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AYTB — akTHUBUPOBAaHHOE YaCTUYHOE TPOMOOIUIACTUHOBOE BPEMSI
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I-KC® — rpaHymouMrapHbiii  KojgoHuectumynupytommii  ¢akrop  (LO3AA
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TepMuHbI U onpeaeIeHUs

Octpbie JumMdoOaacTHBIE JeHKO03bI — 3TO TIE€TepOreHHas TIpyNna KJIOHAJIbHBIX
3a00JeBaHUN CHCTEMBl KPOBHM, BO3HUKAIOUIMX BCIEACTBUE MyTauuud B T- miam B-kierkax-
IIPEIIICCTBCHHUIIAX.

Ph-neraTuBHbIe ocTpble JHM(OGIACTHBIE JIEHKO3BI — 3TO IpyIIa, 00bEIUHSIONAs

HECKOJIbKO TOJATUIIOB OCTPBIX JUM(OOIACTHBIX JIGHKO30B, MPHU KOTOPHIX HE OOHApy>KUBaeTcs

bunanensduiickas xpomocoma (1(9;22)(q34;911)). B nHee BxitoueHnl Bce B-kietounsie u T-
KJICTOYHBIC OCTpbIe JIMM(POOIACTHBIC JIEHKO3bI B TUM(DOOTACTHBIC TUMEGOMBI.

Ph-mo3uTuBHBIi ocTpblii  JUMQOOIACTHBI JefiKko3 — 3TO BapHaHT OCTPOIo
TuM@OOIACTHOTO  JIeHKO3a, MPH KOTOPOM METOJOM CTaHAAPTHOTO LUTOT'C€HETHYECKOTO
uccnenoBanus (G-banding) wimu meromgom FISH ompenensiercs tpancnokanus t(9;22)(934;q11).
Jlnaruo3 Ph-mo3uTiBHOTO OCTpOro JUM(OOIaCTHOTrO JeHKO03a HE MOXKET ObITh OCHOBAH TOJIBKO
Ha METOJIC MOJICKYJIIPHOM NETeKIMM XUMEpHOro TpaHckpumta. L{utorenernueckoe wim FISH
(Meton (ayopecieHTHOW TruHOpuau3aiuu IN Situ) ucCieaoBaHUs SBISIOTCS 00s3aTEIbHBIMH.
MeTo0oM TIOTUMEPa3HON LEMHOW peaKIMH OIPEISsieTCs BapUaHT XUMEPHOTO TPAHCKPHIITA,

KOTOpBIfI B z[anLHeﬁmeM HCIOJIB3YCTCA IJII MOHUTOPUHTA MMHHUMAaJIbEHON OCTATOYHOM OOJIE3HH.

IlosiHasi peMuccUsi — 3TO COCTOSITHUE KPOBETBOPHOM TKaHHU, MPU KOTOPOM B IyHKTaTe
KOCTHOTO M0O3Ta 0OHapykxuBaeTcst 5% 1 MeHee OJIACTHBIX KIIETOK IPU HOPMAJTBbHOM COOTHOIICHUH
BCEX POCTKOB KPOBETBOPEHHMS, NMPHU KOIMYECTBE HEUTPOPMIOB B Iepupepruieckoii KpoBu Ooee
1,0x10%mn, mpu kommdectBe TpoMbGOmMTOB Oomee wmu paBHoM 100x10%m, mpm oTcyTcTBHM
AKCTpaMeNyJUSIPHBIX OuYaroB Jeikemuueckoro pocra. KoHcratamnuss MopQoIorudecku MOTHOU
pemuccuu (COOTBETCTBEHHO, OLIEHKAa PE3UCTEHTHOCTH) OCYIIECTBIsETCS JMOO Iocie NepBon
(a3bl MHAYKIIMOHHOM Tepanuu, 1ubo nocie Bropoil. [Ipu orcyTcTBUM MOMHOM peMuccuu mocie
3aBepIICHHs] JIBYX STaloB HHAYKIIMOHHOW Tepamuu perucTpupyercs pedpakrepHas ¢opma
octporo JmMm¢poOracTHOro jerkosza. B 3Tol cBs3u HEOOXOAMMO MOMYEPKHYTh, YTO Y psAla
MAIMEHTOB MOCIJIE 3aBEpILIEHUsI BTOPOH (ha3bl MHAYKLIMOHHOW Tepanuy Ha (pOHE BOCCTAHOBJICHUS
KpOBETBOPEHUS IOCIJIE [IUTOCTATUUECKOI0 BO3/IEUCTBUS B paHHUE CPOKU IOCTIE €ro 3aBepIlICHUs
MOXKET OMpPENENSIThCSl YBETUYCHHBIN MPOIEHT OMacTHBIX KieTok (1o 10-12%). B stom ciydae
(ocobenHoO ecnu mojHas pemuccus Oblia 3aduKCHpOBaHA MOcie MepBod (a3bl MHIYKITMOHHOM
Tepamnuun) uepes3 Heelo Ha (hOHE BOCCTAHOBIICHHOTO KPOBETBOPEHUS 11€JIECO00pa3HO BBITIOJIHUTH
MOBTOPHYIO CTEPHAIBHYIO MYHKIUIO (TIOJIy4eHHE MUTOJIOTHYECKOTO Mpernapara KOCTHOTO MO3ra

MyTeM IMYHKIIH).

Ilonnas PEMUCCHA B TOM YHUCJIC MOXKCT XapaKTCPHU30BATHCA KaK: 1) TUTOTCHCTNYCCKAs, 2)

MOJIEKYJISIpHasi, 3) ¢ HETOJIHBIM BOCCTAHOBJIEHUEM IOKa3aTeseil nepudepruyeckoil KpoBH, Kormua



gpcino HelTpoduio MeHee 1x10%m, a TpomGormToB Menee 100x10%m. TTocnenHsas kaTeropus
OTOBAapHBAETCSl CHEIHAIbHO, TOCKOJBKY, 1O psAy AaHHBIX, TMPOTHO3 Yy TaKWUX IalUEHTOB
HECKOJIBKO XYyXke. IIpu 3TOM 3KCnepTsl HE PEKOMEHAYIOT KOHCTaTHUPOBATh Y TAKUX IALIUEHTOB
MOJIHYIO peMHCcCHI0. TeM He MeHee BHE KIIMHUYECKUX UCCIIeIOBAaHUH 3Ty (hOPMYIHPOBKY OTBETa

MIPUMEHSIIOT PEIKO.

YactuyHas pemuccus (YaCTHUHBIM OTBET) — 3TOT TEPMUH PEKOMEHAYIOT HCIOJIb30BaTh
TOJNILKO B KIMHWYECKHX wuccienoBanusx |-l ¢a3pl, oneHuBawomux MTPOTHBOOMYXOJIEBYIO
3G PEKTUBHOCTb, TOKCHUYHOCTb, MEPEHOCHMOCTh HOBBIX IPEMapaToB H  ONPEASISIONINX
ONTHUMAaJIbHBIE J03bI ATUX MPENapaToB.

PesucrentHas dopma — sTa ¢opma 3aboreBaHHUS, KOTOpas KOHCTATUPYETCS MpU
OTCYTCTBHH ITOJIHOW PEMUCCHHU MOCTIE 3aBEPILEHUs ABYX (a3 MHAYKIIMOHHOMN Teparuu.

Pannsisi cMepTh — 3TO CMEPTh MAIMEHTA B MEPHOA WHAYKIMOHHOW Tepanuu (IByX (a3
WHIYKIUH A7 OCTPBIX TUM(GOOIACTHBIX JIeHK030B). CieayeT MoA4epKHYTh, YTO STOT KPUTEPUI
SBIJIAETCS 0000IIAIOMIMM ISl TIOHATUS THOENU MalUeHTa B MPOLEcce WHAYKIMOHHOW Teparum.
Yaiie nucnosyib3yroT TEPMUH «CMEPTH B IEPUOJT UHIYKIIUNY, YTO 00JIe€ YETKO OTPaKaeT CUTYALIUIO,
MOCKOJIBKY B psifie CIy4aeB CMEPTh MAIMEeHTa MPOMCXOIUT Ha BTOpPOW (ase MHAYKIIMOHHON
Tepanuu, MpU 3TOM Yy HHUX Obla 3aperUCTPUpOBaHA TMOJHAs peMHCCHs TOocie MepBoil (asbl
WHIYKIIMOHHOM Tepanuu. B 3TUX ciydasx cMepTh paccCMaTpUBAIOT KaK CMEPTh B KOHCOJIUAALIUN
WM CMEPTh MOCIE JOCTUKESHHUSI TIOJTHON PEMHUCCHUH.

PeuuauB — 3TO COCTOSIHUME KOHCTATUPYETCS NPU OOHAPY)KEHUU B MYHKTaT€ KOCTHOI'O
Mo3ra 6onee 5% OnacTHBIX KJIE€TOK. PeruinB 3a001eBaHUs HE KOHCTaTUPYETCs IPU OOHApYKEHUU
B OUEPEHOM KOHTPOJBHOM ITYHKTaTe€ KOCTHOTO Mosra Ooisiee 5% OIacTHBIX KJIETOK, HO MEHee
10%, B TeX citydasx, KOrjaa IIyHKIHs KOCTHOI'O MO3Tra IPOU3BOIUTCS B paHHUE CPOKH IOCIIE Kypca
XUMHOTEPANUY, WIM HCIOJIb30BAJIUCH POCTOBBIE TE€MOINOITHYECKHE (AKTOPhl C LENbIO
COKpAIIeHHs Meprojia HEUTPONIEHUH, IIPU ATOM aHAJIU3 NepudepruuecKoil KpOBU HOPMAJIbHBIN U
OTCYTCTBYIOT  DKCTpaMENyJUISIpHbIE  IOpaxkeHWs. Bropas  aguarHocTuueckas  ITyHKIUS
ocymecTBisiercs yepe3 7—10 aueit nocie nepsoil. Eciiu coxpaHsercs npoleHT OJacTHBIX KIETOK
BBIIIE 5 WM OTMEUAETCs UX yBelnueHue (Hampumep, ¢ 7 10 13%), To KoHCTaTUPYeTCs PEIUINB.

Pannmii penuauB — 5ta Qopma peuuauMBa Ha3blBa€TCd B TOM Cllydae, €CIU OH
pPETUCTPUPYETCA paHbllle, YEM YEpe3 MOoJroja OT MOMEHTAa OKOHYAHHUS IOJAJEP/KHBAIOIIEH
TEpANMA WU Ha TEpalluu IOCie JOCTHXKEHHs peMuccuu. Ilo3aHuM cumTaercss TOT peuuams,
KOTOpBIM BO3HHMKAeT 4Yepe3 Moyiroja M 0Oojee OT OKOHYAHHUS MOAJIEPKUBAIONIEH TEpaIruu.
PermmnBoM Taxke SBISIETCS M BHEKOCTHOMO3TOBOE MOpaKeHHE (HEHPOJICUKEMUs, TTOpaKeHNE
SMYEK, YBEIMUEHUE CEJIE3EHKU U T. J.) JaXe IPU OTCYTCTBUU M3MEHEHHMH B KPOBH U KOCTHOM

Mo3re. BHEKOCTHOMO3TOBEIE PO aANBBL (OCO6CHHO MOpaXCHUC I_ICHTpaJlBHOfI HCpBHOfI CI/ICTGMLI)
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IIPH UCIIOJIb30BAHUN COBPEMEHHBIX MPOTOKOJIOB JICUEHUS BCTpEUaroTCs MpuoIn3uTenbHo B 4-8%
cinydaeB. Eciii KOHCTaTUpPOBaH W30JMPOBAHHBIM BHEKOCTHOMO3IOBOM pEUMAMB, TO, KpOME
JIOKAJIBHON Tepanuu (JIeueHUEe HeWpolieiikeMuu, oOJydeHue/ynajaeHue su4Yka, yIaJIeHUe
JEMKEeMUYECKOr0 odyara B SIMYHUKE U T. 1.), 00sA3aT€IbHO IPOBEJIEHUE M CUCTEMHOMU

HHHYKHHOHHOﬁ TEpaIlnu I10 IMPOTOKOJIaM, MPEAYCMOTPEHHBIM JJII TAKUX PEUINBOB.

MunumaiabHasi ocTaToyHasi 60J1e3Hb, WM MUHUMAJIbHAS pe3uIyalibHas 00JIe3Hb — 3TO
HEOOJbIIas TMOMYJSIUS OIYXOJEBBIX KJIETOK, KOTOpas HE MOXKET OBITh 3aUKCHUpOBaHA C
MMOMOIIBI0 CBETOBOTO MHKPOCKONA, HO OOHapyXwBaeTcsi 0Oojiee TOHKUMH METOJaMU
WCCIICIOBAHUS, BBIABISIOMMMU | JIEHKEMUYECKYIO KIIETKY Ha 1046 uccieayeMbix. OCHOBHBIMU
METOAaMH  JICTCKIIMM  MHUHHUMAQJIBHOW  OCTAaTOYHOM  OOJIE3HM  SBJISIFOTCA ~ MPOTOYHAs
IUTOQIIYOPDUMETPUS W TIONUMEpa3Has  IemHas  peaknus. MeToabl  CTaHAapTHOTO
[IUTOTEHETHYECKOTO HWcchenoBanus W Meron FISH He wucnoms3yiorcs B HENsAX OIEHKH
MHHHMMAJIBHOH OCTATOYHOM OOJIE3HH.

