jeHb

OunrpacTum™* 5 MKr/M? 7-13-i1 nan

baoku 2, 5, 8

MeroTpekcat** 3 r/m? B/B (24 4) 15-i1 nenp

Bunkpuctun** 2 MT B/B 15-#1 neusn

Acnaparunaza** 10,000 ex/m? 16-ii neHb

Mepxkanronypua** 60 mr/m? 15-21-i1 nam

dunrpacTum™* 5 MKI/M2 22-27-11 nHU

Baoxu 3, 6,

Huxnodochamuma™** 500 mr/m? 29-i1, 30-i1 qHU

#Otronmozun** 75 mr/m? 29-11, 30-i nHuU

MeroTpekcat*™* 25 Mr/m? 29-i1 neHb

OunrpacTum™* 5 MKr/M? C 31-ro mHS 10 BOCCTAaHOBIICHUS

TpaHyIJIOIUTOB

Io3nHss nHTeHCH UKL U (MeKAy 0J10KaMH KOHCoMaauuu 6 u 7)

Jlna nayuenmoe 6 IIP nocne | ¢hazvl undoykyuu

[Ipennuzonon™* 60 mr/m? 1-14-i1 nam

Bunkpuctun** 2 Mr 1, 8, 15-i1 nHuU

HNayHopyourmua™** 30 mr/m? 1-3-it nan

Acmaparunaza** 6 000 EI[/M2 8, 10, 12, 18, 20, 22-it nuu

Huknodpochamum** 500 mr/m? (12 ) 15-ii nenp

dunrpactum™** 5Mxr/mM?  ecrm Heitrpodutsl <0,5/1, 10 BOCCTAHOBIEHHUS
Jlna nayuenmoe 6 I1P nocne || unmencuenoi ghazt

#UnapyOunma™** 9 Mr/m? 1-3-i1 qau

[urtapaOun** 2 r/m? (12 1) 1-4-ii nau

dunrpacTum™* 5 MKT/M? ¢ 9-To AHA 10 BOCCTAHOBJICHUS

IpaHyJIOIUTOB

HonnepxxkuBaromas Tepanus

[Ipeaauzonon™* 40 Mr/m> 1-7-%1 qHU KaXaplid Mecsl B TedeHue 12 Mec

Bunkpuctun** 2 Mr 1-11 neHs KaXIpIil MecAl B TeueHue 12 mec
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MeroTpekcat** 25 Mr/M?/He BHYTpB B TeueHue 24 mec

Mepkanronypun™* 60 Mr/M?%/eHs B TeueHue 24 mec

IHC: npodunakTuka/ieyeHue

Ilpogpunaxkmuxa

MeroTpekcat™™* 15 mr 1-it u 8-i1 THU MHITYKIWY;
[Hurapabun™** 30 mr UHTPATEKAJIbHO 29-11 ne”p Kaxaoro 0JIoKa
MeTtunnpeIHI30JI0H** 40 mr KOHCOJIUIAI1H;

1-1 news no3aHENR

MHTEHCU(PHUKALIH.

Kpanunanbnoe oOnyuyenne 18 I'p mepexn HauanoM MOAAEp>KUBAONIEH Tepamnuu, 6-

MepKaNTOmypun™* 60 Mr/mM%/CyT BO BpeMsi 06Ty deHH S,

Jleuenue neitponeiikemuu, OUAZHOCMUPOBAHHOI 8 0edrome 3a6071€6aHUA

MeroTpekcat*™* 15 mr 8 BBeICHUI MEX Ty JHIMU
Hurtapabun** 30 mr UHTpaTeKaJbHO  /—21 MHAYKINU;
MeTunnpeaHu30I0H** 40 mr 4 BBEICHUS BO BPEMsI TEPBBIX;

2 OJIOKOB KOHCOJIUIAINH,

1 BBennenue Ha 29-1i neHp 3 u 6

0JIOKOB KOHCOJIH/IALIUH.
Kpanunansnoe o6myuenne 15 I'p mepen TI'CK wmum 24 I'p mepen HavaaoMm

TI0JLIEPKUBAIOIIEH TEpPAMK, MEPKANTOMYPHH** 60 MI/M%/CyT BO BpeMs 06IydeHHs.

IIporokoua «OJIJI-2009», ananTupoBaHHbIN AJs JedeHus nauueHToB ¢ OJLJI crapei

BO3pacTHOM rpynmnsl (55 jer u crapuie)

Ilpeogpaza: npenanzonon 60 mr/m?, 1-7-it qaU

- Myuxknusa KM Ha 8-ii nenb —_—

<25 % GnacToB >25 % OmacToB
| paza unoyxkyuu Il paza unoykyuu_
IIpeonuszonon™* 60 Mr/m?, Jlexcamemazon™* 6 Mr/m?,
8-14-i1 nau + 7 qHEH OTMEHBI 8-14-i1 nau + 7 nHEH OTMEHBI
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o Jlaynopyouruu™* 45 mr/m?, 8-t u 15-it qau

e Bunkpuctua** 2 wmr, 8-ii u 15-i qHM

e Acnaparunaza** 6000 EJI/m?, 29-i1 u 36-i1 nHH

HMyuxkuusa KM na 36-ii 1eHb

v

Il paza unoyxyuu

e MepxkanTomypun** 25 mr/m?, 43—70-i1 nau

o [uxmopochamua** 1000 mr/m?, 43-if neHb
o [lurapabun** 50 mr/m?, 45-48-i1, 59-62-ii nau
e Acnaparunaza** 6000 EJI/m?, 50, 57, 64-i1 nau

Hyaxkuusa KM na 70-i1 nenb

.

<5 9% OmnacToB

'

Konconuoayus |

T

>5 % 0OiacToB

!

Ilpozpamma

JlexcameTa3zon** 6 mr/m?, 71-84-it nam + 7 qHEl OTMEHBI

Hokcopyourua™* 30 mr/m?, 71-it u 85-if gau

Bunkpuctun** 2 mr, 71-ii u 85-if nau

v

pe3ucmenmuulx gpopm

JleuenHus

Konconuoauus 11 j\

MepxkanTomypuna** 50 mr/m?, 92-105-i1 nan
Acnaparunaza** 6000 EJI/m?, 92-i u 99-i1 1

Monuduxarus 103sl

L MepKanTonypuHa** B

3aBUCUMOCTH OT YPOBHHA
JICKOIIUTOB U TDOM6OHI/ITOB

|

Konconuoauusa 111

MepxkanTomypun** 25 mr/m?, 106-133-it 1au
Huxnodochamug** 1000 mr/m?, 106-i neHp
[urapadbua** 50 mr/m?, 108-111-i, 122-125-i
THA

Acmaparunaza** 6000 EJI/m?, 113-i u 127-i1 naun

Hoooepicusarowana mepanus 6 meuenue 2 1em

\ 4

Yuciao Yucao Jlo3a 6-
JeiikouuTos | tpomoouuro | MP

B
bonee 2,0 x Bonee 100 x | 100 %
10%x 10%n 036l
Ot 1,0 x 10%x | Ot 50 x 10%x | 50 %
10 2,0 x 10%n | mo 100 x 0351

10%x
Memnee 1,0 x Memnee 50 x 0%
10%/n 10%/n

om momenma 3aeeputenusn nocieonezo |11 kypca konconuoayuu.
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Meostcdy wuurknamu noooepicugarouieii mepanuu Hem unmepeanos: I-i oOemnv

nocneoyouezo Kypca ciedyem cpazy 3a HOC1eOHUM OHeM RPEeOuleCmayoule2o.

Hoooepicusaroman mepanus, yuxiaovt Ne 8(1-8): I

e Jlekcamera3on** 6 mr/m?, 1-3-it guu

e MepkanTonypun™* 50 mr/m?, 4—28-it nHI
Moaudukarmst 10361

e Bunkpucrun™* 2 mr, 1-it nenp MEpKaNToIypuHa*™ u
> MEeTOTpekcaTa*™ B
3aBHCUMOCTH OT YPOBHS
e Acmaparunaza** 6000 EJI/m?, 3-it neHp JICHKOIIMTOB U TPOMOOITUTOB

e Merotpekcat** 30 mr/m?, 2, 9, 16, 23-ii nau

IToooepicusarowan mepanus, yuxnot Ne 21(9-24):

e MepxkanTomypun™** 50 mr/m?, 4-28-ii nau
e Bunkpuctua** 2 mr, 1-ii neHn

e Merorpekcat** 30 mr/m?, 2, 9, 16, 23-ii naH

Ilpoghunaxmuxka neiponeiikemuu
WuTparekansHo (utapadua™* 30 mr, MetoTpekcat** 15 mr, nekcamerazon™** 4 mr): 0, 7,
14, 21, 28, 35, 70-i1 nuu B Teuenue WT, 105-it nenp koHconumanuu |, kaxkaele 3 Mec B T€UEHHE

HO,[[I[Cp)KI/IBaIOH_ICI\/‘I TCpaIrunu.

Jleuenue neiiponeiikemuu

[Tocne muarHOCTHKW HEWpONEHKEeMHUH BCE MAIMEHTHI, MOJydYalollue MPEIHU30JIOH™*™,
MepeBOIATCS Ha JiekcaMeTa3oH™**. JlromOanbHble MYHKIIMH BBITIOTHSIOTCS € 4acToToi 1 pa3 B 2—3
AHA 10 MOJTYYCHHA TPEX HOPMAJIBHBIX aHAJIM30B JIMKBOPA, 3aTEM ITYHKIWH BBIITOJIHAIOTCA 1 pas B
HEJIEII0 B TeUEeHHE 3 Mec, 3ateM | pa3 B 2 Hell B TeUeHHUE 3 Mec, 3aTeM | pa3 B 2 Mec 0 OKOHYAHUS

JICUCHHUA.

IIpoToxoJ eBpomneiickoii rpynnsl 1o Je4eHUI0 NanueHToB crape 55 jger ¢ OJLJI

Mpendasa: nexcameras’on™* (mepopamsro, 10 Mr/mM%, B 1-5-if mHHM), MeTOTpeKcaT**
(uaTpaTekanbHo 12 mr, B 1-ii 1eHb).