HuToreHeruyeckasi peMUCCHsi — ATO IOJHASA KIMHUKO-TEMATOJIOTUYECKas PEMUCCHUS,
Mpd 3TOM METOJAMH CTAHJAPTHON IMTOTCHETUKH HE BBIABISIIOTCA MCXOIHBIC aHOMAaJUU
KapUOTHIIA; KapUOTHUI JIOJDKCH OBITh HOPMAIBHBIM, a YHCIIO MPOaHATM3WPOBAHHBIX MeTadas
JIOJDKHO cocTaBisATh He MeHee 20. [luToreneTnyeckas peMuccusi — HOBO€ MOHSTHE, MTOSBUBILIECECS
IPpU PETYJSIPHOM HCIOJIb30BaHUM METOJIOB LIMTOTEHETUKHM JJisi HCCIEJOBAaHUM IyHKTAaTOB
KOCTHOTO MO3Ta B IEPUO/I MOJTHOM PEMUCCHH.

HuTroreHern4yeckuii penuIuB — 3TO PELHUINB, KOTOPbI KOHCTATUPYETCs IPU HAJIMYUU B
MyHKTAaT€ KOCTHOTO MO3ra MHUTO30B C XPOMOCOMHBIMU a0epparusiMi, KOTOpble OOHAPYKEHBI B
nebroTe 3a00seBaHus Ha (OHE COXPAHSIOUICHCS KIMHUKO-TEeMaTOJIOTHYECKON PEMUCCHH.

MouJiekyasipHasi peMHCCHSI — 3TO TOJHAs KIMHUKO-T€MATOJIOTMYECKasi PEMHUCCHUSl TIPU
OTCYTCTBUM B KOCTHOM MO3T€ HCXOJIHO OMpPEACTSABIIMXCA METOJIOM IOJIUMEPA3HON IEMHON
peaKIMy MOJIEKYISAPHBIX MapKepoB OCTPOTO JIeHK03a ¢ JyBCTBHUTENBHOCTHIO MeToma 1074 Dro
TaK)Xe HOBOE MOHSATHE, CTaBILIEe B HACTOAIIEE BpeMsl KItoueBbIM. ClielyeT OTMETUTh, YTO MOKET
OBITh OCTUTHYTA IUTOTEHETHYECKAsh PEMUCCHS, HO TPU STOM MOJEKYISpHbIE MapKepbl MOTYT
eIIe ONpPeACNIAThCS.

MoJiekyasipHbIi pelUAUB — TO MOSBJICHUE UCXOTHO OMPEIEISBIINXCS MOJICKYISIPHBIX
MapKepoOB OCTPBIX JIEMKO30B B JBYX IOBTOPHBIX aHajgu3ax (MPOBEACHHBIX C KOPOTKUM
WHTEPBAJIOM BpeMEHH) Ha (DOHE COXPaHSIOMIEHCS KITMHUKO-TEMATOIOTHYeCKONH PEMUCCHH.

BaxHBIM ¥ OJTHUM M3 CaMBIX TOYHBIX CITOCOOOB OIEHKU 3 (HEKTUBHOCTH TEPAITUHA OCTPHIX
JIEWKO30B  SIBISIIOTCSI  TMPUMEHEHHE CTATHCTHYECKHMX METOJOB M TIOCTPOCHHE KPHUBBIX

BBDKMBACMOCTH MALMCHTOB, KOTOPBIM IIPOBOJAUIIN TO UJIKM HHOC JICUCHUC. Yare Bcero oleHuBarT



o011y, 6e3penuIMBHYI0, 0ECCOOBITHITHYIO BBIXKUBAEMOCTh M BEPOSITHOCTh COXPAHEHHUSI TTOJTHON
pemuccuu (MM 0OpaTHOE MOHATHE — BEPOSITHOCTD PA3BUTHS PEIIUINBA).

OO01mas BBIKMBAaeMOCTb. /{7151 OIICHKH 001l BRLKHBACMOCTH aHAIM3UPYIOT BPEMECHHBIE
rapamMeTpbl BCeX IMalMEHTOB, BKJIIOYEHHBIX B HCClIeJOBaHHE. TOUKOM OTCYeTa SIBISIETCS JEHb
Hayana tepanui. CoObITHEM CUUTAETCS TOJIBKO CMEPTh MAllMEHTa OT JIF000i MpUYMHBI (paHHSISA
JIETAIbHOCTb, CMEPTh B MEPHUOJ PEMUCCUU OT JF000M MPUYMHBI, CMEPTh B MEPHUOJI PELUANBA).
CoObiTHe Ha KpUBOW BBDKMBAEMOCTH Ipa)UUYecKH OTOOpakaeTcsl CTYNEHBKOM, MAYIIEH BHUS3.
[TanieHTOB, UBBIX BO BpeMsl MPOBEJCHUS aHAIU3a, PACIIEHUBAIOT KaK Cllydail U OTMEYaroT Ha
KPUBOH YepPTOUKOM, T. €. IeH3ypHupytoT. [lanmenToB, cynp0a KOTOPBIX HEU3BECTHA, [ICH3YPUPYIOT
B TOT MOMEHT, KOTJa ObUIO M3BECTHO, YTO OHH >KUBBbI. BOJBHBIX, OTKA3aBIIUXCS OT JICUEHUS,
LIEH3YPUPYIOT B JIEHb OTKa3a OT T€paIuHu.

bBe3peunanBHasi BbIKHBaeMOCTb. [Ipu oleHke Oe3penuIUBHON BBEDKHMBAEMOCTH
YUUTBHIBAIOT JaHHBIE TOJBKO TEX MAlMEHTOB, Y KOTOPBIX ObLa JOCTUTHYTA IOJHAS PEMHUCCHSL.
Toukoil oTcuera cuuTaercs Aara AOCTHXKEHHsS MONHON pemuccuu. COOBITHSIMH CUMTAIOTCS
PEIUINB WIH CMEPTh OT JIIO0O0W MPUYMHBI (B TIEPUOJ KOHCONHMIAIMN WIIM TTOJICPKUBAFOIICTO
JIeYeHUs, OT PEUU]MBA, B TMEPUOJ PEMHUCCHH OT JPYrol NPUUYMHBI, HAIPHUMEP, CYHIUIA).
L{eH3ypupyOT TOIBKO T€X MAIlMEHTOB, KOTOPbIE OBLIN KMBBI U HAXOHMIUCH B MTOJIHOM pEMUCCUU
B MOMEHT MPOBEACHUS aHaln3a. bolbHBIX, cynb0a KOTOPHIX HEM3BECTHA, LIEH3YPUPYIOT B TOT
MOMEHT, KOT/ia ObLIO U3BECTHO, YTO OHU KHUBBI B OJTHOM peMuccuu. [larmeHToB, y KOTOpBIX Oblia
JIOCTUTHYTA MOJHAsi PEMUCCHSI, HO OHU OTKA3JIMCh OT JICYCHHS B PEMUCCHUH, LICH3YPUPYIOT B JICHb
OTKa3a OT TeparuH.

BeposiTHOCTH COXpaHEeHUs MOJHOUH peMuccHuH (00paTHOE OT BEPOSITHOCTH PA3BUTHS
peunauBa). [Ipu olieHKe BEpOATHOCTH COXPAHEHHsI MOJIHOM PEMHCCHM YYUTHIBAIOTCS JaHHBIC
TOJIBKO T€X MAIMEHTOB, Y KOTOPBIX JOCTUTHYTA MoJiHas pemuccus. [Ipu 3ToM TOukoi OoTCcueTa
CIIYXXUT JaTa JOCTHKCHHUS TMOJMHOW pemuccuu. COOBITHEM CUMTAETCS TOJBKO PEIUIUB
3aboneBanus. LleH3ypupyIoT BceX OOIBHBIX, KTO KUB B MIOJTHOW PEMUCCHUU B MOMEHT MPOBEICHUS
aHanuza. [lanueHTtsl, ymepiine B MEPHOJ MOJHONH PEMUCCHH OT OCJIOKHEHUMH, CBSI3aHHBIX C
JIEYCHUEM, WIH OT JIPYTUX MPUYHH, [ICH3YPUPYIOT B IEHb CMEPTH, KaK OOJBHBIX, HAXOIUBIIUXCS
B MoJHOM pemuccuu. [lanueHToB, cynb0a KOTOPHIX HEM3BECTHA, IEH3YPUPYIOT HA TOT MOMEHT,
Korja ObUIO M3BECTHO, YTO OHHU JKMBBI B TMOJHON pemuccuu. [larmeHTOB, y KOTOPHIX Oblia
JOCTUTHYTa TOJIHAs PEMHUCCUSI U KOTOpbIE€ OTKA3aJlUCh OT JIEYEHUS B TEPHOJ PEMUCCHUH,
[IEH3yPUPYIOT B JICHh OTKAa3a OT TEPaInH.

BepoaTHOCTh CcOXpaHEHUs TOJHOW PEMHCCUU ABISIETCS TEM ITOKa3aTelieM, KOTOPbIN

MO3BOJIACT OUCHUBATh UCTUHHYIO ITPOTHUBOOITYXOJICBYIO 3(1)(1)CKTI/IBHOCTB Kakou-I100 TCpaInu 0e3
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yuyeTa TaKUX CYOBEKTHUBHBIX MOMEHTOB, KaK BBIXa)KMBAaHHE MAI[IEHTOB OT OCJIOKHEHHH,
CBSI3aHHBIX C CAMHUM JICYCHUEM.

BeccoObITHiiHAsI BBIZKMBAeMOCTb. OJTOT I10Ka3aTellb OLICHWBAET BBDKMBAEMOCTb BCEX
OOJIbHBIX, BKIIIOYCHHBIX B aHAIM3, C MOMEHTa Hayaia tepanuu. CoObITHEeM CUMTAeTCS paHHSSA
JeTadbHOCTh, (PAKT HEJOCTHKEHHs MOJHOM PEeMHCCUHU uepe3 JBa Mecsla OT Hayaja JIeYEHus,
CMEPTh B IIEPUOJ PEMHUCCHUM OT OCJIOKHEHHH XMMMOTEPAIlMM WM IPYIMX NPUYMH, a TaKkKe
peuuauB 3a0oseBanus. LIeH3ypHpyOT TOJIBKO MAIIMEHTOB, Y KOTOPHIX ObljIa JOCTUTHYTA TOTHAS
peMuccrs B TE€YEHUE MIEPBBIX ABYX KypCOB XMUMHOTEPAIUU, U OHU OCTAIOTCA KMBBIMM, COXPaHssA
IIOJIHYIO PEMUCCHUIO, HA MOMEHT IPOBEACHUS aHAIN3a.

Nuaykuus — 3T0 epuoj Ha4aabHOTO JICUYEHUS, LIEJIbI0 KOTOPOTO SBIIAETCS MaKCUMAJIbHO
OBICTPOE U CYIIECTBEHHOE COKPAICHHE OITYyXOJIEBOM MAacChl M JIOCTHKEHHUE MOJHON PEeMHUCCHUH,
Ha3bIBACTCS TEPHOAOM HHIYKIUH (00brgHO 1-2 Kypca). IMEHHO B 3TOT mepuox Ha QoHe
IIPUMEHEHHS] IPOTUBOOITYXO0JIEBBIX IIPENAPATOB KOJIMYECTBO JEMKEMUYECKUX KIETOK B KOCTHOM
MO3re ymeHbluaercsi npuMepHo B 100 pas, T. €. B MOMEHT KOHCTaTallMM IIOJHOM PEMHCCHU B
KOCTHOM MO3re MOP(OJIOrHuecKy onpeensercss MeHee 5% OIyXOJIeBbIX KIIETOK.

Koncoaumauus. Bropoii sTan Tepanuu OCTPhIX JICMKO30B — 3aKPEIVIEHUE JOCTUTHYTOIO
IIPOTUBOOITYX0JIEBOrO 3(PdekTa (pa3Hoe KOJIMYECTBO, B 3aBUCUMOCTH OT MPOTOKOIIA). 3agaueit
3TOr0 NEPHUO/A SBJIAETCS 10 BO3MOXKHOCTH €e11ie O0JIbllIee YMEHbIIEHUE YHCIIa OCTAOIIUXCS TIOCIe
MHIYKIUH JEHKEMUYECKUX KIIETOK.

IHoanep:kuBaouiee JedyeHHe — 3TO NPOAODKEHUE LMUTOCTATUYECKOIO BO3JECHCTBUS B
MEHBIIINX /103aX, YeM B IIEpUOJ MHIYKLIHH PEMUCCUHU, HA BO3MOKHO OCTAFOLIUMCS OIYXOJIEBBIN
KJIOH.

Jleiiko3/nmumdoma Bepkurra — 3TO BBICOKOArpeccuBHoe IuMdonpoinpepaTuBHOE
3a00JieBaHNE U3 MMMYHOJIOTUYECKHU 3peibIX B-KJIETOK ¢ MperMMyIIeCTBEHHO 3KCTPaHOIalbHON
nokanuzanuen. KnuHuuecku BbiaenstooT 3 BapuaHTa jduMdombl bepkurra: 3HIEMUYECKHIH,
cnopaguyeckuii 1 BUY-acconumupoBaHHbIN.

JHaeMHuYeckuii BapuaHT JuMpombl bepkurra — 310 BapuanT numdpomsl bepkurra
XapakTepeH Uil TEMHOKOXHX JleTeli-a0OpUreHOB 3KBAaTOpUANbHOM AQpPUKM M MUTPAHTOB M3
Adpuxu B Hoyto I'Bunero. B knmuHndeckoi kapTuHE 4acTo HaOMI0AAETCs MOPAKEHUE JINLIEBOTO
CKeJIeTa: BEepXHEH M HU)KHEH uentocTel, OpOMUTHI, a TaKXKe MOYeK, SUUEK, THUHUKOB, CITIOHHBIX,
MOJIOYHBIX KEJI€3 U LEHTPAIBHON HEPBHON CUCTEMBI.

Cnopagudeckuii Bapuant Jumdombl bepkurra — 310 TunuuHas mumdoma bepkurra
Mo  MOPQOJOTUYECKUM, HUMMYHO(DEHOTUNMYECKMM W  LUTOTEHETHYECKUM  IpPHU3HAKaM,
BO3HHMKAIOILAs] BHE DHIAEMUYHOMN 30HBI.

HmmyHonepuuuT-acconmupoBaHHbli BapuaHT JuMpombl Bepkurra — 310 TiMpoma
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bepkutTa, BO3HUKaromas Ha (GoHe MMMYHOACHUIMTHBIX cocTosHuM (y manmueHTtoB ¢ BUY-
uHpeKue, 1mociae  TpaHCIJIAaHTAlMM  OpPraHoB, y  TALMEHTOB €  NEPBUYHBIMU
umMmyHo epuTamu). Yaie Bcero Berpeyaercs y BUY- nHQHUUIMPOBaHHBIX MAITMEHTOB, IPUYEM

Ha PaHHUX JTanax pasBuTus (10 cHkenns CD* -kneTok).
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1. Kparkas wundopmManuss mno 3a0071eBAaHMI0 HJIH COCTOSIHHMIO (Tpymme

3200J1eBaHUI MJIH COCTOSIHUIA)

1.1. Onpenesnenune 3a00/1eBaHUsl WIN COCTOSIHUSA (TPYNNbI 3200/1eBAHUI WJIN COCTOSIHMIA)
Octpseie nmumdobaacTaeie seiko3bl (ganee — OJIJI)/ocTpeie mumMdoOIacTHRIE JTUMGPOMBI
(JIBJI) — aT0 rereporeHHast rpyImia 3J10KaueCTBEHHBIX KJIOHAJIbHBIX 3a0071€BaHUN CUCTEMbI KPOBH,
MPOUCXOJSIIINX U3 KIETOK-MPEANISCTBEHHUI] TEMOMO033a MPEUMYIIECTBEHHO JTHMM(OUTHON
HampaBlieHHOCTH UG GEpeHIIMPOBKM U XapaKTEpU3YIOLIUECs 4Yalle BCEro HCXOIHBIM
nopaxxeHueM KOCTHOro mosra (manee — KM), BbITeCHEHHEM HOPMalbHOTO KPOBETBOPEHUS U
BOBJICYCHHUEM B MPOIECC PA3IUYHBIX OPraHOB M CUCTEM OpraHu3Mma (LeHTpasibHash HEpBHAas
cucrema (manee — I[HC), simuku, numdarnyeckas TKaHb OO0 JIOKAIM3AIMK), a TaKKe
BO3MOYKHOCTBIO HCXOTHOTO MOPAXKEHHUS OPraHoB JTUMpaTHuecKoi TkaHu 0e3 BoBiedenuss KM [1-

5].

1.2. DTHoJIOTHSL U TATOreHe3 3a00JIeBaHHUS MJM COCTOSIHUA (rpynnbl 3a00/eBaHM WU
COCTOSIHMIA)

DTHOJIOTHS TOYHO HE YCTAaHOBIICHA. DTUOJIOTHS U TTATOTeHE3 00BICHSIOTCS OOIMETPUHSTON
KJIOHOBOHM TEOpHeil: Bce JIGMKEeMHUECKUEe KIETKU SBIISIOTCS MOTOMKAMH OJHOW POJIOHAYaTbHON
KJIETKU, KOTOpast peKpaTuia cBoro AU GepeHInpOBKY Ha OAHON U3 paHHUX CTaJHUN CO3PEBAHUI.
W3-3a HEKOHTpOJMpYyeMOH mpoiudepanyi OIyXOJIEBbIX KJIETOK YTHETaeTCs HOpPMajbHOe
KpOBETBOpPEHHUE, O00pa3yroTCs MeTacTas3bl (JeHKeMU4YecKne WHQUIBTPAThl) BHE OpPraHoB

KpoBeTBOpeH#us [1-5].

1.3. DnuaeMunos0orus 3a001eBAaHNS WIN COCTOSIHUS (FPyNnbl 3200JIeBaHUI WJIN COCTOSITHHMIA)

OJIJI moeT BcTpedaTbes y JUL] II000ro Bo3pacTa, HAUMHASL ¢ MIIaJJIEHYECKOr0 BO3pacTa u
3aKaH4MBasl TOXWIbIM, OJHAKO MaKCHMajbHble 3HAa4YeHHs 3a00J€BAa€MOCTH MPUXOIATCA Ha
nerckuit Bo3pact (60% manuentos OJIJI monoxe 20 jer) [1, 2, 6].

OJUJI sBnsieTcss caMOM pPacHpOCTPAaHEHHOM OIyXOJIbIO KPOBETBOPDHOM TKaHU y ACTEH,
cocraBisis 30% Bcex 3710KaYeCTBEHHBIX OIyXOJIEH IETCKOro Bo3pacTa. Y ManueHTOB Mojioxe 15
net OJUI amarnoctupyercss B 75% ciydaeB Bcex OCTphIX Jjeiko3oB (mamee — OJI). IMuk
3aboneBaemoctu OJIJI mpuxoautcs Ha Bo3pacT 3—4 rojia, 3aTe€M 4acTOTa €ro CHIKAETCs, U BTOPOM
MIOJTbEM, XOTsI HE CTOJIb CYILIECTBEHHBIH, oTMedaeTcs B Bo3pacte 50—60 xer [1-5, 7].

B P® B 2014 r. auarno3 OJUJI 6b11 yctanosiieH y 1731 naruenTa, mojioBUHa U3 KOTOPBIX
— 970 JUIa Mosoxke 18 et [8].

3aboneBaemocts OJIJI y manmeHTOB MOXKWIOTO BO3pacTa HEYKJIOHHO BO3pACTaerT.
CornacHO JaHHBIM pPErucTpoB, exerognas udactora OJIJI ysemmumBaercs c¢ 0,39 cimydas Ha

100 000 nacenenus B Bo3pacte 35-39 iet, mo 2,1 ciaydas Ha 100 000 HaceneHUs — B BO3pacTe
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>85 ner. Kpome Ttoro, mpubmusutensuo 30% OJIJI auarHoctupyrorcs B Bo3pacte >60 ier.
Ounanenbduiickas xpomocoMma (Ph) onpenensiercs y 20-30% B3pocinbix nanuentos B-OJIJI. B
To Bpems kak Ph+ OJIJI cocraBmusier y nereit Mmenee 5% Bcex CllydaeB, €ro 4acToTa BO3pacTaeT JI0
40% y B3pocnbix B Bo3pacte 40 ser, a 3arem Ha 10% B TeueHHE KaXXAOTO MOCIEIYIOLIETO

necaTuineTus xu3uu [9] .

1.4. Oco0eHHOCTH KOAMPOBAHUSA 3a00/IeBaHUS MJIM COCTOSIHUA (rpynmnbl 3a00/ieBAHUNA HJIH
COCTOSIHMI) M0 MeKIyHAPOAHO! CTATHCTHYECKON Kjaaccupukanmm 0oJie3Heill U mpoodJiem,

CBSI3AHHBIX CO 3/10POBbeM
Jlumponanmlii aeiiko3 (C91):
e (C91.0 Octpsrii 1uM(POOIACTHBIN JTEUKO3
e (91.5 T-kneTouHbIH JIEHKO3 B3POCIIbIX
e (91.7 Apyroit yrouHEeHHBINA TAMQPOUTHBIN JTCHKO3
e (91.9 Jlumdounuslii 1eiiK03 HEYTOUHEHHBIH

o (83.5 Jlumdobnactras (nuddysnast) numdoma

1.5. Kinaccudukanus 3a00/1eBaHUA WIH COCTOSTHUSA (TPynnbl 3a00J1eBaHU UJIM COCTOSTHUA)

B xnaccudukamuu BecemupHoii opranusanuu 3apaBooxpanenus (nainee — BO3) OJIJI
paccMaTpUBAIOTCS B pa3jieiic omyxoei u3 npeamectBeHHuKoB T- u B-mumdornmros [3]:

e numdoOIacTHBIH Jieliko3/muMpoma u3 B-nipenmecrsennnkoB (cuHonuM: OJUT u3

MPEIIECTBeHHUKOB B-Ki1eToK);

e mMpobnacTHeIN neliko3/muMpoma n3 T-npenmecrBeHHUKOB (cuHOHNM: OJIJI 13

MPEAINIeCTBEHHUKOB T-KIIETOK).

B03MOXHO paBHOLIEHHOE HCIIOJIb30BAaHUE ONMCAHHBIX OIpENeNeHUu, U aBTOPHI
KJ1accu()MKALMU JIUIIb TOJIaratoT, 4To npu 25% u Gosnee 6iacTHBIX KiIeTok B KM nenecoobpasHo
rogoputb 00 OJI, a mpu menee 25% — o6 JIBJI. Ho wame Bcero 3Tu TEpMHUHOJIOTMYECKHE
CIIO’)KHOCTH HE UMEIOT MTPAKTHYECKOTO 3HAYCHUS, IOCKOJIBKY UX TEpaIus OAMHAKOBA.
B-nmmmobaacTHblii Jeiiko3/mumdpoma

e B-nmum¢poOnacTHbIi neiiko3/muMpoma, 6e3 nononHutensHoro yrounenus (bY) (NOS —
not otherwise specified).
e B-nmum¢poOnacTHbIl eiiko3/muMdoma, orpeenseMblii peKyppeHTHbIMHU (HEeCTy4aifHbIMH,

MOBTOPSIOIIMMHCS) T€HETUYECKMMU aHOMAIIUSMU:

—  B-mumdobnacTrerii neitko3/mumdpoma c 1(9:22)(q34;911.2)/BCR::ABL1; Ph+-
OJII;

—  B-nmumdobnactusrii neiikos/mumpoma ¢ t(v;11923)/KMT2A (panee MLL);

—  B-mumdobnacTaerit neiikoz/mumdpoma c t(12;21) (p13;922)/ETV6::RUNX1

(panee TEL::AML1));
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—  B-mumdobnacTHsIi neliko3/mumdboma ¢ TUIIepIUTUIONTUEH;

—  B-mumdobnacTHsI neliko3/mumdboma ¢ TUITOIUTLIIONTUEH;

—  B-nmumdobnacTaerii neitkosz/mumdpoma ¢ 1(5;14)(q31;932)/IL3::1GH;

—  B-nmumdobnacTaerit neikosz/mumdpoma c 1(1;19)(q23;p13.3)/TCF3::PBX1,;

—  B-nmumdobnacTHeIi neliko3/mumpoma ¢ HHTPaxXpOMOCOMHOM aMIUTH(PUKAIUEH
xpomocomsl 21(IAMP21);

—  B-nmumdobnacthblii neiiko3/mumdoma ¢ pa3InIHbIMA T€HETHIECKUMHU
HapYIICHUSIMH (IIUTOTEHETHYECKUMU aHOMATTUSIMU ¥ MYTAI[USIMU B T€HaX ),
KOTOpbI€ aKTUBUPYIOT CUTHAJIbHBIE ITYTH PELENTOPOB LINTOKUHOB U KMHA3
(BCR::ABL1-togo6HbIi );

T-mamdobaacTHBIN Jeiiko3/aumdoma

— JImmdoOmacTHEIH JIeliKk0o3 U3 paHHUX T-KJIETOYHBIX MPEIIIICCTBCHHUKOB,

— NK-knerounsiit tum@oOaacTHbIN JeiKo3/mumdoma.

CornacnHo knaccudpukauuu BO3 2017 r., JIBJI ¢ mopaxennem KM u 6e3 Hero
OOBEIMHSIIOTCS B SAMHYIO TPYIITY «JTHM(OOIACTHBIC JISHKO3BI/TUM(OMBI M3 TIPEIIICCTBCHHUKOB
B- win T-xnetok». HecMoTps Ha IMPOKO pacpoCTpaHEHHYIO TOUKY 3peHHst 0 ToM, uto OJIJI u
JIBJI xapakTepusyloTcs pa3IUYHbIMH KIMHHUYECKUMHU TMPOSIBICHUSAMU OJHOTO U TOTO Ke
3a00JIeBaHMs, B IPOIECCE BBIMOJHECHHOTO aHAIM3a YKCIIPECCHH TeHOB [5] ObLIO MOKa3aHO YeTKOe
paznenenue mexay T-knerounod OJIJI m T-kinerounoit JIBJI BBUIY pasznuyusi SKCIpPECCHU
OTIENBHBIX TEHOB. Psill 3THUX pa3nuyuii MOXKET OBITh 00YCIIOBIIEH CTIENU(UIHBIMUA MEXaHU3MaMH,
HMMEIOLMMH OTHOILIEHUE K CTPOMAJIbHBIM KJIETKaM. B TO e BpeMsi UMEIOTCS 10Ka3aTelIbCTBA B
MOJIb3Y TOTO, YTO BaKHBIE CHTHAIbHBIC MYTH, PETYIHPYIOIIHE POCT KIETOK MpH T-KIETOYHBIX
OJIUI u T-xnerounsix JIBJI, Moryr OBITH pPa3lMYHbI, YTO YAaCTUYHO OOBICHSET pa3Iuuue
KIMHAYECKUX TPOSIBIICHUI 000X 3a00seBanuii [5].

B 2022 rony onmy6irkoBaHa cTaThs, ocBslieHHas S5 nepecmorpy BO3 knaccuduxanum
ocTpbIX TUM(POOIACTHBIX JEMKO30B, OJTHAKO, YTBepXkAeHHas kinaccudukanus BO3 Ha MOMEHT

MePecMOTPa HACTOAIINX KIMHUIECKUX PEKOMEH IAIIHIA ellie He omyorkoBana [236].