HNupykuus, ¢aza I: nexcamerazon™* (mepopansHo, 10 Mr/M? B 6-7-it*, 13—16-i JTHU);
BUHKPUCTUH** (BHYTpHUBEHHO, | Mr B 6-i, 13-i1 qun); #upapyouuua** (BHyTpuBeHHo, 10 mr, B
6-7-i1, 13-14-it nHu); MertoTpekcar** (BHyTpumoOojoyeuHo, 12 Mr) + pgekcamerazoH™*
(BHYTpHOOOIIOUYEUHO, 4 MT) + uTapadbun™** (BHyTpHobOoaoueuHo, 40 mr) B 12, 20, 27, 34-ii nHu,
I'-KC® (moakoxHO, 5 MKI/KT, B 6-i IeHb, 10 BOCCTAHOBJICHUS KOJIMYECTBAa HEUTpohuaoB >1,0 X

10%n).
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Unaykuus, ¢asa Il: muxnodochamun** (BryTpuBeHHO, 300 Mr/M? B 20-22-if muu)';
nuTapabuE** (BHyTpHBEHHO, 60 MI/M? B 21-24-i, 28—31-if 1HNM).

Konconnnanus (xaxmsie 4-6 Hen): muknsl 1, 3, 5 — merorpekcar™* (1000 mr/m?; y
nanuenToB >70 et — 500 Mr/mM?, BHyTpHBEHHO, B 1-if eHp); acmaparunasza** (1000 EJl/m%; y
nanuenTos >70 net — 5000 EJI/M%, BHYTPUMBIIIEUHO, BO 2-if IGHB); IUKIIBI 2, 4, 6 — IUTapaOuu**
(1000 mr/m?; y naruenToB >70 net — 500 Mr/M2, BHYTPUBEHHO, B 1, 3, 5-ii 1Hm).

Hoanep:xxkuBaromas Tepanus (JIUTEIBHOCTBIO JI0 2 JIET): IeKCaMeTa30H™** (epopasibHO,
40 mr B 1-2-fi OHHM); BUHKPHCTUH** (BHYTpHBEHHO, | Mr B 1-ii J¢HB); MepKanTOMypuUH**

(nepopanbHo, 60 Mr/M? B 1-90-it 1HK); MeTOTpeKcaT** (BHYTpHBEHHO, 25 Mr/M2, 1 pa3 B HelEO).

IIporpammsl Jjieyenus aumdomsl bepkurra
JIB-M-04

Cxema neuenus: npeadaza— A —C—- A —-C.

IMpendgasa:

. Huxnodpochamua** 200 mr/m? B/B, 1-5-it 1aM

. Jexcamera3on** 10 mr/m? B/B, 1-5-i U

Baok A:

. Udochamun** 800 mr/m? B/B, 1-5-it 1uu

. Mertotpekcar™* 1,5 r/m? B/B (B Teuenue 12 u), 1-if 1ens

. Bunkpuctun** 2 mr B/B, 1-it 1eHb

. Jloxcopyounma** 50 mr/m? B/B, 3-if 1eHb

. Iurapabua™* 150 mr/m? B/B kaxpie 12 u, 4-5-if guu (Bcero 4 BBeneHNUS)
) Aromozun** 100 mr/m? B/B, 4-5-it nuu

. Jexcamera3on** 10 mr/m? B/B, 1-5- U

Baok C:

. Mertotpekcat™** 1,5 r/m? B/B (B Teuenue 12 u), 1-if 1eHs

. Bun6nactua** 5 mr/m? B/B, 1-ii neHp

. [Turapabua™* 2 r/m? B/B Kaxaple 12 u, 2—3-if quU (Bcero 4 BBENCHNS)
. Dromo3ua** 150 mr/m? B/B, 3-5-if aHU

. Texcamera3on** 10 mr/m? B/B, 1-5-if quu

[Tpodunaktuky HeiponeiikemMun MpoBoAAT B 1-i neHs npendassl U B 1-il AeHb KaXXI0T0
0JIoka B BHUJC WHTpATEKaJbHOTO BBelAeHUA XT: murapabun™* 30 mr, merorpekcar** 15 wr,

npeaHu30I0H** 30 mr.

Tuu yka3aHbl OTHOCHTENLHO Havaa npedasbl TepanuHu.
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Purykcumad™** 375 Mr/M? BBOAT B 0-f JIeHb KaKI0TO OJI0Ka (Bcero 4 BBenIeHUS )

R-Hyper-CVAD/R-HMA
Hukasr 1, 3, 5, 7 (Hyper-CVAD):

. Huxnodpochamua** 300 mr/m? B/ kaxpie 12 u, 1-3-if nuu (Bcero 6 BBeneHMiN)
. JlexcameTa3zon™* 40 mr B/B wiu BHYTpb, 1-4-i1, 11-14-i1 nou
. Jlokcopy6uumn™* 50 Mr/m? B/B HempepblBHOH 24-uacoBoii MH(pYy3HeH B IEHTPaIbHbIL

Karerep, 4-ii 1eHb

o Bunkpuctun** 2 mr B/B, 4-i, 11-it 1an

Hukasl 2, 4, 6, 8 (HMA):

. Metotpekcat** 1000 mr B/B HenipepbIBHOM 24-yacoBoit nHdpy3ue, 1-it neHb

. [urapabua™* 3 /M2 (y 60npHBIX cTapie 60 net — 1 /M%) B/B kaxasie 12 u, 2-3-if 1aM

(Bcero 4 BBeneHUS )

. MeTtwmmpeaan3onon™* 50 mr B/B kaxapie 12 4, nau 1-3-i 1M (Bcero 6 BBEICHMIA)

o Purykcumad™* 375 mr/m? B/B, 1-it, 11-it nau (tmxet 1, 3) u 2-i, 8-# (uukier 2, 4) — Bcero
8 BBenenuii

. [Mpodunaktuka nopaxenus [[HC mnpoBoauTcs Ha KaxaoM Kypce, cCymMmapHo 16

MHTpATEeKaJIbHBIX BBEICHUI: MeTOTpekcaT™* 12 Mr uHTpaTeKkalibHO, 2-i JeHb, iuTapadbun™* 100

MT' UHTpaTeKalbHO, /- IeHb

R-DA-EPOCH

. Putykcumad™** 375 mr/m? B/B, 0-if 1eHb

. Drono3un** 50 Mr/m? /B 3a 24 u, 1-4-it nau*

. Jlokcopy6uma** 10 mMr/m? B/B 3a 24 4, 1-4-ii nan'
. Bunkpuctun** 0,5 mr B/B 3a 24 4, 1-4-iinau

. Mpeauu30108** 60 Mr/M2 BHYTpS 1-5-i 1HE

. Iuxnodochammm** 750 Mr/m? B/B, 5-if 1eHB?

NHL-BFM 90 (B-HXJ12004 ma6.)
Cxema ne4yeHus:
e ['pynna Huskoro pucka: V—-A—-B
e ['pynna mpomexyTOYHOro puCKa WM Bbicokoro pucka: V. — AA — BB, nmanee —

pecTtaaupoBaHue

2 B 3aBMCHUMOCTH OT NIEPEHOCMMOCTH MPEABLIYLIEr0 Kypca J03bl IPENapaToB YBEIMYMBAIOTCSA W YMEHBINAKOTCS HA
20 %.
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» ecimu 1P, To AA — BB (— AA — BB — y manueHToB BEICOKOTO PUCKA);
» eciu HenoHbI 0TBeT, To CC, manee — pecTaanupoOBaHUE;
v’ ecnu gocturayrta Bropast [P wiim 0TCyTCTBHE OITyXOJIEBOM TKAHH, 110 JaHHBIM
moBTOpHOU Ouorncuu, To AA — BB — CC
v/ ecii OIyXoJIeBask TKaHb, 10 JAHHBIM HOBTOPHOM Ouorncuu, To ayro-TTCK

Mpoda3a (V):

. [penuusonon™** 30 mr/mM? BHYTph U B/B, 1-5-it 1uu

o Huxnodochamua™** 200 mr/M? B/B, 1-5-it nuu

. MeroTpekcat** 12 Mr uHTpaTeKaabHo, 1-i 1eHb

. [utapabun™** 30 mMr uHTparekaibHoO, 1-if 1eHBb

o [Ipeanuzonon™* 10 Mr uHTpaTeKaIbHO, 1-i 1eHBb

Baok A:

. Jlexcameraszon™* 10 mr/m? B/B wiiu BHYTpb, 1-5-if 1uu

. Ndochamug™* 800 mr/m? B/B, 1-5-if quu

. Mertotpekcar™* 500 mr/m? B/B, 1-if nens (24-4acoBas uHQY3H)
o Hurapabun™* 150 Mr/M? B/B Kaxkzplie 12 u, 4-5-if qau (Bcero 4 BBeneHU)
) Aromozun** 100 mr/m? B/B, 4-5-it nuu

o MeroTpekcat** 12 Mr uHTpaTeKaibHO, 1-if 1eHb

. Hurtapabun™* 30 Mr uHTparekaabHO, 1-i 1eHb

. [Ipenuuzonon™* 10 Mr unTparekanbHo, 1-if neHb

baok B:

. JlexcameTa3oH** 10 Mr/m? B/B WM BHYTpb, 1-5-if 1

. Huknodpochamun** 200 mr/M? B/B, 1-5-if nuu

. Mertotpekcar™* 500 mr/m? B/B, 1-if nens (24-vacoBas HHDY3H)
. Jloxcopyounua™* 25 mr/m? B/B, 4-5-it 1HI

. Metotpekcat** 12 Mr unTparekanbHo, 1-i 1eHb

. Hurtapabun™* 30 Mr uHTparekasbHO, 1-i 1eHb

. [Ipennuzonon®* 10 Mr unTparekaibHo, 1-it 1eHb

Baok AA:

. JlexcameTa3oH** 10 Mr/m? B/B WM BHYTpb, 1-5-if 11

. Ndochamug™* 800 mr/m? B/B, 1-5-if qHU

. MetoTpekcart™* 5 r/m? B/B, 1-it nenb (24-uacoas uHby3us) (IpH JEYEHHH 110 HPOTOKOIY

B-HXJI 2004 ma6. — 1 r/m?)
. Bunkpuctua** 1,4 mr/m? (se 6oxee 2 Mr) B/B, 1-if 1eHb

. Hutapadbun™* 150 Mr/M? B/B Kaxkzplie 12 u, 4-5-if qau (Bcero 4 BBeneHUSA)
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Aromozun** 100 mr/m? B/B, 4-5-it nuu
MeroTpekcat** 6 Mr uHTpaTeKalibHO, 1-5-i1 1HK
Hurapabun™** 15 Mr untparexanbno, 1-5-if 1uu

[Ipeanuzonon™* 5 Mr unTparekaibHo, 1-5-if qHU

Bbaoxk BB:

JlexcameTa3on** 10 Mr/m? B/B MM BHYTpb, 1-5-if 1HH
[uxnodpochamua** 200 mr/m? B/B, 1-5-it 1HH

Metotpekcar™** 5 r/m? B/B, 1-ii nenb (24-yacosast uH(Y3Hs) (IIPH JICUSHUH MO TPOTOKOITY

B-HXJI 2004 ma6. — 1 r/m?)

Bunkpuctua** 1,4 mr/m? (ne 6oxee 2 Mr) /B, 1-if 1eHb
Jloxcopyounua™* 25 mr/m? B/B, 4-5-it 1HHI
MeroTpekcat** 6 Mr UHTpaTeKalibHO, 1-5-i1 n1HK
[urapabuua™** 15 mr uaTparekansHo, 1-5-i 1aU

[Ipeanuzonon™* 5 Mr uaTparekaibHo, 1-5-if qHU

Baok CC:

JlexcameTa3oH** 20 Mr/M? B/B WM BHYTpb, 1-5-if 11
Bunkpuctua** 1 mMr/m? (He Gonee 2 Mr) B/B, 1-if 1eHb

[Turapabua™* 2 r/m? B/B Kaxaple 12 1, 1-2-ii quu (Bcero 4 BBENEHNS)
Arono3un** 150 mr/m? B/B, 3-5-if 1HI

MertoTpekcat™* 12 Mr uHTpaTeKalibHO, 5-i JIeHb

[uTtapabun** 30 Mr MHTpaTeKaNbHO, 5-i 1eHb

[Ipenunzonon™* 10 Mr uHTpaTeKalibHO, 5-i1 1eHb

Putykcuma6** 375 mr/m? B/B 6-8 yacos, 0-if 1eHb KaXm1oro 6J10Ka (B paMKax IPOTOKOIA

B-HXJI 2004 ma0. B 0-it nenp 1-x 4 6110KOB)

IIporpammsl J1eyeHnst penuauBoB U pegpakrepHbix popm OJLI

Flag-lda:

#Dnymapabur™* 25 mr/m? /B 3a 30 MuH, 1-5-# 1HI
I{urapabua™* 2 r/m? B/B 3a 4 1 uepes 4 u mocie #¢ynapadbuna™*, 1-5-if 1au
#Unapyoumma** 10 mr/m2 B/B 3a 15 My, 1-if u 3-if U

I'-KC® 5 MKI/KT HOAKOKHO € 7-TO JHA 0 BBIXOJA U3 HUTOIIEHUN

Bopte3omub + nekcamMerazoH** + MUTOKCAHTPOH + BUHKPUCTHH** + acmaparuna3za™*

Bboprezomub 1,3 Mr/m? B/B KanesbHo, 1, 4, 8, 11-it auu

Jlekcamerazon™* 10 MI/M?, pasnenuB Ha 2 BBeIEHUS BHYTPh, 1-14-ii mHU
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e  MuTokcanTpor™** 10 Mr/M? B/B KamenbHo 3a 15-30 muH, 1-if, 2-i 1eHb
e Bunkpuctua** 2 mr B/B cTpy#HoO, 1, 8, 15-if 1HU1
e Acnaparunaza** 5 Teic. Ex/m? B/B kanensHo, 15-21-it nuu
Bcewm nanuenTam npoBoaUTCS MHTpaTeKaabHas Tepanus: B 1-i qeHs nurapadun™* 30 mr.
Ecmu ects BoBnmeuenue I[HC: mHTpaTekanmbHO MeToTpekcat** 15 wmr, murapabun™* 30 wr,
nexkcametazoH** 4 wmr, 8, 15, 22-it gau. Y manueHToB ¢ pa3BUBIICHCS MOJUHEHPONATHEH 1032

BUHKPUCTUHA™™ peayuupyercs 10 1 Mr u BBOIUTCS B JHU 1-if 1 §-i1 1HU.

Henapaoun + nukaodgochamua** + #rronmozua™*
Cxema: Onok N u Onok CE mpoBomsT ¢ uHTepBajioM 2 1HS MeEXAy co0oil B mroOoi
IIOCJIEAOBATEIHLHOCTH.

Baok N:

e Henapabun** 650 mr/m? B/B KanenbHo 3a 1 u, 1-5-i aum (wmm 8—12-i)

Baoxk CE:
o Iluxnodochamua** 440 mr/m? B/B KanenbHo, 8—12-# mau (uam 1-5-if)

e  #Irtomosua** 100 mr/m? B/B KamenbHO 3a 1 4, 8—12-if 1Hu (wm 1-5-i)

BFM-REZ 2002

Week 1 2 3 4 5 6 7 8 9 10 11 12 13 14 1516 17 18 19 20 21 22 23 24 25 26 27 28 29

Branch

Prot Il - IDA —|
S1 AE @(. Fe o =

. = Prot Il - IDA [r1] [r] . . |R1 v |M24fv_,
S2 << q/:
DRI e

Prot Il - IDA 1

S3/4 /A @@(. =ap=ai

RD b 4 § \ ' b (s1) v(82)

Puc. 1

Cxema:

I'pynmna S1 (mo3aHui N30IMPOBAHHBIM BHEKOCTHO-MO3TOBOM PELIUINB).

I'pynma S2 (oyeHb paHHUNW W PAHHWK W30JMPOBAHHBIA BHEKOCTHOMO3TOBOW PEIUIMB,
no3Huid kKoctHOMO3roBoi He T-OJIJI u ¢ KoOMOMHUPOBAaHHBIM PAaHHUM WJIU TO3THUM He T-

OJL1).
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I'pynma S3 (¢ paHHUM U30JIMPOBAHHBIM KOCTHOMO3TOBBIM peruanBoM He T-OJIT).
I'pynna S4 (¢ odeHb paHHUM KOMOWHUPOBAHHBIM M HM30JMPOBAHHBIM KOCTHOMO3TOBBIM
peuuaIuBoM, peuuauB koctHomosrosoi T-OJLI).
Baok Fl(muaykmus):
e JlexcamerazoH** 20 Mr/mM% BHYTpb, 1-5-if 1HH
e BunkpucTHH** 1,5 Mr/mM? (MakcuMaibHas 103a — 2 Mr) B/B CTpy#HO, 1-i, 6-i qau
e Merorpekcar** 1 r/m? B/B uHdy3us B TeueHue 36 u, 1-if 1eHp

e Acmnaparunaza** 10 Tsic. En/m? B/B KanespHO 3a 6 4, 4-ii 1eHb

HNHTpaTekambHOEe BBEACHHE MeTOTpekcata** 15 wmr, mwumrapabuna** 30 wr,
nexkcamerazoHa*™ 4 mr B 1-it 1eHb.
Baok F2:
e Jlekcamerazon™* 20 MI/M2 BHYTpb, 1-5-if 1HH
e Bumkpuctua** 1,5 mr/m? (MakcuManbHas 103a — 2 Mr) B/B CTpyiiHO, 1-i, 6-# a1
e Ilutapabus** 3 r/m% B/B 3a 3 4 2 pasa B neHb, 1-2-if 1HH

e Acmaparunaza** 10 teic. En/M? B/B KanenbHo 3a 6 4, 4-if 1eHb

HNuTparekanbHoe BBeleHUE MeToTpekcaTa*™ 15 mr, iurapabuna™* 30 mr, nekcameTtazoHa™* 4 mr,
5-11 neusb.
Baok R2:

e Jlexcamerazon** 20 mr/m? BHYTpb, 1-5-# 1HM

e MepxkanTomypua** 100 mr/m? BHYTpb, 1-5-if 1HK

e Bunkpuctua** 1 Mr/m? B/B KanespHO, 1-i 1eHb

e Merotpekcat** 1 r/M? B/B uH(py3us B Teuenue 36 4, 1-if neHp

o #Hdochamun** 400 mr/m? B/B uudysus 3a 1 4, 1-5-if 1un

o JlayHopyOumua** 35 mMr/m? B/B uHby3us 3a 24 4, 5-if 1eHb

e Acmaparuna3za** 10 TsIc. Ex/m? B/B KamnenpHO 3a 6 4, 6-if 1eHb

HNuTparekanbHoe BBeIeHHE MeToTpekcara™* 15 mr, nutapadbuna** 30 mr, nekcamerazoHa*™ 4 mr
B 1-11 neHs.
Baok R1:
e Jlexcamerazon** 20 mr/m? BHYTpb, 1-5-if 1HU
e Mepkanronypusa** 100 mr/m? BHYTpb, 1-5-i 1HI
e BunkpucTHHE** 1,5 Mr/M? (MakcHMasbHas 03a — 2 MT) B/B CTpYy#HO, 1-i, 6-# qHU
e Merorpekcat** 1 r/m? B/B uH]Yy3Hs B TeueHne 36 4, 1-if 1eHp

o [{urapabun** 2 r/™M>B/B3a3 u2 pasa B JieHb, 5-i1 IeHb
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e Acnaparunaza** 10 Teic. E/M? B/B KanespHO 3a 6 9, 6-if 1eHb

NuTparekanbHoe BBeJeHUE MeTOTpeKcaT*™ 15 mr, nurapabun™* 30 mr, nekcamerazon™* 4 mr B
eHs 1-1.
Bbaok 1-1da:
e JlexcameTazoH** 6 mMr/m? BHYTpb, 1-14-if nHU
e Bumkpuctun** 1,5 mr/m? (MakcuManbHas 103a — 2 Mr) B/B cTpyiino, 1, 8, 15, 22-it
TTHU

o #UnapyOunun™* 6 Mr/m? B/B KamenbHO 3a 15 muH, 1, 8, 15, 22-ii nau

e Acnaparunaza** 10tbIc. En/M2 B/B kKanensHo 3a 6 4, 1, 6, 11, 16-if auu

e [luxmodochamua™* 1 r/M®B/B3alul pa3 B JieHb, 29-1i 1eHb

e [lurapabun™* 75 mr/m2 B/B 1 pa3 B nenb, 31-34 u 38—41-ii nau

o #6-Tuoryanun™* 60 mMr/m? BHYTpb, 29-43-ii nHUM

HNHTpaTekanmpHOE BBEACHHE MeToTpekcara** 15 wmr, nurapabuna** 30 wr,

JekcamerazoHa** 4 mr B 1, 15, 31, 38-i1 guu.