1.6. Kiiunnuyeckass kapTuHa 3a00/ieBaHMSl MJIM COCTOSAHUS (Tpynmnbl 3a200J1eBAHMH WJIH

COCTOSIHMI)

JlnurenpHOCT, aHaMHe3a 3a00JeBaHUS OT MOMEHTA TOSBICHUS TMEPBBIX KIMHUYECKUX
MIPU3HAKOB 10 MOP(OIOTUYECKON BepUBUKAIINY AUATHO3A COCTABIISET OT HECKOJIBKUX HEJEINb 10
HECKOJIbKUX MecsIeB. Knuauueckasi kKapTUHa OmpeAensieTcs CTeNneHbio HapyeHus gynkuunii KM
B BUJE aHEMHH, T€MOPPAarMuecKoro CHHApPOMa M Pa3BUTHEM HH(OEKIMHA pPa3IUYHOW CTENeHU
TSDKECTHU;, HAJMYUEM OIYXOJIBOM MacChl B BHJI€ OpPTraHOMETAJIWH, OOJBIIOTO KOJIMYECTBa

OITYXOJICBBIX KJICTOK B HepI/I(pCpI/I‘{CCKOI‘/’I KpOBH, J'II/IM(I)OEUICHOHaTI/II/I H MacC B CPECAOCTCHUU; B

15



HEKOTOPBIX CIydasiXx ¢ pa3BUTHEM OOJIEBOTO CHHIpPOMA, CBS3aHHOIO C MOPAKEHHUEM KOCTEH, ¢
MOSIBIICHHEM KJIIMHUYECKUX mpu3HakoB nopakerust [IIHC u ¢ nopakenuem koxw [1, 2, 4, 5, 10,11].

Knunnueckune nposienenust y namueHToB ¢ OJIJI odyeHp HecmenuuuHbI M CBS3aHBI C
pa3BUTHEM TEX WU MHBIX CHMIITOMOB, OOYCIIOBICHHBIX BBHITECHCHHUEM OITyXOJIEBEIMH KIIETKAMU
HOpPMaJIbHOTO KpoBeTBOpeHUsi. OCHOBHbIE CUMITOMBI 3a001eBaHus — cIab0CTh, IMXOpajaKa, He
CBSI3aHHASA ¢ MH(EKIMEH, OCCAITMN U apTpaIruyu, reMopparudeckuii cuuapom. Mudexnuonubie
OCIIO’)KHEHUS BCTPEUYAIOTCSl HEYaCTO, U B OCHOBHOM B T€X CITy4asiX, KOT/la YHCII0 HEUTPO(UIIOB HE
MPEBBIIIACT 0,2x10%1. V 1% nanmMeHToB OTMEYAIOTCS TOJOBHBIC GOJIH, TOLIHOTA, pBOTa, yYaiie
Bcero npu BosieucHun LITHC [12].

JIBJI yame Bctpeuaetrcss y MyxuuH (61-75%). ¥V OonbmuHcTBa (58-95%) manuentoB Ha
MOMEHT IOCTaHOBKHM JuarHo3a 3a0oneBanue umeer III-IV cragmro. YV 3HaUMTENHHONU 10NN
MALMEHTOB ONPEAEIAI0TCS JINX0PaaKa, HOUHAs IIOTIMBOCTh U CHUKEHHE Macchl Tena (16—48%), a
TaK)Xe TOBBIIICHWE AaKTUBHOCTU JakTtatiaeruaporenassl (manee — JIJAIY) (48-84%). Yacrota
nepsuyHoro nopaxxkenus [ITHC ananornuna nanaomy nokasareso npu OJIJT (0-10%). [TaruenTs
¢ T-knerounoit JIBJI mmeror Gonee Moa010M BO3pacT MO CPAaBHEHUIO C MalMeHTaMu ¢ B-
kierounoit JIBJI [13], Oonee BRICOKYO YacTOTy MOpa)xeHus JIuMQoy3noB cpenoctenus u KM, a
takke [V cranuio 3a0oneBanus, B TO BpeMs Kak IKCTPaHOAAIbHOE MOPaKEHHE BCTPEUASTCs yallle
npu B-knerounsix JIBJI [14]. B mnportusomonoxuocts OJIJI mpu JIBJI mapamerpsr
nepudepruyeckoi KpoBU, B YACTHOCTH KOHIICHTPAI[US TeMOTTI00MHA U KOJIMYECTBO TPOMOOIIMTOB
B LIEJIOM, MPUOIMKAIOTCA K HOPMAJIbHBIM 3HAYEHHUSIM, YTO CBUICTEIHCTBYET O MOTCHIIMAIBHO
0oJiee BHICOKOM KOCTHOMO3TOBOM PE3E€pPBE M JIYUIIEH MEPEHOCHMOCTH XUMHUOTEpanuu (1ainee —

XT).
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2. /luarHocTuka 3a00/1eBAaHMS WM COCTOSIHUS (rpynnbl 3200/eBAaHUA HMJIH
COCTOSIHMI), MEAULIMHCKUE NMOKA3AHUA M NPOTHBONOKA3AHUA K NPHUMEHEHHUIO

METOA0B JUATHOCTHKH

Mnozeue pexomenoosanuvie Memoovl OUACHOCMUKU 3A001e6aHUA U CBAZAHHLIX C HUM
COCMOSAHUL UMEIOM 02PAHUYEHHYI0 00KA3amelbHyo 6a3y (6 coomeemcmeuu ¢ WKAIaMu OYyeHKU
YPOBHS JOCTOBEPHOCTH JI0KA3aTeNbCTB (Oanee — V/[/]) u yposHs ybeoumenvHocu pexomeHoayutl
(Oanee — YVP)) no npuuune omcymcmaeus, nocesiwennvix um KU. Heszupas nHa 3mo, oHu
ABNAIOMCA HEOOXOOUMBIMU NEeMEHMaMU 00C1e008aHUs NAYUEHMA 015 YCIMAHOGIeHUsL OUACHO3A U
8b100pa MAKMuUKU 1edenus, max Kaxk oonee sghghexmuenvie u 0OKA3AHHBIE MEMOObl 8 HACMOAUee
8pems He pa3pabomatvi.

s unmepnpemayuu OuazHoCMu4eckux uccie008aHutl Mo2ym NPUMeHAmsCs MexHoN02Uul
UCKYCCMBEHH020 UHMeNIeKma (npu HAIuduu u adanmupoeaHnocmu Ons OUASHOCMUKU NpU

oCmpuIX TUMPOOIACMHBIX. TEUKO3AX).

2.1. ’Kano0b1 u aHaMHe3
e PexoMeHIYIOTCSI BCEM IMAIMCHTaM IMAI[MCHTaM IIPU IMOCTAHOBKE JAMArH03a, eKEIHEBHO B
Ipolecce JICYCHUs TIHIATEIbHBIA COOp aHaMHe3a M KajoO 3a00JIeBaHUS C YTOUYHECHUEM
TEpaIuu, KOTOpasi MPOBOIUIIACH B CBS3M C JIaHHBIM 3a00JICBAHMEM W PaHee IO MOBOIY
Jpyrux 3a00JIEBAHUIA, a TAKXKE TTOAPOOHOE OMMCAHUE HKaJI00 MAIIMEHTOB JIJIsl BepU(UKAIIUH
nuarHosa [1, 2, 4, 5].
YpoBenb yOeauTeqabHocTH pekoMeHgammii — C  (ypoBeHb 0CTOBEPHOCTH

0KA3aTEIbCTB — 5).

2.2. PuzukajabHoe 00cIe10BaHue
e PexomeHaylOTCsl BCEM TNAallMeHTaM MPU TOJATBEPKICHUM AMAarHO3a, €KEIHEBHO B
mpolecce JeueHus Npu (PU3MKATBHOM OCMOTpE H3MEpPEeHHE pOocTa M Macchl Tena,
TepMOMeTpHsi 0O0IIasi; OIEHKAa COCTOSHHUSI KOXXHBIX TIOKPOBOB, KOCTHO-CYCTaBHOM
CUCTEMBI;  BBISBIICHHEC  MPHU3HAKOB  T'e€MOPPAarMyeckoro  CHHAPOMA;  HAJTUYHe
remaToCIUICHOMETaINH, TUM(POaICHONATHN; HAJIWMYHNE TPHU3HAKOB JUC(HYHKINU CepIIia,
JIETKUX, IEYE€HH, OPTaHOB SHAOKPUHHOMN CUCTEMBI [T BepubuKanuu quarsosa [1, 2,4,5] .
YpoBenb y0eauTeJbHOCTH pexkoMmenaanmuii — C (yYpoBeHb J10CTOBEPHOCTH
I0KA3aTEIbCTB — 5).
KomMmenTapuu: npu ¢gusuxanviom obciedosanuu Mocym 0OHAPYHCUBAMBCI PAZTULHOU
Cmenenu 8blpadceHHOCmu 61eOHOCIb KONCHBIX NOKPOBO8, NemeXudlbHble 8blCbINAHUS, CUHSKU,
KPOBOMOUUBOCb 0eCeH, NOGblUleHUe meMnepamypsbl meid, TumgpoadeHonamus, 8 mom 4ucie

yeeiuderue HeOHbIX MMH()(IJZI/IH, CnjleHomezaiusl, cenamomezaiusl, yeeiudenHue pasmepos novex,
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bone3nenHoCmb npu nokoaavusanuu kocmetl. Bosneuenue xoorcu npu OJLJI bvieaem pedko, u eciu

ouazHocmupyemcst, mo accoyuupyemcs ¢ npe-B-ummynogpenomunom [11].

Pexomenayercs BceM NalMEHTaM OLIEHUTh COMAaTUYECKUM CTaTycC o mKaie BocTtouHou
KOOIepaTUBHON oHKoJornueckoi rpynmbl (manee — ECOG) ¢ nenplo ompeneneHus
HEOOXO0JMMOro 00beMa M IKCTPEHHOCTH MEIUIMHCKOW nomonu (npunoxenue ['1) [15,
16].

YpoBenb yOeautregbHOCTH pekoMeHaanmuii — C  (ypoBeHb J10CTOBEPHOCTH

J0KA3aTeJIbCTB — 5).

2.3. .JIaﬁopaToprle JAUATHOCTHYECCKHUEC UCCICI0BAHUSA

PexomenayeTcsi BCEM MMAlMEHTaM TMPU TIOCTAHOBKE JMArHo3a i Bepu(HKarun
JMarHo3a, BO BpeMsI JICUCHUS JIJIsl OIICHKU TMHAMUKY Ha (JOHE Tepanuu 2—3 pas3a B HEJIeII0
BBIMOJIHEHHE 0011ero (KIMHMYECKOT0) aHaiu3a KpoBu pasBepHyroro (maiee — OAK) (c
MOJICYCTOM JICUKOIMTApHOH (POPMYIIBI U UCCIIEIOBAHUEM YPOBHS TpomMOouuToB) [1, 2, 4,
5].

YpoBeHb yOenuTeqbHOCTH pekoMmeHmanmii — C  (YpoBeHb JJOCTOBEPHOCTH

JA0KA3aTeJbCTB — 5).

KommenTapuu: npu ouacnocmuxe OJIJI y wacmu nayuenmos nokasamenu Kpogu Mo2ym

6Lims Hopmanvusimi. Yucno neiikoyumos modcem sapvuposams om 0,5%x10%n oo 700x10%x;

yeenuuenue uucna neiikoyumos eviue 10,0x10°%1 ommeuaemca y 60% nayuenmos, eviuie

100,0x10%n — v 10%, mpomboyumonernus menee 50,0% 1 0% onpeodensiemcs y 60% nayuenmos.

PexoMenayercst BceM ManueHTaM MpU MOCTAaHOBKE JUAarHo3a Ui olpeJiesieHus] oobema
OITyXOJIEBOTO MOPAXKEHUs, BEPOSITHOCTU Pa3BUTHUSA CHHAPOMA JIM3HCA OIYXOJIH, a TaKKe
BCEM MallMeHTaM BO BpeMsl JIeUeHus 2 pa3a B HEAEIIO C eJIbI0 JUHAMUKY U3MEHEHUH Ha
(doHEe TepamuM M BBISBICHUS OCIOXHEHUI BBITIOJHHUTH aHAIN3 KPOBU OMOXMMHYECKHMA
obmerepaneBTrueckuii ( MccnenoBanue ypoBHs obriero Oeika B KpoBH, OmnpeaeieHue
COOTHOILIEHUSI OENKOBBIX (pakuuii MeToJoM 3nekTpodopesa, MccnenoBanue ypoBHS
MOYEBHUHBI B KpoBH, MccnenoBanue ypoBHs KpeaTUHMHA B KpoBH, VccnenoBanue ypoBHs
oOmiero OunupyOrHa B KpoBH, OnpeiesieHrne akTHBHOCTH acliapTaTaMUHOTpaHcdepasbl B
kpoBu (manee — ACT), Onpenenenne akTUBHOCTU allaHMHAMHUHOTpaHc(epasbl B KPOBU
(nanee — AJIT), OnpeneneHre akTHBHOCTH JIAKTATAECTHIPOr€Ha3bl B KpoBH, ViccrienoBanue
YPOBHS OOILErOo MarHus B CHIBOPOTKE KpoBH, VccienoBaHue ypoBHS HATpHUsl B KPOBH,
HccnenoBanue ypoBHs Kausi B KpoBH, MccnenoBanue ypoBHsI 0OIIETO KaJBITUS B KPOBH,
HccnenoBanue ypoBHS TIIOKO36I B kpoBH) [1, 2, 4, 5, 17, 18].