Cxema nportokoia «Ph+ OJIJI-2012»
Ilpeoghasa:

o Jlekcamerazou™* 10 mr/m2, 1-7-i1 nHH
e lmatuan6** 600 mr (mocne moaTeepkaeHus Ph+)
Hynaxuusa KM Ha 8-ii nenb
| paza unoyxkuyuu (8-43-it onu):
e JlexcameTrazoH™** 6 Mr/m?, 8-22-i1 nuu + 5 qHEH OTMEHBI
e Bunkpuctua** 2 wmr, 8, 15, 22, 29, 36, 43-ii 1au
o UNmartunu6** 600 Mr BHYTpH, 8—43-ii 1HH

Jlombanvuas nynxkyus ¢ esedenuem 3 npenapamos 6 0, 7, 14, 21, 28, 35-ii onu.

Hynkuusa KM na 43-i1 glem)’ onenka MObB B KM (nenn +43)’

l

Il paza unoyxyuu (44—70-51 Onu)
Nmatuan6™** 600 mr BHyTpH, 44—70-11 n1HA

Acnaparunaza** 10 000 E/I/m?, 49, 56, 63, 70-i1 nuu

Jlrombanvhas nynkyus ¢ 66edenuem 3 npenapamos 8 ST-ii Oerv.

HMyuxkuusa KM na 70-ii 1eHb
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.

<5 % OmacToB

v

louemca MOBb B KMI

Konconuoayusn | (71-105-i1 onu)

T

>5 % 0OacToB

pe3ucmenmuuix gropm

v

Ilpocpamma

Jle4eHUuA

e Imatunu6** 600 mr BHyTph, 71-105-i1 nHM (ecnmm Her MonllIP, nepexon Ha nazaTuHUO

140 mr)
e Mepxkantonypun™* 25 mr/m?, 71-105-i1 nuu
e Metorpekcar** 500 mr/m? B/B Kar 3a 2 u, 77-i1, 91-i 1u
e Acmnaparunaza** 10000 EJI/m?, 78-i1, 92-if nau

Jlrombanvnas nynkyus c 6eedenuem 3 npenapamos 6 11-ii oeno.

u

Hynaxkuusa KM na 105-i z[em,‘ onenka MOb B KM (nenb +105)‘

Konconuoayus 11 (106-133-it onu)

e Hmaruan6** 600 mr BayTph, 106-133-if an (vm nazatuaub 140 Mr)

e Jlexcamera3zon** 6 mr/m?, 106—120-if qau + 4 THS OTMCHBI

o #UpapyOunumu** 6 mr/m?, 106-i, 120-it guu

e Bunkpuctun®* 2 mr, 106-#, 120-i1 nau

Jliombanvuas nynkyus ¢ esedenuem 3 npenapamos 6 106-ii denw.

Mynxuus KM na 133-ii nenb ‘OHGHKa MOB B KM (nenb +133)‘

Konconuoauusn I+I (133-161-it onu) ™

e HNmaruan6** 600 mr, 133-161-if qau (vwim ga3aTuHUO 1
MT)

e MepxkanTomypun** 25 mr/m?, 133-161-it nau

o [[urapabun** 50 mr/m?, 135-138-i1, 149-152-ii nau

e Acmnaparunaza** 10 000 E/I/m?, 141-i1, 155-it nau

40

Jliombanvuas nynkyus ¢ e6edenuem npenapamos 8 134-ii oens,/

HMynxnus KM na 161-i zlem,\ ounenka MOb B KM (nenb +161)\

|

Monudukams 103sl
MepKanTonypuna**
B 3aBUCUMOCTH OT
YPOBHS JIEUKOIIUTOB
1 TPOMOOITUTOB

YucJjo Yucio Jo3a

JIeKoIM | TPOMOOIM | MepKan

TOB TOB TONMYpPH
Ha**

Bonee 2,0 | Bosnee 100 | 100 %

x 10%/n x 10%n JIO3BI

Or1,0x | Or 50 x 50 %

10%n g0 | 10%m o | mossr

2,0 x 100

10%/n x10%n

Menee Menee 50 | 0%

1,0 x x 10%n

10%/n

Hoddepafcuearomaﬂ mepanus 6 meyeHue 3 nem om momenma 3aeepuienun nocneonezo Kypca
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konconuoayuu (nocine TI'CK noooepicusarowana mepanusa npoeooumca moavko HUTK ¢
meueHue 2 nem).
Mescdy uuxnamu nooodeprcusarouieli mepanuu Hem unmepeanos: I-ui oOeuw

nocneoyruie2o Kypca cieoyem cpaszy 3a HOCJ1eOHUM OHEeM RPeOulecmaeyoue2o.

Hoooepicusaroman mepanus, yuxa Ne 3(1-3)(nauano 28-u neoenu + 191-it dens)

o HMmaruuu6** 600 mr, 1-42-ii nuu (win gazatuauO 140\Mr) Moubukars 10351

o **
e Jlekcamerazon™* 10 mr/m?, 28—-32-ii q1Hu MCpPKAIITOIIypHuHa™ ™ 1
—~ MeToTpeKcaTa*™ B
e Bunkpuctua** 2 mr, 28-ii neHb 3BHCHMOCTH OT YPOBHS

e Mepkantonypun** 25 mr/m?, 33-42-ii 1uu JICHKOLUTOB U TPOMOOLIUTOB

e Merotrpekcar** 30 mr/m?, 35-1, 42-ii nHU

Ilpogunakmuka neiiponeiikemuu
® HurparexanbHo (1muTapadun™* 30 mr, MetoTpekcat™* 15 mr, fexcamerazon™* 4 mr):
® Bo Bpems unaykuuu: 0, 7, 14, 21, 28, 35, 57-it nuu;

® Bo BpeMms KypcoB KoHconumarnwmu: 71-ii nenb (I koHcomumarwst), 106-ii mens (Il

koHcomuaarwms), 134-i neus (111 konconuaanus);

® KaxJble 3 MeC B Xoz1€ 3 JIeT NMOJACPKUBAIOIIEH Tepanuu B 1-i 1eHb Kypca 10 3aBEepIICHUS

BCEH IIPOrpaMMBbl JICUEHHUS 10 MPOTOKOIY (9 MyHKIHIA).

Jleuenue neiiponeiikemuu

[Tocne muarHOCTHKW HEWpONEHKEeMHUH BCE MAIMEHTHI, MOJydYalollue MPEIHU30JI0H™*™,
MIEPEBOIATCS HA AeKcaMeTa30H™*. JIroMOaibHbIe TIYHKIIMHU BBITIOJIHSIOTCS € 9acToTol 1 pa3 B 2—3
JTHSL 10 TIOJy4YeHHUs 3 HOpMaJbHBIX aHAJIM30B JUKBOPA, 3aT€M IMYHKIIMH BBITIOJHSIOTCA 1 pa3 B
HEeJIeNIo B TeueHue 3 Mec, 3aTeM | pa3 B 2 Hell B TeueHue 3 Mec, 3aTeM 1 pa3 B 2 Mec 10 OKOHYAHUS

JICUCHHUA.

Cxema Tepanuu 0 1uHATYyMOMaboOM™™
IIpendgasza: 6nunarymomad™™ 9 mMkr/cyt, 1-4-if 1HU, KpyTiIOoCyTOUHAs! HEMpepbIBHAS HHDY3US.
Kypc: 6aunarymoma®** 28 mMxr/cyt, 1-28-ii 1HH, KpyTI0CyTOUHAs HEMIpepbhIBHAS HHPY3HUS.
WuTepBan mexy Kypcamu — 14 nHe.

PexomennoBano 2—4 kypca.
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CxeMa Tepanuu MHOTY3yMaOOM 030TaMULMH**

1 mmki (21-28 nueit): nHOTY3yMaboM o3oramunuH** nens 1-it — 0,8 Mr/m%, nens 8-it u 15-ii - 0,5

MT/M2,

PexomennoBano 2—4 kypca.

Cxema Tepanum #BeHeTOKJIAKC + #1eunTaduH

1-i ko (28 mHel): #nenuradbun 20 mr/m?, 1-5-it qau + #seneroxnaxc 400 mr, 2 plcyr, 28 nHei.

Cnez[yeT O6paTI/ITB BHHMMAaHHC Ha H606XO,I[I/IMOCTB KOPPCKIUHU O03bI #BEHETOKJIaKca B cJIydace €ro

ucnonbs3oBanus BMecte ¢ uHruoutopamu CYP3A. [lo3a #BeHeroknakca cHikaercs Ha 50 % npu

COBMECTHOM HCIOJIb30BaHUU ¢ yMepeHHbIMHU nHTHONTOpamMu CYP3A (Hanpumep, GirykoHa30T**,

BOPUKOHA301**) U cHmkaercss Ha 75 % MNpPH COBMECTHOM HCIIOJB30BAHHHM C MOITHBIMH

uaruouropamu CYP3A (Hampumep, Kapbamasenuu™*, GeHuTOnH™**),

Mpunoxenne A3.2. lonrocpounbie pe3yabTarhl Tepanuu Ph-HeratuBabix OJ1J1

B3pPOCJIbIX B 3aBUCUMOCTH OT IPUHIUIIA XUMHUOTEPANIEBTUIECCKOI'O BO3JeiCTBUA

Tabauna S. Jlonrocpounsle pesynbTaThl Tepanuu Ph-neratuBabix OJIJI B3pocibix B
VHIINIA XUMHAOTEPANEBTUYECKOTO BO3/ICHCTBHS

3aBUCHMOCTH OT II

MpuHuun HccaenoBaTeabcka ITanueHTHI Alll1oreHHas 5-nernsasa OB
XUMHOTepanes A rpynna TICK B 1 1IP
THYECKOr0
BO3/1€iiCTBUSA
NmmynecHOE OHKonornyeckui n=178 Her 38 %
(Hyper-CVAD) .
HAyYHBIA IEHTP
numenu M.JI.
AHpniepcona [56]
TpanuunoHHoe MRC UKALL n=1031, 1555 | PeanuzoBanay | Ects gonop =53
XI/ECOG E2993 JeT 76 % %
[62] Her nonopa = 45
% (p = 0,01)
GMALL [55] n=504,15-55 | PeanusoBanay 54 %
JeT 70 % w3
TpYyTIIBI
BBICOKOTO
pHUCKa
[Memnatpuyecku PETHEMA [64] n =281, 15-30 Her Ho 21 roma = 77
# TIOAXON JIET, TpyIIa %
CTaHJAPTHOTO B Bo3pacte ot 21
pucKa 10 30 =63 %
HewunTeHncusHo OJIJ1-2009 [65] n =298,15-55 PeanuzoBana y 60 %
e, HO JIET 7%
HEMPEePBIBHOE
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Ipuaoxenne A3.3. TakTnka npoBeeHUs AJJIOT€HHOW TPAHCIIAHTAIIUM