YpoBenb yoenuTeqbHOCTH pekoMenganmuii — C  (YypoBeHb J0CTOBEPHOCTH

A0KA3aTeJbCTB — 5).
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Kommenmapuu: 0ononnumenvHo npu Haruyuy NOKA3aHuil Ha ir0oom smane OUAeHOCMUKU
u neuenuss OJIJI moeym uccnedoeamvcs Opyeue nokazamenu Kposu: Hccrnedosanue ypoeus
Jcenesa cvl8OpomKu Kposu, Hccredoeanue ypoeHss MpaHcgheppuHa Cbl8OPOMKU KpPOBU,
Hccneoosanue ypoens spumponosmuna kposu, Hccredosanue yposHs Gonuegol KUciomol 8
cvigopomke Kposu, Hccnedosanue YposHs UMMYHO2L00yIuHO8 6 Kposu; Onpeoenerue
coomHouteHus: 6eIK08bIX PPaAKYULl MEMOOOM dNIeKMpoopesa, Ucciedosanue HyHKyuu He@poros
no Kuupency kpeamununa (npoba Pebepea) u opyeaue.
PexkoMenyeTcst BceM anueHTaM P NOATBEPIKICHUH TUArHO3a 7S OTIPEICIICHUS] BEPOSTHOCTH
pasBUTHS  TSDKENBIX  KOAryJIIMOHHBIX  HApyINICHWH, KaK TEeMOppPard4eckux, TaK H
TPOMOOTHYECKUX, & TAaKXKE€ BCEM IMAI[MCHTaM BO BpEMs JICUCHHS 2 pa3a B HENENI0, C LENIbI0
BBISIBIICHUSI OCJIOKHEHM Ha (OHE Tepanmuu BBINOJHUTh CKPUHUHTOBOE HCCIIEIOBAHUE
CBEPTHIBAIOIIECH CHCTEMBI KPOBH (aKTUBUPOBAHHOE YaCTHYHOE TPOMOOIIACTHHOBOE BpeMs (J1asiee
— AYTB), Omnpexnenenue NpoTPOMOMHOBOTO (TPOMOOILIACTUHOBOTO) BPEMEHU B KPOBU HIIU B
wiazme, OnpeneneHre TpoMOMHOBOTO BpeMEHH B KpoBH, VcciienoBanue ypoBHs GpuOpuHOreHa B
kpoBu). IlammenTam, moiydarommM TEpamuio acmaparuHaszoi**, meobxommmo OmnpeneneHue
akTuBHOCTH aHTHTpoMOMHa 111 B kpoBH [19-22].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (YypoBeHb [0CTOBEPHOCTH
JA0KA3aTeJbCTB — 4).

KoMmMeHTapum: npu gvlssieHuuy usMeHeHull 8 pe3yibmamax CKPUHUH2O0BbIX UCCIe0068AHULL
U HAIUYUY KIUHUYECKUX NOKA3AHULL UCCIe0YVIomcs OONOJHUMENbHbIE NAPaAMempbl Koazyaayuu
(hanpumep, ucciedosanue ypoeHs nNPoOYKmoe8 napakoayiayuu 6 kposu, npomeura C 6 Kposu,
Onpeodenenue akmugenocmu npomeuna S 6 kposu, anmumpomouna 11, u opyeue).

e PexoMeHnayercss BceM NalMEHTaM BBIMOJHUTH MCCIEIOBaHUE OOLIETO (KIMHUYECKOIO)

aHaJIM3a MOYH C IEJIbI0 UCKIIFOUSHHs TIopaxkeHus mouek [1, 2, 4, 5, 23].

YpoBenb yOeauteqabHocTH pekomeHaaumii — C (ypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5).

Kommenmapuu: npu nanuuuu noxazanuil 6bINOIHAIOMCS OONOIHUMENbHbIE UCCTIe008aAHUS
MOuU, Hanpumep, OJisi UCKTIOYEHUsL UHDEKYUU U YIMOYHEHUS MUna 6030y0umelis - Uccie0o8anue
mouu  memooom Heuunopenro, uccieooganue mouu memooom 3UMHUYKO20, pA3TUUHbIE
MUKpobuonozuyeckue (KyaibmypaibHvle) UCCIe008aAHUsL MOYU U MUKPOCKONUYECKOE UCCIe008AHUE
mouu. Taxace no noKazaHusM GbINOIHAOMCA HA 1H000M dmane duacnocmuku u aedenus OJIJ1
uccne0o6anue 2eMocudepuHa 8 moue, UCCie008anue YposHs c60000H020 KOpMU30iaA 6 Moue,
onpeodenerue akKMueHOCMU Albha-amunazvl  moue, u opyaue.

e PexoMenayercsi BceM MaieHTaM MpH MO03peHNH U 1ipu yctanoBieHHoM OJ1J1, a Takxke

B XOJIe Tepanuu ¢ yactoToil 1 pa3 B 3—6 mecsieB onpeaeneHue anturten kiaccos M, G
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(IgM, IgG) k Bupycy ummynoaeduiura yenoseka BUU-1 (Human immunodeficiency virus
HIV 1) B xpoBu; ompenenenue antuten kiaccoB M, G (IgM, IgG) k Bupycy
ummyHoaeduimra yenoseka BUU-2 (Human immunodeficiency virus HIV 2) B kpoBu st
YTOYHCHHUSI HEOOXOJMMOCTH OJHOBPEMEHHOT'O MPOBEICHUS MPOTHBOOIMYXOJEBON H
AHTUPETPOBUPYCHOM Tepanuu, H OINpPENeICHUE aHTHUTEeN K OJISTHOH TpermoHeMe
(Treponema pallidum) B KpoBH /ISt HCKITIOYCHHS COMTYTCTBYOMIEH maTooruu [1, 2].

YpoBenb yOenuteqbHOCTH pekoMenaaumii — C  (YpoBeHb 10CTOBEPHOCTH

J10KA3aTeIbCTB — 5).

Pexomenayercss BceM MalMEeHTaM IpHU MOJO03pEHUM U Tpu noareepxkaeHHom OJIJI, a
TaK)K€ B XOJ€ Tepanuu ¢ 4acToTol 1 pa3 B 3—6 MecsleB BBIIOJIHATH ONPEICIICHUE
antureHa (HbsAg) Bupyca rematuta B (Hepatitis B virus) B kpoBu 1 aHTUreHa BUpyca
rematuta C (Hepatitis C virus) B KpoBH U, NPH HEOOXOIUMOCTH, MOJIEKYJSPHO-
Ouosornyeckoe uccieoBaHne Kposu Ha Bupyc renaruta B (Hepatitis B virus) u renatura
C (Hepatitis C virus) B mensX yTOYHEHHUS] PUCKA PEAKTHBAIIMK BHPYCHOTO TEMATHTA H, B
ciydae HeoOX0AUMOCTH, ee podumakTuku [24, 25].

YpoBens yOemureabHocTH pexoMenpaumii — C  (YpoBeHb 10CTOBEPHOCTH

0KA3aTEIbCTB — 4).

Pexomenayercsi BceMm marpieHTam ¢ OJLJT Mo mOKa3aHUsIM C [ENIbI0 YTOYHEHUSI PUCKA U B
ciydac HEOOXOAMMOCTH TPODUIAKTHKH PEaKTHUBAIMM BHUPYCHOTO remaruta B
BBIMIOJIHCHUE PA3BEPHYTOr0 BUPYCOIOTHYESCKOTO HCCIICIOBAHMS TS BBISIBICHUSI MAPKEPOB
BUPYCOB remnatuta B, koTopoe n1omkHO BKiI0YaTh onpezeneHue [1, 2]:
o anturena (HbsAg) Bupyca rematura B (Hepatitis B virus) B kposu;
o aHTHTen K nmoBepxHocTHoMy anTureHy (HBsAg) Bupyca remarura B (Hepatitis B
Virus) B KpoBH;
o aHTtuTen K suepHomy antureny (HBcAg) Bupyca renarura B (Hepatitis B virus) B
KPOBH;
o JIHK Bupyca rematutra B (Hepatitis B virus) B kpoBu MeTOIOM MOJMMEPA3HOI

HEMHOM peakIuu (KaueCTBEHHOE UCCIICIOBAHUE).

YpoBeHb yoenuTeabHOCTH pekoMenaanuii — C (ypoBeHb IOCTOBEPHOCTH 10KA3aTeJIbCTB — 5).

Pexomenayercss BceM TalMEHTaM MCCIIEOBaHUE MHKPOOMOIIEHO3a KHUIIEYHHKA
(mucbakTepuo3) KyJIbTypalbHBIMH METOJAMU C II€JbI0 BBISBJICHUS KOJOHHU3AIUU
HECTEPUIILHBIX JIOKYCOB MAaTOTeHHOM (iopoii [26].

YpoBenb yoOenutesbHOCTH pekoMeHaauuid — C  (ypoBeHb [10CTOBEPHOCTH

JI0KA3aTEIbCTB — 5).

Pexomenayercst nanyeHTaM Ipy NoJ03peHUH U npu ycraHoBiaeHHoM OJIJI, B mponecce
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JIeUYEHHsI TIO0 TIOKa3aHWsM, BBIOJHEHHE HEOOXOIAMMBIX HWCCIEIOBaHUN W TPOO s
remMoTpancdysuu, Brimodaromux [27, 240]:
O BCEM MalHeHTaM:
= OmpezesieHHe OCHOBHBIX Ipyni o cucreme ABO;
= omnpeaenenue antureHa D cuctemsr Pesyc (pesyc-dakrop);
" ompeJesieHue TOATPYIITBI U APYTUX TPYII KPOBU MEHBIIETO 3HAYCHUS A-
1, A-2, D, Cc, E, Kell, Duffy;
* mpo0a Ha COBMECTHUMOCTb MEpe] MepeTuBaHIEeM KOMIIOHEHTOB KPOBH;
= onpeaenenue penorumna no anturenam C, ¢, E, e, Cw, K, k u onpenenenune
AHTUIPUTPOIMTAPHBIX AHTUTEIT;
O TIpH HEOOXOJUMOCTH:
= omnpeaenenne HLA-aHTUTeHOB;
" OmpeesIeHUE COJICPIKAHMsI MEMOPaAHHBIX UMMYHOTJIOOYIIMHOB;
" OIpEeeNICHUE COJICPIKAHMSI aHTHIICHKOIIUTAPHBIX aHTUTEI,
" OIpeJeseHUe CoIePKaHUs AHTUTPOMOOLIUTAPHBIX AHTUTET,
" ONpeIeNIeHHEe COJACPKAHUS AaHTUTEeNl K aHTHICHAM OJPUTPOIMTOB B
CBIBOPOTKE KPOBH.

YpoBenb yOeauresbHocTH pexoMeHganuii — C  (YpoBeHb JI0CTOBEPHOCTH
J0KA3aTeJIbCTB — 5).

Kommenmapuu: nasnauenue HeoOXOOUMbIX UCCeO008aHUL U NPOO, a makdyice 8vlO0p
KOHKPEmMHO20 8U0d KOMNOHEHMA KPOBU OJis 2eMOMPAncy3uu (mun s3pumpoyumocooeprcaueco
KOMNOHEHMA KpOS8U, Mun KOHYEHMpama mpomooyumos, mun npenapama  nia3mol)
OCYUWeCmeIsemcs: 1eHauum 6pavom Uil GpavoM-mpanc@y3uoiocom 6 COOmeemcmeuu ¢
KIuHuyeckou cumyayuti u Ha ochoeanuu Ilpuxasza Munzopasa Poccuu om 28.10.2020 N
11701"06 ymeepocoenuu nopsaoka oKa3aHus MeOUYUHCKOU NOMOWU HACENEeHUI O NPOQuiio
"mpancgyzuonocusa”, Ilpuxasa Munzopasa Poccuu om 20.10.2020 N 1134n «O nopsaoke
MEOUYUHCKO20 — 00Ce008aHUs  peyunuenma, npogedeHus npo6 HaA  UHOUBUOYATLHYIO
COBMECMUMOCTb, BKIIIOYASL OUOTIO2UYECKYI0 NPOOY, NPpU MPAHCHY3UU OOHOPCKOU KpOosU U (Ulu) ee
KOMNOHEHMO8», pekomeHnoayuamu «Kiunuueckoe ucnonvbzoaunue 3pumpoyumco0epiIcauux
Komnonenmog kpoguy (2018 2), [locmarnosnenus om 22.06.2019 2. N 797 «O6 ymeepoicoenuu
npasusl 3a20MO6KU, XPAHeHUs, MPAHCNOPMUPOBKU U KIUHUYECKO20 UCHONb308AHUSL OOHOPCKOU
Kposu U ee KOMNOHEHMO8 U O NPUSHAHUU YMPAMUSWUMU CUTY HEKOMOPbIX aKMO8
Ilpasumenvcmea Poccuiickoii  @edepayuuy, opyeumu  HOPMAMUBHLIMU — aKmMamu  (CM.
Ipunooscenue A3.9).

L4 PeKOMeHIlleTCH BCCM MaIUCHTAM IMOJTYUYCHUC UTOJOTHUYCCKOI'0 mperiapara KM ImyTeM
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MYHKIUU (CTEpHajdbHAs IMYHKUWSA, MYHKIMS 3aJHEed OCTU TOJB3JOIIHON KOCTH) H

uTOoJIoOTNYecKkoe uccienoBanue Mmazka KM (Muenorpamma) U3 CTepHalIbHOIO MMyHKTATa C

1IeJIbI0 Bepr(HKaIMK TUarHo3a | OnpeeieHHs IporHo3a nauentos [1, 2, 4, 5, 11].

YpoBenb yoOenuteqbHOocTH pekomMenganuii — C  (YypoBeHb J0CTOBEPHOCTH
JA0KA3aTeJbCTB — 4).

KommenTapuu: ouaenoz OJI yemanasnusarom npu obnapyacenuu ¢ KM 20% u 6onee
onacmuuix kiemok. Qonaxo 01 OJII u3z kiemok-npeduiecmeenHuKo8 aumoghnosza u 0 JIJI uz
mex e KemoK-npeouecmeeHHUKO8 Cyuecmayem uHoe 00uenpuHamuoe onpeoeienue; OUdeHo3
OJUJI (B-knemounozo unu T-xnemounozo) ycmaunasnusaiom npu obHapycenuu 25% u 6onee
onacmuuix knemox ¢ KM. Eciu npoyenm onracmuuix xniemok 6 KM menee 25% unu 6racmmuoie
Kkaemxu omcymemeyiom ¢ KM, Ho npucymcmeyom 6 uHblx ouazax nopaxcenus: (mumgamuyeckue
V376l 000U TOKAIUZAYUU, MUMYC, KOdcd, U M. 0.), mo ycmaHnasiugaiom ouaznos T- unu B-JIBJI
[1, 2, 4, 5].

e PexoMenayercsi BCeM MallIeHTaM BBIMIOJHUTH IUTOXUMUYECKOE HUCCIIEIOBAHUE MHUKPO-
npenapara KM (6nactubix kinerok KM) ¢ nensio Bepudukaimu quarsosa [28, 29].
YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (YypoBeHb [J0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 4).

KoMmMmeHTapum: npu yumoxumuueckom ucciedo8anuy Gaacmuvle KiemKu oueHuearom
Kaxk Heoughgpepenyupyemole, ROCKOIbKY AKMUBHOCHLL MUETIONEPOKCUOA3bI 8 HUX He2AMUBHAs, a
PAS-nozumusnvie epanynvl, komopule 4acmo cooepicamcs 8 Hux, He AGNAI0MC CheyupuuHbim
MApKepoMm, Onpeoesioyum NPUHAONEHCHOCb K JAUMPDOUOHOU JUHUU OUuhhepeHyuposKu.
Iloomomy ~ 00HUM U3  KIHOYeBblX  Memooo8  OUASHOCMUKU OJUUI  asisemcs
ummynopenomunuposanue. Tem He MeHee, NpoedeHUe YUMOXUMUYECKUX peakyuli Ha
MUENONepPoKCcUasy, HeCneyu@duuecKyro 3cmepasy U 2IUKo2eH A8semcs 0013amebHblM, MaK KaK
onpeodeneHue TUHUU OUPPepeHyuposKU O1ACMHBIX KIeMOK OCYWECMEIAemcs npu KOMNIEKCHOM
amanuze OaHHbIX YUMOXUMUYECKO20 UCCNe008aHUS U UMMYHODEHOMURUPOSAHUs, NPU IMOM
UCKTTIOHAIOMCS/BEPUDUYUPYIOMCSL 6APUAHMBL OCIPBIX JeUKO308 CO CMEWAannbiM penomunom. [1,
2, 236].

e PexomeHayercsl BBIOJIHATH TATOJOT0-aHATOMHUYECKOE HCCIICIOBAaHUE OUOIICHITHOTO
(omepanMoOHHOT0) MaTepualia odara MOpakeHHs (OMyXoJieBOro oOpa3oBaHUs), B TOM
qHCIie ¢ MPUMEHCHHEM HMMYHOTHCTOXHMHYECKAX METOJIOB, Y TAIIMCHTOB 0€3 MMOpaKEeHUS
KM c nenpro Tounoit Bepudukanuu quaruosa [30].

YpoBens yOenuteqabHocTH pekoMenaaumii — C  (ypoBeHb /10CTOBEPHOCTH
JA0KAa3aTeJIbCTB — 5).

e Pexomenayercst y Bcex NanuMeHTOB ¢ nojo3peHueM Ha JIBJI BBITONHATH maToJioro-
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QHATOMHYECKOE MCCIIeIOBAaHUE OMOTICMIHOTO (OMEpaMoOHHOr0) MaTepuana auMdoysia

WIM JPYroro ovara MopakeHus ¢ NPUMEHEHHEM MMMYHOTHCTOXHMHUYECKHX METOJOB C

nenpto oueHku cyorunoB JIBJI, a Takxke coXpaHATh OHONCHIMHBIA Marepuan s

MOCJIEIYIOILIETrO BHIMOJHEHUS MOJIEKYJIIPHO-TEHETUYECKUX UCCIEIOBAaHUM, YTO MO3BOJIUT

pa3paboTaTh HOBbIC TAPTeTHBIC CTpaTeruu Tepanuu [14].

YpoBenb yOenutesbHOCTH pekomMeHaauuid — C (ypoBeHb [10CTOBEPHOCTH
J0KA3aTeIbCTB — 5).

KomMmenTapuu: ummyrogenomunuyeckue xapaxmepucmuxu npubauzumensuo 80% JIBJI
xapaxkmepusyromcs sKcnpeccuel T-kiemounvix mapkepos, 6 omauuue om OJIJI, npu komopom
>70% omuocamcs k B-xnemounvim. Cpeou ecex JIBJI domunupyem T-xknemounwviti cyomun.
Hmmynogpenomunuuecxkue xapaxmepucmuxu onyxonesvix kiemok npu T-JIBJI nozumugnel no
cneoyiowum mapkepam: TdT, CD7 u yumonnazmamuyeckas CD3; eapuabenvnovr CDla, CD2,
CD4, CD5, CDS8; mooicem b6vimv kosxcnpeccuss CD4 u CDS, CDI10 +/—; pedxo onpedensemcs
Kookcnpeccus mueromapkepos CDI13; 33; 117. B mpemu T-JIBJI evisenenvt mpanciokayuu ¢
yuacmuem 2enos T-knemounwvix peyenmopos (o, f3, y, 6) U pa3IuUYHbIX NAPMHEPCKUX 2€HO8,
exntouas MYC, TALI, HOXI11 u op.

Hmmynopenomunuueckue  xapaxmepucmuku  onyxonesvlx kiemok npu  B-JIBJI
nozumugnsl: no TdT (s0epnas okpacka), HLA-DR, CD19 u yumonnasmamuueckoul (cyt)CD79a;
CD20 u CD22 sapuabenvuvl. HHo20a 6 yumonnazme Onpeoersaomcs JecKue yenu
umMMyHo2n00ynuna (cyt-u). [losepxnocmuvie UMMYHO2100YIUHBL Yalye OMCYMCMEYIOM, 0OHAKO UX
obHapysceHue He ucknrouaem ouasrnosa B-JIBJI; CD45 moocem 6vimb necamusen. Monexynsapho-
2eHemuyecKue 0COOeHHOCMU 0XapaKmepu3o8anvl MAlo, He UMErOm NPOSHOCIMUYECKO20 3HAYEHUSL.

e Pexomenayercs BCEM  TAlMEHTaM BBITNIOJIHUTH UMMYHO(EHOTHITUPOBAHHE

TeMOITOITHYECKHUX KIIETOK-TIpeiiecTBeHHuIl B KM ¢ 1ienbio Bepudukaiuu quaraosa [31,

32].

YpoBenb yOeautesbHocTH pexkoMenaanuii — C (YypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJILCTB — 4).

KommenTapumn: uUMMyHOpenHomunuposanue 8bINOIHAIOM c NOMOUbIO
MYTbMUNApamempuyeckolu  npomouHol yumogayopumempuu (00bIYHO KAK MUHUMYM  6-
yeemnotl). Eco ucnonvsyrom 0ns 6onee yemkoeo onpeoeneHusi NPpUHAOLeHCHOCmU ONACMHbIX
KIemoK K mou Ulu UHOU JUHUU KIemouyHolt Oughgepenyuposku nocie yCmaHo8leHUs
mopgonoeuueckoeo ouacrosza OJIJI. Hmmynogenomunuueckas xapaxkmepucmuka OIACMHbIX
xknemox npu OJIJI npedcmasnena 6 npunoxcenuu I2. OJII uz npedutecmeennuxos B-numgpoyumos
(70-80% cnyuaes) mocym kiraccugpuyuposamvcs Ha uemvipe 2pynnvl 6 COOMEEMCMEUU CO

cmaousamu pannezo pazsumus B-xnemox. OJIJI uz npeowecmeennuxos T-numgpoyumos (20—-30%
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cyyaes) makoice Mo2ym Oenumuvcs Ha 4 2pynnsl, 8 COOMEEMCMBUU CO CMAOUAMU PAHHE20
passumus T-knemok. B psoe ciyuaes b6racmmuvie Kiemku umerom oOHOBPEMEHHO NPUSHAKU KAK
JUMGDOUOHOU, max u mueiroudHou ouggepenyuposku. Imu eapuanmer OJI mocym Ovimb
onpedeieHbl Kak ocmpulil jetiko3 co cmewannvim enomunom (MPAL) (B-/muenouonwiii, T-
/MUENIOUOHDBLLL), eCi COOMBEMCMEYIOM HeobX00UMbIM Kpumepusam kiaccugpurxayuu BO3 (2017 2.)
[31. Apyeue cayuau OJI moeym omauuamecs omcymcmeuem IKCApeccuu HeooXooumo2o
couemaHus unu 00CMAamoyHo20 KOAULeCmaea Mapkepos, KOmopule no3801UMU Obl ONpedeIums ux
JIUHENHYIO HAanpaeieHHocmb. B makom ciyuae mocym Ovimb OUAZHOCMUPOBAHBL OCMPbILL
HeoughhepeHyupoBaHHblil 1etiKko3 Ul OCMpblll JelUKO3 HEONpeoeieHHOl JIUHelHOCmuY, 0e3
OONOJHUMENbHO20  YMOYHEHUs 8 COOMEemcmeuu ¢ ONnpeoeleHUsMU, VKA3AHHbIMU 8
kraccughuxayuu BO3.

B rnaccugurxayuu BO3 2017 2. omoenvrno 6vidensemcs aumghodracmuslii 1eiKko3 u3
pannux T-kn1emounvix npeduecmeennuxoe (early T-precursor (ETP-ALL). Bracmuvie kniemku
npu ETP umerom npusnaxu Muenououvix u cmeonogulx KiemoxK, UMMYHOGeHomun 0oJ14ceH
COOMBEemMcme08ams ONPeoeleHHbIM KPUMEPUIM.:

o  T-nunetinas nanpasiennocms (hanuyue sxcnpecuu CyCD3+CD7+)

o Omcymcmesue sxcenpeccuu CD1a u CD8(<5% nozumuenvlx 61acmHuix Kiemok)

e Omcymcmeue unu crabas sxcnpeccuss CD5 (<75% noszumusnvix 6racmmuvix Kiemok)
® nosumuseH xoms 66l 00uH u3 credyrowux mapkepos: CD34, CD117, HLA-DR, CD13,

CD33, CD11b, CD65(>25% noszumuemnvix 61acmHulx Kiemox).

B cnyuae aproii u 6onee monomopguoi skcnpeccuu CDS5 (275%), no ewinonnenuu
ocmanvuvlx  Kpumepueg T-numpodracmuoeo  neikosa U3 PAHHUX  NPeOuleCmEeHHUKOS,
yemanasausaemcs ouacnos near-ETP-ALL, ymo moorcno nepesecmu xax «nodobunwii-ETP-ALLy.

Ipubnuzumenvno 80% JIBJI xapakmepu3syromcs sxcnpeccueli T-K1emouHvix Mapkepos 6
omauuue om OJIJI, npu komopom >70% omnocamcs k B-knemounvim. [losmomy cpeou ecex JIBJI
oomunupyem T-KnemouHulil cyomun.

Hmmynomopghonocuueckue xapakmepucmuxu onyxonegvlx kiemox npu 1-JIBJI:
NO3UMUBHLL  MEPMUHANbHAA  0e30KCuHykaieomuounmpancgepasa (daree — TdT), CD7 u
yumonnasmamudeckas CD3; eapuabervnor CDla, CD2, CD4, CD5, CDS8; moocem 6vimo
koakcnpeccust CD4 u CDS, CD10 +/-; peoko onpedensemcs koakcnpeccus muenomapkepos CD
13; 33; 117. B mpemu T-JIBJI eviaenenvl mpanciokayuu ¢ yuacmuem 2eHo8 1-KiemouHvix
peyenmopos (a, f3, y, 0) u paznuuneix napmuepckux 2enos, sxnoyas MYC, TALI, HOX11 u op.

Ummynomopghonocuueckue xapakmepucmuku onyxonegvlx kiemox npu B-JIBJI:
nozumugusl: TdT (a0epnas oxpacka), HLA-DR, CD 19 u yumonaasmamuuecxasn (cyt)CD79a;

CD20 u CD22 sapuabenvhul. IlosepxHocmmuble uMMYHO2N00YIUHBL Yauje OMCYmcmeyonm, 00OHAKO
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ux obHapyoicenue ne ucknrouaem ouacnosa B-JIBJI; CD 45 mooicem 6vimb HecamuseH.

e Pexomenayercss BceM mainueHTam npu nepBuyHo auarHoctuke OJUJI, a takxke mpu
oOcienoBaHMM 1O TMOBOAY AuarHoctupoBaHHoro peruauBa OJIJI  BbIMOTHUTH
LUTOTEHETHYECKOe HccienoBaHue (Kapuortun) kieTok acnupara KM u uccienoBanue
OouorncuitHoro (omepanMoHHOr0) Matepuana TkaHed wim KM ¢ mpuMeHeHueM Merona
¢bnyopecuenTaoit rubpuauzanuu in situ (FISH) ¢ nenpro Bepudukanuu auariosa u
OIpeIeIIEHUs TPYIIIBI PUCKA M TaKTUKH Jieuenus [3, 236].

YpoBenb yOenurTedbHOCTH pekoMenaanmuii — C (ypoBeHb JOCTOBEPHOCTH

J0Ka3aTeJbCTB — 5).