KM/remono3Tuyeckux cTBOJIOBBIX KJeTOK npu OJLJI

Tabauna 6. TaxkTuka mnpoBeneHHS aUIOTeHHOW TpaHcIutaHTauu KM/reMonosTHueckux
CTBOJIOBBIX KJ1eTOK nipu OJIJI
Puck B nedrore IToka3zanus K aJuiio- Honop I'CK TI'CK ot
3a00J1eBaHUA TI'CK AJIbTEPHATHBHOI'O
JA0HOpA
Bricokwnii puck Bce manuents! B 1 11P, HLA-unenTH4HbBII DKCHEePUMEHTAIBHOE
OJII B nepBrie 3—4 mec POICTBEHHBIH, JIeYECHHUE
MOCJI€ TUarHOCTUKU HEPOJCTBCHHBIN *
OJII
Cranpaptusiii puck | [Ipu nepcucrenium HLA-uneHTuaHbI N He pexomennyercs
OJII MOBb POACTBEHHBIH,
HEPOJICTBEHHBII *
Peunnus Bcem nanmnentam HLA-uaeHTUYHBI | DKCIIEPUMEHTAIBHOE
3a00JI€BaHUs, B TOM | TIOCJIE€ JOCTHXKCHHS POJICTBEHHBIH, JIeYeHUE
4yucIe pemuccuu HEPOJCTBEHHBIN *
MOJICKYJISIPHBIT 3a00JIeBaHUS

Ipumeuanue. *CoBmectumocTh 1o anturenam HLA 10/10 wmm 9/10.

IIpunoxenne A3.4. Pekomenaanuu mo npopuiIaKTu4ecKoil NpoTHBOPBOTHOM

Tepanuu

Tabauna 7. PekoMeHjanuu no npogpuiIakTHYeCKOW NPOTUBOPBOTHOM Tepanuu

Puck
IMETOTreHH
OCTH

Bricokuii

Komb6unanus 5-HT3-penenropoB,  nmekcamerazoHa**  wu
anpenuTaHTa
AnTaronuct 5-HT3-penenTopoB (BeiOHpaeTcs | U3 MPUBEISHHOTO MEPEYHS):

* OHJAHCETPOH™* (mepopasibHO, 16—24 mr nnu B/B, 8—12 mr)

aHTaroHucra

* TPaHHCETPOH (TIEPOPATBHO, 2 MT, WU TIEpOpaIbHO, 1 Mr, 2 pa3a B CyTKH, WU
B/B, 0,01 mr/kr, Makcumym — 1 mr)

* TPOMHCETPOH (B/B, 2 Mr);
* TMaJIOHOCETPOH (mepopanbHo, 0,5 Mr, uiu B/B, 0,25 Mr)

* JeKcaMmeTa3zoH™** (mepopanbHO, 12 Mr, wiu B/B, B 1-i1 IeHB + IEpOpabHO WIIH
B/B, 8 Mr, BO 2—3-1i THN);

* ampenuTaHT (mepopayibHo, 125 mr, B 1-i1 1eHb, miu niepopaibHo, 80 MT, BO 2—
3-i THN)

YMepeHHbIi

KomOunammst  aHtaronucra  S5-HT3-pementopoB ®  JekcameTa3zoHa*™
(ampenuTaHT MOKET UCIOJIb30BAThCS Y OTACNIBHBIX MAIIUEHTOB, B 3aBUCUMOCTHU
OT TOJIy9aeMOT0 MMM PEKHMA XHMHOTEPAITHH ).

1-it nensn 2—-3-i1 tHU

5-HT3-penentopon
U3  INPHUBEICHHOTO

AHTaroHucT 5-HT3-penentopoB | AHTaroHUCT
(BeiOupaercss 1 w3 mnpuBeneHHoro | (BeiOupaercs 1
nepeyHs): MepeyHs):

* OHJIAaHCETPOH™** (mepopayibHO, 16— | * OHJAHCETPOH**  (TMepopalbHO,
24 wmr, unu B/B, 8—12 mr) 1624 mr, nau B/B, 8—12 mr)
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* TPaHUCETPOH (IEPOPATIBHO, 2 MT,
WM nepopaibHo, 1 Mr, 2 paza B
cytku, wi B/B, 0,01 wmr/kr,
MakCUMyM — 1 mr)

* TPaHMCETPOH (IEPOPAIBHO, 2 MT, WIH
nepopajibHO, 1 Mr, 2 paza B CyTKH, WU
B/B, 0,01 Mr/kr, MakcumyMm — 1 mr)

* TPOIUCETPOH (B/B, 2 Mr);

* mayioHoCceTpoH (mepopaibHO, 0,5
Mr, uiu B/B, 0,25 mr);

* JIeKCaMeTa3oH™™* (mepopanibHO WU
BHYTPUBEHHO, 12 Mr);

* anpenuTaHT (mepopaibHo, 125 Mr)

* TpOmHUCETPOH (B/B, 2 MI);

* maJIoHOCETpOoH (repopansHo, 0,5 wr,
uiau B/B, 0,25 mr);

* JIeKCaMeTa30H™** (mepopallbHO WIIH
B/B, 8 win 4 mr, 2 pasza B CyTKH);

* ampenuTaHT (mepopasibHO, 80 WMT,
€CJIM UCIOJIb30BaAJICs B 1-i1 JIeHB)

Huzknii * JeKcaMmeTa3oH™** (mepopajbHO Wi B/B, 12 Mr)

* TpoxJIopriepasuH (mepopaibHO Win B/B, 10 Mr, Kaxkapie 4—6 9);

* MeToksonpamMua** (mepopasibHo WM B/B, 10—40 mr, kaxapie 4—6 )
Munumane | PytuHHas mpodwiakthueckas tepanus He Tpedyercs (CIeayeT pacCMOTPETh
HBIN BOMPOC 00 HCIOJb30BAaHUM AHTUAIMETHUKOB, MEPEYHCICHHBIX JUISI TMEPBUYHON

poGWIAKTUKY TOUIHOTH/PBOTHI Y TAIIMEHTOB HU3KOTO PUCKA)
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Ipuaoxenue b. Anropurmsl aeiicTBUl Bpadya

OcTpeblit iMMdoONacTHLIA NEko3

fa z
T-KNeTouHbIA
Het
OJ1N 13 B-kneTouHbIX
NpeAWecTBEHHUKOB
Her
Oa
1(9:22)/BCR/ABL B-3pensii
v Her Oa l
Tepanua NO cxemam NeveHuA
BoapacT < 55 net Boapacr < 55 net numdombl/nenkosa
BepkurTa
Oa Her Oa Her
0Nn-2009 ONN-2009 (noxuneie) ‘ XIT + umatuHnb | | Mmatunmnb |
MB2008 (po 30) EWALL (noxwunbie)
GMALL (2003) Hyper-CVAD (mini) l
GRAAL (2005) i
Hyper-CVAD | MopaepXvBaowan Tepanua

Mopnepxusaiowan Tepanua l

BO3MOXHOCTb NPOBEAEHUA
anno TKM

Anno TKM l—b{ Mopnepxueaiowan Tepanva |

Puc. 2. Ancopumm npunsamus pewenus na momenm ouacnocmuxu OJIJ1

Y
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Peuuauesl/pechpaktepHble (opmbl O
(Ha pasnuuHbIX NpoToKoNax)

Pannuit peunams (MNP <= 12 mec.)
PedpakrepHan hopma
(Het NP k 70 aHi0 Tepanum)

Boapacr < 55 ner Boaspacr < 55 net

WexoaHui npotokon
FLAG-IDA M-Rez
BFM-Rez il ;::5 +ue BnuHaTymomat (B-ONN)
BpT + [lekca + MuTo + L-acn Mini-FLAG-IDA | | MannuatusHan nomouws WHotyaymat ozoramuupH (B-
onny
Monxan
fa Her

anno TKM
Oa Her
Anno TKM AnutensHan
noasepXUBaIoWanR Tepanua

Puc. 3. AﬂeopumM NPUHAMUA peuleHusl npu KoHcmamayuu pe3ucmeHmHocmu U paseumuu

peyuousa OJLJI npu ucnorvb3068anuu NPOMOKOI08 He POCCUUCKOL UCCTIe008aMENbCKOU 2PYNNbl
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Bpt + [dexca + Muto + L-acn
BnuHaTymomad

Peuuanesl/pecbparTepHsie MopMsl
onn
(Ha npotoxone ONN-2009)

"Kputuyeckuin”
COMaTUUeCKuin cTaTyc

A 4

BO3MO¥HOCTL NPOBEaeHUA

anno TKM

Anno TKM

A 4

V1 pasHue, U nosgHne
peunauBsbl

MannuatueHas noMoLs

MonHas peMuccus

"Kputuyeckuin”
COMAaTHUECKuit CTaTyC

HenapaduH + VP-16 + L|®

A

Het

A

KnuHuueckue uccnegosanua

v

LOnuTensHas
NOAAepPHMBAKLLAR Tepanua

MannuatueHas nomoLls

Puc. 4. A/zeopumM NPpUHAMUA pelierus npu Koncmamayuu pesucmeHmuocmu u

passumuu peyuousa OJIJI npu npumenenuu npomoKoaa pocCuiCKoL Uccied08amenbcKoll

2pynnol
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Peuuaus Ph-nosutusHoro O
(UMTOreHEeTUYECKMA W TEMATONOTMYECKWIA)

BO2MO¥HOCTE BLINONHUTE
UCCNenosaHune MyTaumi

BCR/ABL Her

Cwmeta TKW cornacHo
MYTaLWOHHOMY CTaTyCy

v

MosoTtepanur UTK-2,3
BnunHatymymat + UTK-2,3

MoHoTepanua UTK-2,3

Monx#as pemMuccus

Cmena TKW

BO3MOXHOCTb NPOBEASHMA
anno TKM

A

[Mon#an pemuccus

OnuTensHan
NoAAEPHMBAKLLAR Tepanua
Anno TKM TKU-2.3 MannuaTueHas noMoLLs

Puc. 5. AﬂeopumM NPpUHAMUA pelerus npu Koncmamayuu pesucmeHmuaocmuy U paseumuu

peyuousa Ph-nozumuenozo OJIJ1
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Nenkoa/numcoma BepkuTTa

MannuaTueHaA NoOMOLLb

fa

KpUTUYSCKMIT COMATUYEC KA
cTaTyc

Huakuit puck:

- NAT - HopMankH.IA NoKazaTens
- EOMHUYHLIN 04ar nopaxeHns < 10

NE-M-04 +/- R,
R-Hyper-CVAD,
R-NHL-BFM 90/95

Het

MonHas pemuccua

HabnioneHue

Nne-M-04 +-R,
R-Hyper-CVAD,
R-NHL-BFM 90/95

MonHar peMuccus

2-A NNHKA Tepanum
wunm
KOMeWYecKme UCCNenoBaHR ¢
ayto/anno-TCKK
unm
nannuaTtueHan noMoLb

Knusuyeckue NCCneqoBasmna;
+/- aytofanno-TCKK
unm
HabnwoaeHue

Puc. 6. Ancopumm npunamus peutenus npu ouazHocmuxe aeuxosza/aumpomvl bepxumma
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Peuuause/pedpakTepHas opma
nenkoza/numcomsl BepruTTa

KpUTHYECKMIA COMaTUYECKMA

] n
MannuatueHas noMoLLs cranyc

R-ICE. R-DHAP, HDAC
unu
KnuHuyeckme UCCnenosaxua

MonHas pemMuccus

AyTo/anno-TCKK MannuaTueHas NomoLLs

h 4

Hadnwaesue

Puc. 7. Anecopumm npunamus peuienus npu pegppakmepHotl popme u peyuouse

neuxosa/mumgpomvt bepxumma
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Ipuioxenue B. Uudopmanus 11 naumeHra

OJIJI nnu ocTpbiit mUMQOJIEHKO3 — 3TO 3J0KAYECTBEHHOE 3a00JIeBaHHE KPOBEHOCHOM
cuctembl. KM, B KOTOpOM BbIpa0aThIBAIOTCS KIETKU KPOBH, MPOU3BOAUT CIUIIKOM OOJIBIIOE
KOJIMYECTBO HE3PEIbIX OCNIBbIX KPOBSHBIX TeJell. B HopMme y uenoBeka BCe KIETKH KPOBH PACTyT
1 OOHOBJISIIOTCA JIOCTATOYHO PABHOMEPHO, MPOUCXOJIUT CIIOKHBIM MPOLECC UX CO3PEBAHMUSL.
Onnako mnpu Bo3HMKHOBeHHMH OJIJI 3TOT mpomecc BBIXOAUT U3-TIOA KOHTpojs. benbie
KpOBSIHBIE TeJIbIIa HE PACTYT U BBI3PEBAIOT, MIPEBPALIAsICh B MOJHOICHHBIE (DYHKIIMOHAIBHBIC
KJIETKH, a2 HAYMHAIOT OBICTPO M OCCKOHTPOIBHO AETUTHCH. [I0CTOSHHO yBETUYHMBASICh, OHH
BBITECHSIIOT 3JI0POBbIE Oe€ible KIETKM KpOBU (JICHKOILMTHI), KpacHbIe KIETKH KpPOBU
(3pUTPOLUTHI) U KPOBSIHBIE MJIACTUHKH (TpoMOOIUTHI). B pesynpTaTe pa3BuBaeTcsi HEXBaTKa
HE0OXOOUMOr0 4YHclia 3J0POBBIX KJIETOK. MamnokpoBue (aHemusi), HUHPEKUUU U
KPOBOTOUMBOCTD SIBJISIFOTCSA HE TOJIBKO cienctBuemM OJIJI, HO U ero mepBbIMH CUMITOMAMH.
N3HavanbHO JEHKO3bl HE OTPAHUYMBAIOTCA KAKOW-TO OINPEIEICHHOW YacThl) OrpaHU3Ma.
Pacmpoctpansisic u3 KM B KpoBb, OHU MOpakaroT U TUM(GaTHIECKYIO TKaHb (IuMpaTudeckas
cUCTeMa), U Apyrue OpraHbl, W, KaK CIEACTBHE, BCIO cUcTeMy opraHoB. [losTomy, kak u
octanpHble Jerko3bl, OJIJI oTHOCHUTCS K CHCTEMHBIM 3JI0KAUECTBEHHBIM 3a00JIEBAHUSIM.
Teuenue OJIJI octpoe. be3 neuenus nelikeMuyeckue KJIETKU YBEIMUMBAIOTCA U MOPaKalOT
opranbl uesjoBeka. 3ab0JeBaHHE MPUHUMAET TSKENbIe (OPMBI, CMEPTh HACTYMaeT uepes
HECKOJIBKO MECSIIEB.

OJUI — camas pacnpocTpaneHHasi popma Jeiiko3a y AeTeil ¥ MOJAPOCTKOB, OH COCTABISET
MPUOJU3UTENHHO OJIHY TPETh OT YHCIA 3JIOKAYECTBEHHBIX 3a00JIEBaHUN B JCTCKOM U
noapoctkoBoM Bozpacte. OJIJI moryt pa3BuBaThCsi B JI00OM BO3pacTe, B TOM YHUCJIE U BO
B3pocaoM. OIHAKO Yalle BCEro OHU MOPaKaroT AeTer oT 1 10 5 neT, a MaJIbuuKOB — HAMHOTO
yaiie, 4YeM JIeBOYEK.

[Tpu OJIJI mpoucXOauT 370KAYECTBEHHOE HM3MEHEHHE (MyTalus) HE3PENbIX KIIETOK-
MPEANIECTBEHHUKOB TUM(DOIIUTOB. MyTaIisi MOKET MPOUCXOAUTh HA PA3TUYHBIX CTAJAHUIX
pa3BUTHUSL KJIETKU. A 3TO 3HAUUT, YTO MOPAXKAIOTCS HE TOJBKO PA3IUYHBIE TMOArPYIIIBI
TUMQOIMTOB, HO U MX poaoHadanbHUKU. [ToaTomy B OJIJI cymecTByeT MHOXeCTBO (hopm
3aboneBanusa. Hanpumep, B-kierounas ¢gopma OJIJI HazpiBaeTcss Tak MO MMEHU KIIETOK-
MpeAecTBeHHUKOB B-nmumdorutoB, T-ki1eTOUHBIE JIGHKO3bI YKA3bIBAIOT HA MTPOUCXOKICHHE
OT KJIETOK-TIPEIIIECTBEHHUKOB T-muM@onuToB. BakHO 3HATH, YTO CYIIECTBYIOT pa3HBIC
¢dopmel wim noaBapuantel OJIJI. OHM MOTYT JOCTATOYHO CHIILHO OTJIHYATHCS APYT OT JApyTra
W TI0 TEYCHHIO OOJIE3HM, W TIO BO3MOXXHOCTH H3JICUUTHCA (TIPOTHO3). OTH pPa3IHIUS

YUHUTBHIBAIOTCS B BEIOOpE TEPANEBTUYECKOM CTpaTeruu.
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Cumnromsl, ¢ KoTopeix HaunHaeTcs OJIJI, kak mpaBuiio, pa3BUBAIOTCA 3a HECKOJIBKO
HeZeNlb. 3J0KaueCTBEHHbIE KIETKH pacnpoctpanstorcs no KM wu  gpyrum  opranam.
becnpensrcTtBeHHO pa3mHO)kasiAch B KM, JIeliKO3HBIE KIIETKH HE JAIOT PAaCTU HOPMaJlbHBIM
kieTtkaM KpoBu. [lostomy y 3aboneBmmx OJIJI cHavana mosBASIOTCA OOIIME CUMOTOMBI
00JIE3HEHHOTO COCTOSIHHSI: BSUIOCTb, CJIA0OCTh, OJIeMHOCTH (aHeMHus). OTHU CHMIITOMBI
OOBSICHAIOTCSL HEXBATKOM KPACHBIX KPOBSHBIX TeJIEI], KOTOPbIE JOJDKHBI JOCTABIISATH KHCIOPO/]
JUISL IPYTHX KJIETOK OpraHu3Ma. J{e(puImT moTHOIEHHBIX OeNbIX KPOBSHBIX TeJell (Harpumep,
TUM(OIMTOB U TPaHyJIOLMTOB) MPUBOIUT K OCIa0JICHIUI0 UMMYHUTETA, Pa3BUBAIOTCS YacThIe
uH(pEKINHU ¢ BBHICOKON Temmeparypoil. M3-3a oTcyTCTBHS TPOMOOLIMTOB, OTBETCTBEHHBIX 32
OBICTpOE CBEPTHIBAHHE KPOBHM, MOTYT BO3HHUKATh TOYCYHBIC KPOBOMIMSHHUS Ha KOXE WU
KpOBOTEUEHMS CIM3UCTBIX oOoyiouek. PacrpocTpasssch MO opraHusMy, JeHMKEeMHUYECKHE
KJIETKU TPUBOJAT HE TOJIBKO K U3MEHEHHUSIM B COCTaBE KpOBU. Y JeTel MOABIAIOTCS OOJH B
pa3inyHbIX OopraHax. Tak Kak JIEMKO3HbIE KJIETKU 3aIOJHSIOT KOCcTHbIE nojoctd U1 KM, to
KOCTHM HAYMHAIOT OO0JETh, IPEXKAE BCEr0 KOCTH PYK M HOI. 3JI0KAYECTBEHHBIE KIIETKH
3aIOJIHSIOT TEYEHb, CENE3CHKY M JMMdaTHyeckue y3ibl. X OTeK MpHBOAMT K OOJsIM B
KUBOTE. B mpuHIMIE HU y OHOTO U3 OPraHOB HET 3alIUTHI OT JEHKEMUYECKHX KIIETOK. Y
nanueHToB ¢ OJIJI 310kadecTBEHHbIE KIETKM MOTYT NMPOHUKHYTh U B MSATKYIO MO3TOBYIO
000JI04Ky, MO3TOMY MOSBISIOTCS T'OJIOBHBbIE 0ONM, Mapajiud JIMIEBOTO HEpBA, HapyLICHHUE
3penus u/unu psora. Cumnromsl OJIJI MOTYT CUIIBHO OTJIMYATHCS Y Pa3HbIX JTtoAel. OuH Win
Jla’)ke HECKOJIBKO CHUMIITOMOB HE 00s3aTE€IbHO YKa3bIBAlOT Ha TO, YTO 4YEJIOBEK 3a0oJen
neiikemueil. MHOTHE U3 HUX MOSBIISIOTCS MPH CPABHUTENBHO 03001 IHBIX 3200I€BaHUAX, HE
MMEIOIUX OTHOIIEHUs K Jeiko3y. OmHako eciu MOSBISAIOTCA OO0JIM, Mbl PEKOMEHIYEeM
HEMEJIEHHO o0palaThCsi K Bpady, 4TOObl BBIAICHUTH UX npupoay. W ecnu neilcTBUTENbHO
noctasiieH auarHo3 OJI, ero HyHO CPOYHO JIEUUTh.