KommenTapun: [jumocenemuueckoe ucciedosanue Kiemoxk acnupama KOCmHO20 M032a
O0NIIICHO BKIIOYAMD Kapuomunuposanue u uccireoosanue Memooom
Gayopecyenmuoul eubpuouzayuu in situ (FISH) o5l BbISIGICHUSL  XAPAKMEPHBIX
YumozeHemu4eckux anomaiuil. B ciyuae mexHuuyeckux clodcHocmeti ¢ NoIydeHuem acnupama
KOCMHO20 MO0324 XPOMOCOMHblE AHOMANUU MO2YM  YCMAHABAIUBAMbCS HA  OCHOBAHUU
uccnedosanusi Kiemok nepugpepuueckou kposu npu Haiuvuu oonee yem 10% yupkyaupyiowux
onyxonesvix kiemox. [Ipu omcymcmesuu nopasicenus KM, komopoe bvisaem y nayuenmog c JIBJI,
yumozeHemuyeckoe uUcciedo8anue 00IHCHO ObIMb GLINOIHEHO HA cybcmpame OUONCUPOBAHHO20
ONnyxo.1e6020 00PA306AHUS.

Haubonee 3nauumvimu cenemuieckumu OUACHOCIMUYECKUMU U NPOSHOCMUYeCKUMU hakmopamu
B-OJUUI 'y e3pocnvix sensromes 1(9;22)(q34,q11)/BCR::ABLI; t(11q23)/KMT2A (MLL) u
1(1;19)(q23;p13)/TCF3::PBX1. Bapuamm B-OJIVl ¢ 12;21)(p12;q22)/ETV6::RUNXI
xapaxmepen 0151 oemeul, éapuanm B-OJIJI ¢ iAMP21 6 pedkux cayuasx ecmpeyaomcs makaice y
MONOObIX 83pocavlx. Ilpu kapuomunuposanuu no 603moxcnocmu anaauzupyrom 20 memaghas ons
8bIAGIEHUS XPOMOCOMHBIX abeppayull KaKk 8 OCHOBHOM KIOHe, MAK U 68 B03MONCHBIX CYOKIIOHAX.
Omcymcmeue 6vlA8NIeHHbLIX AHOMANUl npu axaiuse menee 20 memagas He Modtcem HAOEHCHO
UCKTIIOYamb UX Haiuuue 8 onyxoneeom kioHe. Bcem 6onvmvim B-xnemounvim OJIJT u OJI
cMewannozo  (henomuna  8vinoansemcs  ucciedoganue memooom FISH  na  nanuuue
1(9,22)(q34;q11)/BCR::ABL1 u t(v;11023)/KMT2A4, ecru ne Ovliu  6biaeiensvl  npu
Kapuomunuposanuu. Jlemexyusi 5mux yumoz2eHemudeckux aHOMAnuti 60 6peMs Npo8edeHUs
npeoghazvl onpeoessiem 8o OANIbHEUUYI0 Mepanesmuyeckyio makmuxy.

B mpancnokayusx c eosnevenuem nokyca eena KMT2A (panee MLL) moeym yuacmeoeams 6o.iee
100 xpomocomnvix napmuepos. Ilpu obduapyscenuu nepecmpouxu 6 nokyce eena KMT2A
memooom FISH, npu 6o3moorcnocmu, cnedyem nposecmu uccied08anue Ha Haaudue camvlx 4acmo
6CMpeYaoWuUxcs MPAHCIOKAYUL, MaxKux KaxK t4;11)(q21;q23)/KMT2A::AFF1,
t(9;11)(p21;923)/KMT2A::MLLT3,t(11;19)(q23;p13)/KMT2A::MLLT1,t(6;11)(q27;923)/KMT2
AZZAFDN, #(10;11)(p12;q23)/MLLT10::KMT2A u t(11;19)(q23;p13.1)/ KMT2A::ELL, ona

MOHUMOPUH2A OUHAMUKU ONYX0J1e6020 KIOHA Ha (hone mepanuu memooom [1L]P.
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Yuumwisas evioenenue BCR::ABL1-noooonozo B-OJIJI 6 omoenvhyio noocpynny, mpeoyrowyio 6
HEKOMOpPbIX  CIYYASX OMOEIbHbIX Mepanesmuiyeckux Onyutl, KpatHe JHcelamenbHo npu
VCMAaHosenuy OUaeHo3a UlU NPU Pe3UCEHMHOM MeYyeHuu 3a001e8anus onpedeieHue ¢
nomowwto memooa FISH nepecmpoex c eoseneuenuem nokycos cenoé CRLF2 (IGH::CRLF2,

P2RY8::CRLF2), ABL1, ABL2, JAK2, EPOR, PDGFRB (CSF1R).
bononoin T-OJIJI u3z panunux npeowecmeennuxos (ETP OJIJI) oicenamenvrho 6blnoanumo

uccneoosanue memooom FISH na nanuyue nepecmpouku 6 joKyce 2eHa MpPAHCKPUNYUOHHO2O
Gaxmopa T-knemounoti aunuu BCLI11B/14q32. Tpancroxkayus BCL11B/14q32 ecmpeuaemcs 8
30% cnyuaee ETP OJIJI u onpedensem 6onee 0O1a20Npusimuulil. npocHo3 3a007e8aHUs NO
cpasuenuio ¢ ETP OJIJI 6e3 mpanciroxayuu [236].

e PexomeHayeTcsi  BBIIOJHUTH  IIUTOTEHETHYECKOE  HCCIIEAOBAaHUE  OHMOICHITHOTO
(onepanronHoro) Marepuaia Tkaned wim KM ¢ npumeHeHneM mMetoa (hiyopecieHTHON
rubpuauzamu in situ (FISH) y Bcex 6onbHbix ¢ B-OJIJI co 3pesbiM iMMYHO(EHOTHIIOM
IUIL ONpEeIeNICHHsI TPAaHCIOKAllMKA C BoBiedeHHeM Jiokyca reHa MYC, a B ciyuae ux
OOHapyKEHHSI TIPOBOIUTH JIOMOIHUTEIBHOE UCCIICOBAHUE HA HAJTHMYUE TPAHCIOKAIU C
BoBiicueHneM J0KycoB reHoB BCL2 u BCL6 — ¢ nenbto Bepudukanuu double-/triple-hit
B-OJIJI. [3, 236].

YpoBenb yOeauteqabHOocTH pekoMmeHaaumii — C (ypoBeHb J0CTOBEPHOCTH
JA0KA3aTeJIbCTB — 5).

Kommenrtapuu: bonvuwix B-OJL/I ¢ mpancroxkayuamu MYC w/unu BCL2 u BCL6 omno-

cam k epynne evicokoco pucka [236].

e PexoMenayercs BHIIIOTHUTH MOJIEKYISIPHO-TEHETUYECKOE UCCIIEIOBAHNE TOUYCUHBIX MY-
taruii rena BCR::ABL1 (xumepHBIii TeH, 00pa30BaHHBIN CIHMSHHEM 00JacTH KilacTepa
pa3pbIBOB Ha 22-i XpOMOCOME M I'e€Ha TUPO3UH-KHHa3bl AOeabcoHa Ha 9-if XpoMocoMme);
MOJIEKYJISIPHO-T€HETHYECKOE HCCIIeI0BaHNE MUHUMAJILHON OCTaTOYHON 00JI€3HH NPH JIeH -
KO3ax MpU MOMOIIYU MAIMEeHT - CHeHU(PUYHBIX MPaiiMepoB (MOIEKYISIPHO-TEHETUYECKUE
uccnenoBanus Ha Hanmane MYC::1gH, MLL::AF4 u npyrux, B 3aBUCHMOCTH OT paHee BbI-
SIBJICHHBIX [IUTOTEHETUYECKHUX IMOJIOMOK), C IENBI0 TaTbHEUIIIET0O MOHUTOPUPOBAHUS d(-
¢dextuBHOCTH XT M OIEHKM MUHUMAaIBbHON octarouHoil 6one3nu (MOB) B pamkax KU
BceM mnanuentam ¢ B-kimetounsim OJIJT [35-37].

YpoBenb yOeautesbHocTH pexkoMenaanuii — C (YypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 4).

KommenTapuu: demexyus monexynapuvix mpanckpunmos npu OJIJI ¢ BCR::ABL1,
MYC::lgH, MLL::AF4 neobxoouma c yenvio MOHUMOpUHEA NPOMUBOONYXOTIE8020 OMEema U
npuHamus mepanesmudeckux pewenuti. MonexyiapHnoe ucciedoganue 0pyeux MHOLOYUCTIEHHbIX

NOIOMOK ABIAEMCA 6 Hacmosuee 6pemMs 3a pyoetcomM OOHUM U3 KII04esblx Memooos
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cmapmugpukayuy nayueHmos Ha 2pynnsl pucka. /lemexyus XumepHolxX mpaHCcKpunmos, Mymayuu
2€H08, nepecmpouKU U OYNIUKAYUU 2eHO8 OOCHYNHbL MOIbKO 8 OONbUUX UCCTIe008AMENbCKUX
yeumpax. Ha monekynapno-eenemuueckom yposne mpanckpunm eeva BCR::ABLI moowcem
onpeoensimovcsi NOCPeOCmEoM NOIUMEPAZHOU YenHOU peakyuu ¢ oopamuou mpanckpunyueu (OT-
ITI[P). Pacnonoowcenue mouku paspuisa 6 2ene BCR npusooum x momy, umo 6enox pl90BCRABL
sviaensiemcs 6 66,3% cayuaes Ph+ OJIJI, makoice y OaHHbIX nayuenmos 4acmo onpeoessemcs
6enox p210BRABL (31 294) B ocmanvuuix ciyuasx onpedensiomcs, mpanckpunmol 060ux munoe
aubo amunuynvle mpanckpunmol. Onpedenenue moveunwvix mymayuti eena BCR::ABL1mooicem
N0360IUMb  ONPeOenums Pe3sUCMEeHMHOCMb K Mepanuu UHSUOUMOpAMU MUPOSUHKUHA3 U
cnocobcmeosams N00OOPY MApP2emHO20 npenapama, KOmopwviii pabomaem npu 603HUKHOBEHUU
Mymayuii.

e PexomeHayercss  BceM  IMAMEHTAM  BBIIOJHUTh  MOJICKYJISIPHO-TEHETHYECKOE
uccneaoBanue T-KIETOYHOU KIJIOHAJIBHOCTH (10 reHam Oera-, raMMa- u jJesbTa-neneu T-
KJIETOYHOTO PEIeITopa) WIM MOJEKYISIPHO-TEHETHIECKOE HCClieoBaHie B-kieTouHoi
kioHainsHOCTH (110 reHam IgH, IgK, IgL) B acimpare KM ¢ nienbro gajnbHeHIeld oneHKu
MOJIEKYJISIPHOTO OTBETa M BEpU(PHUKAIUU TUATHO3a TPU CIOKHBIX TUATHOCTHYECKUX
cinyqasx [38].

YpoBenb ybenuTeqbHOCTH pekoMenganmuii — C  (ypoBeHb J0CTOBEPHOCTH
A0KA3aTeJIbCTB — 5).

KommenTapuu: ¢ monexynsaprot mouxku spenus ece cayuau OJIJI pazeusaromcs us
K1emok-npeoutecmeeniukoé B- unu T-numpoyumos, nosmomy 6ce oHu OeMOHCMPUPYIOM
KIIOHAIbHble NepecmpouKu 2eHo8 msxcenvix yeneti Ig w/unu eenose TCR. Omom ¢henomen
no3eosiem onpeoeisims nayueHm-cneyuguieckue nepecmpouKu U UCNOIb3068aMb UX 8 Kauecmae
MONeKYIApHO20 Mapkepa 3abonesanusi npu mounumopunce MOB. Tlomumo nayuenm-
cneyuguueckux mapxepos, OJIJI umerom 6onvuioe KOIULECNBO 2eHeMUUECKUX U MOJIEK)IAPHBIX
nepecmpoex, Mymayui, 6 KOMOpbIX Y4acmeylom pasiuuHvle 2envl. llepeuenv 0CHOBHLIX
MONeKVIAPHO-2eHemu4eckux anomanut, uoenmuguyuposannvix npu OJIJ1 y 83pocivix u demeii u
UCNONIb3YeMbIX 8 HACMOsAWee 8peMs NPU MOLEKYIAPHOU OUASHOCMUKe, NPUBEOEH 8 NPUTLONCEHUU
I'2. Jlanuwiii nepeuenv He A61AemMCA NOIHLIM U NPeOCMAgsem coOol KOMAPOMUCC MeXHCOY
co8pemMeHHbIM U Dojlee a0eK8AMHbIM MONEKYIAPHbIM MEmMOOOM 6blIAGNEeHUs UTU UCKTIOYEHUs
aHoManuu u Hauboee Yacmo UCNONb3YeMOL MemoOUKou.

e PexoMenayercsi BCeM MAllMEHTaM BBHIMOTHUTH CIIMHHOMO3TOBYIO MYHKIHIO C
[UTOJIOTUIECKUM HCCIIeIOBaHUEM KIIETOK CIIMHHOMO3TOBOM KUIKOCTH
(MUKPOCKOIIMUECKOE HCCIIEI0OBAaHHE CIUHHOMO3TOBOM JKUIKOCTH, IOJCYET KJIETOK B

CUCTHOM  Kamepe) UL ACKIIOYeHUWs/moATBepkaeHuss  BoBieueHuss  [[HC.
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MuKpocKonuYecKoe UCCIIeJOBaHHE CTUHHOMO3TOBOM KHUAKOCTH HEOOXOIUMO BBHITIOTHSAThH

BCEM MAallMEHTaM IpHU LUTO3e >5/MKI. PekoMeHayeTcs ¢ Leblo MOBBIIIEHNUS TOYHOCTH

aHaJl3a WCIOJB30BaTh IS TMPUTOTOBIICHUS IMTOJOTHYECKUX IPENapaToB JHUKBOPA

IUTOJIOTHYECKYIO eHTpudyry [12, 39].