Ecnu B uctopun 60se3Hu (aHaMHE3) WIK TaHHBIX OCMOTpa Bpad HaxoauT npusHaku OJ],
MalUeHT MOoJydyaeT HalpaBlIeHWE Ha pPa3BEpHYTHIM aHanu3 KpoBH. Ecnu onpeneneHHble
M3MEHEHUs B TeMorpamMMe (3alrcu COCTaBa KPOBHU) MOJITBEPKIAAIOT MOJAO3PEHHS Ha JISHKO3,
TO Ul OKOHYATEJIBHOI'O JMArHo3a HeoOXoauMo Hoiay4yuTh KieTku KM (KocTHO-mo3roBas
nyHkuus). IloaTomy Bpau JaeT manyeHTy HalpaBlieHHE Ha JajibHeiilee oOcieloBaHUE B
CTallMOHap, CHEIHATM3UPYIOIMUKcS Ha 00JIE3HIX KPOBH U 3JI0KAUE€CTBEHHBIX 3a00JI€BaHUSIX.
[To ananu3y kpoBu 1 KM MOXHO TOYHO ONpPEAEIUTh HAIMYKME M BHUJ JIEMKO3a y MalMeHTa.
Kpome Toro, coBpeMeHHBII MMMYHOJIOTMYECKMIA M T€HETHUYECKUI 1a00paTOpHBIA aHaIH3
1o3BoJIsIET He ToJbKO BbyAeauTh OJUJI m3 apyrux BHUIOB JieHiKO3a, HO WM OIPENEIUTH
koHKpeTHbId TNl OJIJI. DT0 BaskHOE yCIOBUE AJIsl IUIAHUPOBAHUS TOYHOM Tepanuu, NOTOMY

yto paznuuHble TUnbel OJIJI oTnmyaroTcst Ipyr OT Apyra Ha KIETOYHOM M MOJIEKYJISPHOM
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YpOBHE, IO-Pa3HOMY MPOTEKaeT XOi OOJIE3HH, IO-Pa3sHOMY OLICHMBAIOTCS ILAHCHI Ha
BBI3JIOPOBJIEHNE (IIPOrHO3) U UyBCTBUTENIBHOCTD K Tepanuu. Kak TOIbKO MOCTaBJIEH UArHo3
OJUI, nns niaHa jeyeHUsl BBUICHSIOT, MOPaKEHbI JIU JIEUKEMMUYECKUMHU KIETKAMU Jpyrue
opransl, kpoMe KM, Hanpumep roloBHOH MO3T, II€U€Hb, CEIE3CHKA, TUM(PATUIECKUE Y3IIbl
WIHA KOCTU. J[Maruos omnpenensercs o U300pa)keHUI0 U3 Pa3IUYHbIX MCCIEIOBAHUM, TAKUX
KaK yJIbTPa3ByKOBOE, PEHTT€HOBCKOE, MArHUTHO-PE30HAHCHAS M KOMITBIOTEPHAst TOMOTpadus,
cruHTHTpadus KocTtei ckenera. UtoOwl ompenenuth, mopaxeHa nu I[[HC, Gepyr mpoOy
CIIMHHOMO3IOBOM JKUAKOCTH (JtoMOalibHast MyHKLMS) W MCCIENYIOT €€ Ha Haludue
JEMKEeMUYECKUX KJIETOK. JlampHeimas MOArOTOBKA K JICUCHMIO 3aKJIH0YAETCsS B IPOBEPKE
cepaeuyHo nestenbHOCTH (Anekrpokapaunorpadus, DKIT u sxokapamorpadus, IxoKI') u
(YHKIIMOHATTLHOTO COCTOSTHUS Mo3ra (dsekTpo3niedanorpadus, 391). 3MeHeHus, KOTOphIE
MOTYT IIPOU30MTH BO BpPEMs TE€paIlUU, JOJKHBI OLIEHUBATHCS HA OCHOBAHUU 3TUX UCXOIHBIX
naHHbIX. KoMIuiekcHbIe 1a00opaTopHbIe HCCIIEI0BAaHMS IOMOIal0T OLIEHUTh 001IIee COCTOSIHUE
MalueHTa U YCTAaHOBUTh, UMEIOTCA JIM Y HEro HapyllleHuss OOMEeHa BEIIEeCTB WM (PYHKIHM
KaKuX-1100 OpraHoB (Halpumep, MOYEeK WM NE€YEHHU ), BOSHUKIINX U3-3a JEUK03a, YTO MOKET
ObITh OCOOCHHO BaXHO JO WJIM BO BpeMs JedeHusa. I BO3MOXKHO HEOOXOAUMBIX
NIEpEIMBaHUN KPOBH CJIENYET YCTAHOBUTH IPYNILYy KPOBH ITALIEHTA.

He Bce wucciaemoBaHust o00s3aTenbHBl JUIS Kaxkgoro mamueHra. OT MEIUIIMHCKUX
PabOTHUKOB BBl NOJTyYUTE HH(OPMALIMIO O TOM, KAKUE UMEHHO TUarHOCTHYECKHE MPOLeTyPbl
HEOO0XO/IMMBI JJIs TUIAHUPOBAHUS TEPAIHH.

B cnyuae mnoparBepxkaeHus guarHoza OJIJI manueHTa CcpoYHO HAmpaBIAIOT B
OHKOJIMCIIAaHCEep WJIM LIEHTP, I/I€ MMEITCS U BO3MOXKHOCTh HambOOJee COBPEMEHHOrO U
3¢ (}EeKTUBHOIO JIEUEHUs, M Y3KHE CHEIHUAJMCThl IO PaKOBbIM 3a00JeBaHUSAM (BpayH,
MejcecTphl). Bpaum cnenuanu3upoBaHHBIX OT/ENEHUH MOCTOSHHO HAaXOJITCS B TECHOM
pabouemM KOHTaKTe, JeYCHHE IMalMeHTa MPOBOAUTCS UMH IO COBMECTHO pa3pabOTaHHBIM U
CHUCTEMAaTUYHO yCOBEPIIEHCTBYEMBIM IIJIaHAM TEPAITTHH.

HentpanbHoe mecto B tedeHun OJIJI 3anumaer XT. XT —3T0 neyeHne MequKaMeHTaMu,
KOTOpBIE MEIIAI0T POCTY KJIETOK (LIMTOCTATHKH). Y HEKOTOPHIX MAIMEHTOB JOMOJHUTEIHHO
obmnydaetcst LIHC (o6myuenue ronosl). B HekoTOpsIX cinyyasx npuMensieTcss X T BBICOKMMU
no3amu npenapatoB ¢ nocienyromeil TI'CK. Llenb nmeyennuss — mo BO3MOKHOCTH MOJTHOCTHIO
YHUUYTOXHTH JIEGHKEMUUECKUE KIETKH BO BCeM opranusme, utoosl KM BHOBB cMor paboTath
KaK KpOBETBOPHbIM opraH. MHTEHCHBHOCTh M TNPOJODKUTENBHOCTE X1, HE0OXOAMMOCTDH
obmyuenus LIHC nmu TT'CK, a Takke mporHo3 60JIe3HU 3aBUCAT MIPEXK/IE BCETO OT TOT0, KAKUM
nMenHo tuniom OJLJI GosieH marueHT, HaCKOJIBKO JIGMKEMUYECKUE KIIETKH PacIipOCTPAHUITUCh

[0 OpraHu3My W Kak JIEHKO3 pearupyeT Ha Tepamnuto. Jleuenue 3penokierounonr B-popmbr
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OJIJI omnmuaercda oOT JieueHUs Bcex ocTaidbHBIX noatuiioB OJIJI. IlamueHTHI ¢ TakKuUM
JMArHO30M TOJyYaloT Ty e TEPaIvio, 4TO M MAIUCHTH ¢ HEXO/HKKUHCKON TUMQPOMON u3
3penbix B-kierok. [lostomy crienyromas nHGOpMAaIKs 0 X0/1¢ JICUYCHHS K HUIM HE OTHOCHUTCSL.
Jleuenne manumentoB ¢ amarHozoM OJUJI (kpome 3penoxierounoit B-dopmer OJI)
noapazaensercs Ha 4 6onpmux dTana. YeTsipe $has3pl Tepanuu OTIIMYAIOTCS APYT OT Apyra 1o
MPOJIOJKUTEIIBHOCTH, TI0 HCIOJIb30BAHUIO HEKOTOPHIX MEJAMKAMEHTOB, a TakKXke I10
WHTEHCUBHOCTH W 1ueisM JjedeHus. |. Uuaykuusa: stan unrencuBHot XT, ero menp —
YHUUTOXUTh 32 KOPOTKOE BpEeMsI MAKCUMAJIbHOE YHCIIO JIEMKO3HBIX KJIETOK U JOCTHUYb
pemuccuu. JledeHue JUTCs TPUOIU3UTEIIBHO OT ISATH 10 BOCbMHU Henelb. 2. KoHnconmmanus
Y UTHTCHCUBHAs TEPAIUsl: JICYSHUE TPOBOIUTCS HECKOIBKO MECAIIEB (TPUMEPHO OT 2 710 5), ero
eTh — C TIOMOIIBI0 HOBBIX KOMOHWHAIIMM TMpEenaparoB MPOAODKUTh YHUUTOXKCHHE
JICUKEeMUYECKUX KJIETOK W 3aKpPElUTh pPEMUCCHIO. BaXHBIM 3JIEMEHTOM  SIBJISECTCS
npodunaktuka nopaxkenus [{HC (npeBeHTHBHOE JieueHue). st 3TOro B CIMHHOMO3TOBOM
KaHaJl BBOJATCA MEIUKAMEHTHl W TpU HEOOXOJAMMOCTU JOMOJIHUTEIHHO Ha3HAYaeTCA
00JIy4eHHe TOJIOBHOTO MO3ra (HarpuMep, eciii UMeroTcs qanable o nopaxennu [[HC). Dtot
3Tan AOJKEH HE IOMYCTUTh NONaJaHUs JISMKEMUYECKUX KJIETOK B TOJIOBHOW M CIUHHOM MO3T
WJIH, 9TO OBIBAET Yallle, X pa3MHOKEeHHUsI. 3. PEeMHIYKIUS: TeueHre MPOBOIUTCS KaK B IEPHO]]
WHIyKIIUH, €TO 1IeJIb — OKOHYATEJIbHO Pa3pylINTh BCE JEHKEMHUECKUE KIETKH U TEM CaMbIM
MUHHMHU3UPOBATh PUCK BO3Bpara 0ose3nu. OO01as mpo0DKUTETLHOCTh PEMHIYKIIMH MOKET
COCTaBJISITh OT HECKOJIBKUX HEAENb 0 MECSIIEB, Ha TOM dTane (a3pl HUHTEHCUBHOTO JICYCHUS
yepenytores ¢ nayzamu B XT. 4. [logaepxuBaroniee ieyeHue Wi JUTUTENbHAs Tepanus: Ha
9TOM JdTale Ha3Ha4aroTCs HeBhICOKME 03Bl XT. OCOOCHHOCTD JICUCHHS 3aKII0YacTCI B TOM,
YTO OHO MPOBOJIUTCSA ITTUTEIHHOE BPEMsI, KaK IIPaBUIIO, MTOKA €ro OO CPOK HE COCTABUT 2
roga. JleueHne MPOUCXOAUT B OCHOBHOM aMOyJIaTOPHO, €r0 1elb — YHHUYTOKUTH BCE TE
JIeHKEeMUYECKUE KIIETKH, KOTOPbIE CMOTJIA BBIKUTH JaXKe MOCJIe MHTEHCUBHOM TEpamnuu.
Bonw1oit mporpecc B Tepanuu 3a MOCIEIHNE TPU NCCATHIICTUS 3HAYNTEIHHO YBETHUHIT
maHcbl u3nneunthbest oT OJUJI. biiarogapsi BHEApEHNUIO COBPEMEHHBIX METOJIOB UCCIEOBAHUS 1
O6onee O(PPEKTUBHBIX CTAaHAAPTU3UPOBAHHBIX MPOTOKOJIOB KoMOMHHpoBaHHOW — XT
BBI3I0paBiuBatOT 0koio 70 % 3aboneBmmx OJUJI. Ecnu mamueHT mpoXui mocie JedeHus 5
neT 6€3 peluInBOB, OH CUUTACTCS 3I0POBBIM (S-TIETHSIS BBKUBAEMOCTH). Y YaCTH MAIUEHTOB
MOXET HaOII01aThCsl BO3BpaT 3aboneBanus (peuuaus). Kak nmpaBuiio, peliuuB HACTyMHaeT B
nepBbie 2-3 rojia MOCTe YCTAaHOBJICHHS TUAarHo3a U B KpaifHe PeIKUX CIydasiX — Mocle 5 JeT.
B uenom maHChl BBI3IOPOBETH MPU PELUAMBE 3HAYUTEIBHO HUXKE, YEM MPU NEPBUYHOM
3a00J1€BaHNN, XOTS Y HEKOTOPBIX 3a00JIEBIIUX MOBTOPHOE JICYCHUE TOCTHUTAET XOPOIIETro

pe3yiibTaTa. HGO6XOI[I/IMOG 3aMCUYaHUC. HA3BAHHBLIC IMPOLCHTHI BBI3ZJOPOBCBIIUX SBJISAIOTCA
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CTaTHCTUYECKUMU MOKa3aTeasiMi. OHM TOYHO U JOCTOBEPHO ONKCHIBAIOT JIUIIIb COBOKYITHOCTB
3aboneBmux OJI. CTatucTuka HE MOXKET IPEICKa3aTh, BHI3IOPOBECT MAIMEHT, WA HET.
JIeWKO3bl Ja)ke MpHU CaMbIX OJArONPHUATHBIX WIM HEOJArONpUATHBIX YCIOBUSAX MOTYT

IIPOTCKATh a0COJIIOTHO HEMIPEACKA3yEMO.
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IMpuioxkenue I'l. IlIkana oneHKH 001Iero COCTOSIHUS MALMEHTA 10 BEPCHU
ECOG

IIkaJia oneHKH 0011ero cOCTOAHUS namnuenta no sepcun ECOG

OpununansHoe Ha3Banue: The ECOG Scale of Performance Status.

Hcrounuk: Oken M.M. et al. Toxicity and response criteria of the Eastern Cooperative
Oncology Group. Am J Clin Oncol 1982;5(6):649-65 [16].

Tumn: mxkaga OeHKH.

Ha3nauenue: kimmanyeckas OLICHKa 06]1.[61"0 COCTOAHMUA ITalTUCHTA.

ConepxaHue U MHTEpIIpETaLUS:

Tab6auna 8. [llkana onenku oo6mero cocrostaus manuenta mo Bepcun ECOG

Crartyc (0anab1) | Onucanue 0011€ro COCTOSIHUS MALMEHTA

0 ITarnueHT MOJHOCTHIO AKTHBEH, CIIOCOOEH BBINOJIHATH BCE, KaK U J10
3a00J1eBaHUs
1 [TarueHT HECTTOCOOCH BBIMTOJIHATH TSKEITYIO, HO MOYKET BBITTOJIHATH

JICTKYHO UJIU CUASAYYTO pa60Ty (HaanMep, JICTKYHO JOMAIIHIOK HUJIN

KaHIEJSPCKYI0 paboTy)

2 [TatiueHnT neynTcst aMmOyIaTOPHO, CIIOCOOEH K CaMOOOCTyKUBaHUIO, HO HE
MOJKET BBINOIHATH padboTy. bonee 50 % BpemMeHH NPOBOIUT AKTUBHO — B

BCPTUKAJIBHOM IMTOJIOKCHUHN

3 ITaumenT CITOCOOCH JIMIIIb K OrpaHU4YC€HHOMY CaMOO6CJ'Iy')KI/IBaHI/II-O,

MIPOBOJIUT B Kpeciie uin nmocrenu 6osee 50 % BpeMeHu 00ApCTBOBAHUS

4 I/IHBEL]'II/L[[, COBCPHICHHO HE CIIOCOOCH K CaM006CJ'Iy)KI/IBaHI/IIO, IIPUKOBAH K

KpCCIly WUJIH IMOCTCIIN

IMpunoxenne I'2. UmmyHosiornyeckas kiaaccuukanusa OJLJ

Ta6auna 9. UmmyHonoruueckas knaccuduxarms OJIJT

KitoueBbie mapkeps! 1yt auaraoctuku OJUI u3 npeamecrsenHukos B-mumponuros: CD19+ u
CD79a+ n/unu cyCD22+

CD 10- OJIJI u3 npo-B-mumdobnacros (B-1)
CD10+ cylg- Common- OJIJI (B-11)

cylg+ slg— OJIJI u3 npe-B-nmumbobiaactos (B-111)
slg+ OJUJI u3 3penbix B-nmumdonuros (B-1V)
KiroueBwie mapkeps! aisa OJIJI 3 npeamectBeHHNKOB T-nmumbormuTtoB: cyCD3+ u CD7+
cyCD3+ CD7 ToibKO OJIJI u3 npo-T-nmumdobnactos (T-1)
CD2+ n/umu CD5+ OJUJI u3 mpe-T-nmumdobdaacros (T-11)
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CDla+

OJIJI u3 xopTukanbHbIX T-mumdobnactoB
(T-111)

sCD3+ CDla—

OJIJI u3 3penbix T-nmumdormros (T-1V)

sCD3+ antu-TCR o/pf+

a/B+ T-knetounsrit OJUJI (rpynma a)

sCD3+anti-TCR y/5+

v/&+ T-knerounstit OJUI (rpynna b)

IIpuioxkenue I'3. OcHoBHBIEe reHeTHYecKue anomauu npu OJLJI

Tadauna 10. OcHoBHBIe reHeTHyeckne anomanuu mpu OJUI

OJIJI AHoMaJus BoBJj1eueHHBIE YacroTa Meton
reHbI JAeTeKIHI
B- t(9;22)(q34;q11) BCR ABL B3pocabie: OT-IILP
KJICTOYHBIN 30 %
Heru: 3 %
t(12;21)(p33;922) TEL AML1 B3pocnbie: OT-IILIP
<1%
Hern: 20 %
t(4;11)(g21;923) MLL AF4 B3pocneie: 5 % | OT-TILP
Jletu
MJTaJIIIETO
Bo3pacta: 60 %
t(1;19)(g23;p33) E2A PBX1 5% OT-IILIP
t(8;14)(q24;932) c-MYC IgH 1% FISH
t(17;19)(g22;p33) E2A HLF <1% OT-IILIP
t(11;19)(g23;p33) MLL ENL <1% OT-IILIP
Myranuu 10 % CexBeHUpOBaHUE
JAK1/2/3
T-knerounsiit | 1(10;14)(q24;911) HOX11 TCRa/B B3spocnbie: OT-IILIP
t(7;10)(q34;924) HOX11 TCRP 31 %
Hern: 7 %
t(5;14)(q35;932) HOX11L2 TCRa/B | B3pocbie: OT-IILIP, FISH
13 %
Hetn: 20 %
t(1;14)(p32;911) TALI TCRo/B 1-3% OT-IIIIP
Hopwmansnsiii Ip32 | SIL TALI 9-30 % OT-TIIIP
inv(7)(pl5q34), I'enbr HOXA | 5% FISH, OT-IIIIP
t(7;7) TCRP
t(10;11)(p33;914- CALM AF10 10 % FISH
21)
(9;9)(q34;934) NUP214 ABL1 6 % FISH
t(9;14)(q34,934) EML1 ABL1 <1 % FISH
Myrtanmuu NOTCH | NOTCH1 50 % CexBeHHpPOBaHUE
1
Mytanuu JAK1 JAK1 18 % CekBEeHHpPOBaHUE
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