YpoBenb yOenuTedbHOCTH pekoMenaanmuii — C (ypoBeHb JOCTOBEPHOCTH
A0KA3aTeJbCTB — 5).

Kommenrapum: npu ecex eapuanmax OJLJI evicoka eeposmnocmy 6o8neuenus 000104ex
201061020 Mo3ea. I[losmomy 6cem nayueHmam NOKA3AHO BbINOJHEHUEe OUACHOCTMUYECKOL
CHUHHOMO320801l NYHKYUU C MOPEHOI02UYeCKUM UCCIe008aAHUEM CRUHHOMO32080U HCUOKOCMU.
Ecnu yposens mpomboyumog e yoaemcs nosvicums 0o 30x10%1 u sviwe, om nynkyuu Mosicro
8030epacamvpcs 00 B0CCMAHOBNIeHUs Nokazamenell mpomboyumog nocie Kypca. Ecau y
nayuenmoeg onpedensemcs netikoyumos eviute 30x10%/1, mo nepeyio cnuHHOM03206y10 HYHKYUIO
credyem omaodcums 00 pedykyuu uyucia aeiikoyumos menee 10x10%n. Ilpogedenue
UMMYHOpEeHOMNUYecKo20 UCCIe008aHUS CNUHHOMO32080U JCUOKOCMU 6 Yacmu Ccl1ydaes
no360/aem GepupuUUUpoO8amd dMUOLOSUID NOBPEHCOCHUS NPU HATUYUU YUMO3d, OCODEHHO 6
OUACHOCTMUYECKU — CNIOJCHbIX — CAVYAAX — HeobXxooumocmu  eepugurayuu  cneyuguieckoeo
nopasjicenusl, UHQEeKYUOHHO20 UIU MOKCUUECKO20.

e Pexomenayercsi BceM MalMeHTaM MPU TUATHOCTUKE HEUPOJIEHKEMUN YBETTUYUTD YaCTOTY
CHMHHOMO3TOBBIX ITYHKIUI U BBITIOJTHATH UX B cpeiHeM | pa3 B 3 AHS 10 OTyYEHUS Tpex
CIIMHHOMO3TOBBIX MYHKIUH 0e3 OJIaCTHBIX KJIETOK B CIIMHHOMO3TOBOM XKHUAKOCTH, 3aTEM
94acTOTY MYHKIIMIA MOXHO CHU3HTH JIO | IyHKIIMH B HEACITIO BO BPeMsI HHIYKIIUHU (BO BPEMsI
JATBHEUIITNX JTANlOB TePAITMH CITMHHOMO3TOBBIC ITYHKITUU BBITIOTHSIIOTCS B COOTBETCTBUU
C MTPOTOKOJIOM) JIJIsi KOHTPOJISI AMHAMKKH 3a00sieBaHus Ha Tepanui [1, 2, 4, 5].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (YypoBeHb [J0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5).

KommenTapuu: ¢ pamxax ooweti npoepammol XT ecem nayuenmam ¢ OJIJI neobxoouma
mepanus nopaxcenus [[HC. B omcymcmeue npoguiaxmuxu nopaxjcenus mo3208blx 000104YeK
peyuoussl 6 [[HC 6 meyeHue Heckonvbkux mecayes ¢ momenma pesucmpayuu [IP 6o3Hukarom
npubausumenvHo y mpemu nayuenmos. Peyuoues ¢ [{HC npu OJL/I y e3pocivix xapakmepu3zyemcs
HeOna2onpUusmHbIM NPOSHO30M, NOCKOJIbKY 34 HUM 00bIYHO clledyem 2eMamoio2udeckKull peyuous.
Ilpu smom nooxoowvr k neuvenuro nopasxcenus L[HC u eco npoguraxmuxe pazruuaromcs u
VUUMBIBAIOM XAPAKMEPUCUKU NAYUEHMA, €20 803PAC U Opyaue NPOSHOCuUYecKue Qaxmopbl.

e Pexomenayercsi y Bcex BbIIEIATh U coxpaHATh nepsuuHyto JJHK win PHK n3 knetok KM
MalueHToB B OWOOaHKe WM HampaBlsATh MaTepHal Ha XpaHEHHE B JIabopaTopuu

CbellepaJ'IBHI)IX HECHTPOB MJIA BO3MOXXHOCTHU IOCICAYIOMIECTO BBIITOJIHCHHA MOJICKYJIAPHBIX
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uccnenoBanwmii [40].

YpoBenb yoOenurTedbHOCTH pekoMenaanmuii — C (ypoBeHb J0OCTOBEPHOCTH

J0KA3aTeJbCTB — 5).

KommenTapuu: coxpanenue nepguunoco o6uonocuueckoco mamepuara (AHK,

BblOCNeHHAs. U3 KOCMHOMO3206bIX KJIEeMOK, UiU 3aMOPONCEHHbLE memxu) ONisl BbINOJIHEHUS 8

0yOyuiem MONEeKYIAPHBIX UCCIe008AHUL, NO36OIIOWUX YeMKO onpedesums 2pYnnsl PUCKA.

PexoMenayercsi BceM MalMEeHTaM, Y KOTOPBIX MpPH TOJYYCHHH IIUTOJIOIMYECKOTO
npenapara KM myrem nyHkiuu (CTEpHAIbHON MyHKIIMK) HE MOJYYCH JUArHOCTHYCCKHIMA
Marepuan (Tak Ha3bIBAEMbI «CYXOW IIYHKTAT»), BBINOJIHATH THUCTOJIOIMYECKOE U
MMMYHOTHCTOXHUMHUYECKOE HuccienoBanue mnpernapara KM (TpemaHoOuoricus), a Takxke
[UTOJIOTHYECKOS U IIUTOXMMUYECKOE HCCieqoBaHue (MPH HATUYUHM OJIACTHBIX KIIETOK)
oTIe4aTkoB Tpemanoduonrata KM ¢ mesbio Bepudukaimu TouHoro auaruosa [29, 30].

YpoBeHb yOeauTeqabHOocTH pekoMeHmaumii — C (YpoBeHb JIOCTOBEPHOCTH

JA0KA3aTeJbCTB — 4).

He pexomeHIyeTcsi BBINONHATh MYHKIHOHHYIO (aCHHUPAlMOHHYK) OHOICHIO oOdara
nopaxkeHus: (OIyXO0JEBOIO JKCTPaMEyJUIIPHOrO 00pa3oBaHMs) B CBS3M C Majoif
MH(POPMATHBHOCTHIO UCCIICIOBAHUI JaHHOTO MaTepuaia [1, 2]

YpoBeHb yoOeauteqabHocTH pekoMeHgammii — C  (YypoBeHb 10CTOBEPHOCTH

J0KA3aTeJIbCTB — 5).

Pexomennyercst Bcem naruentam ¢ OJIJI npu npoBeaeHnH MyHKIUU JIFOOOTO OpraHa u
TKaHW W/WIKM acnupalnuy OHMOJIOTMYECKOro MaTepHuaja BBIOJHEHHE MCCIeI0BaHUM
IyHKTaTa/acriupara Juist JudQepeHnaIbHoi TUarHOCTUKHU CIIEU(PHUECKOro JIEHKO3HOTO
Y MHOTO THMA nopaxenus [1, 2] :
o IuTomornyeckoe nccieoBaHUE U IPOCMOTP LUTOJIOTHYECKOIO IIpernapaTa
o lluroxumuueckoe Hcciae0BaHHE OHOJIOrMYEcKOro Martepuana (Ipu HaIUYUH
OJIACTHBIX KJIETOK)
o HWmmyHOodeHOTHNIMpOBaHME OWOJIOIMYECKOr0 MaTepuana Uil BbISIBICHUS
MapKepoB TeM007acTo30B (MpU HaTWYUU OJACTHBIX KIETOK 110 JaHHBIM
MOP(HOJIOrHIECKOTO UCCIICTIOBAHNS)

YpoBenb yOeauteabHocTH pexkoMenaanuum — C  (YypoBeHb [0CTOBEPHOCTH

J0KA3aTeJbCTB — 5)

I(wwueumapuu: Hauboee 4acmo 6biNOJIHACMC A NYHKYUA l’l]leepaﬂbHOZZ nojocmu ¢

yumoaocuveckKkum uccnedosanuem l’l]ZQGdeleOZZ afcudkocmu, 6p0HXO'aJlb6€0Jl}Zprllx7 aaeaic c

yumoaocuveckKkum UCCIe008aHUEM  TIABANCHOU :»cuOKocmu, CNUHHOMO32084s NYHKYUsl C

yumoaocuveckKkum UCCIe008aHUEM KIEMOK CNUHHOMO3206011 DfCZ/laKOC'mM, 00HAKO NO NOKA3AHUIM
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ModHcem  GbINOIHAMBCS NYHKYUS 1100020 OOCMYNHO20 Op2aHa U MKAHU C NOCIeOVIOUUM
YUMOI02U4eCcKUM UCCTIe008aHUEM, 8 MOM HUCle — MUKponpenapama mixaueu noiocmu pma,
NEePUMOHEANbHOU  HCUOKOCMU, MUKPONpenapama Kodxcu, npenapama mkaveu Jaum@oysia,
NYHKMAamo8 onyxoietl, ONnyxoieno0oOHbIX 00pa308aHull Kocmell, mMKAHel NneyeHu, MmKaHell
MOJICMOLL KUWKU, ACRUpama u3 noaioCmu Mamku, mKauel 61a2aiuwad, mrkaHeti Mamxkuy, mxkaHeu
npeocmamenvHou JHcee3vl, MmKaHel AUYKd, NOYKU, MO4e8020 NY3blps, NYHKMAMO8 U OMNeyamKos
buonmamos onyxoaeil 3a0pIOWUHHO20 Npocmpancmed. buonoeuueckuti mamepuan, noayueHuwi
nocie acnupayuu/nyHKyuu, npu noOmeepHcOeHUul UHGOPMAMUEHOCMU NOJYHEHHO20 Mamepuala
(Hanuyue ONyYxonesviX KIEMOK) Modcem OblMb OMNpasieH Ha YumozeHemuyeckue U
MOJLEKYIAPHbIE UCCIe008aHUS OISl Bepughurayuy 8apuanma 3a001e6anus
e Pexomenayercsi Bcem nauueHtam ¢ OJIJI npu mpoBeaeHMM NYHKIHMU C HOJYyYEHUEM
sKccynara (KMIKOro OHOJIOTMYECKOTO0 MaTepuasia) BBIMOJIHEHHE OMOIHUTEIbHBIX
UCCIIeIOBaHUN Ui AU PEpeHINaTbHON JTUAarHOCTUKHA CHEIH(PUISCKOTO JIEHKO3HOTO,
MH(EKINOHHOTO M MHOTO THIa opaxenus [1, 2]:
o Ilpu uccinenoBaHuu CIMHHOMO3TOBOM JKUJIKOCTH (JIMKBOPA):
* [[uTOoNMOrMYECKOE HCCIENOBAaHHE CIIMHHOMO3TOBOW KHUAKOCTH, IMOACYET
KJIETOK B CUETHOH Kamepe (orpe/eieHre [UTo3a)
*  lmmyHO(DEHOTHITHYECKOE UCCIIEIOBaHKE 0J1aCTHBIX KJIETOK
CHIMHHOMO3T'OBOM KHJIKOCTH (TIPU BO3MOKHOCTH)
= HccnenoBaHue ypoBHS TJIFOKO3bI B CTIUHHOMO3TOBOM KHJIKOCTH
* lccnenoBanue ypoBHs O€TKa B CIIMHHOMO3TOBOM KHIKOCTH
= TecTbl Ha aHOMAaJbHBI OENOK B CIMHHOMO3TOBOM >KMIKOCTH (Tpu
HE00X0IMMOCTH)
* OnpeneneHre KOHIEHTPALUU BOJAOPOIHBIX HOHOB (pH) B cIMHHOMO3roBOM
KHUJIKOCTH
= HccnenoBaHue ypoBHSI XJIOPHJIOB B CHMHHOMO3IOBOM JKHUAKOCTH (TIpU
HE00X0IMMOCTH)
* MukpoOuonoruueckoe (KyJabTypaabHOE) UCCIIEOBaHNE CTMHHOMO3TOBOM
KUJKOCTU Ha pa3IMYHbIEe OAKTEPUH, TPHUOBI
*  MoneKyIsIpHO-OHOIOTHIECKOe WCCIICIOBAHHE CITMHHOMO3TOBOM
KHUJIKOCTH Ha pa3InyHble OaKTepuH, TPUOBI, BUPYCHI
o Ilpu uccnenoBaHuy MIEBPATbHOMN KUAKOCTH
*  MHUKpPOCKOIIMYECKOE UCCIIEI0BAaHNE HATUBHOT'O U OKPALIIEHHOTO Mperapara
TJIEBPATBHOM JKUIKOCTH

= ccnenoBanue ypoBHS O€JKa B IJIEBPATbHOM KHUIKOCTH
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=  MuxkpoOuonorudeckoe (KyJbTypaJlbHOE) WCCIECIOBAaHUE TIUICBPATbHOM
KUJKOCTH Ha Pa3IMIHbIC OAKTEPUH, TPUOBI.

*  MonekynapHO-OHOJIOTHYECKOE UCCIIEIOBAaHNE TJICBPAIBHOM )KUKOCTH Ha
pa3nuyHble 0aKTepuu, rpudbl, BUPYCHI

o Ilpu uccnenoBanuu OPOHX0ATBBEONIIPHON UM ACHUTUYECKON KHUIKOCTU

*  MUuUKpPOCKONUYECKOE UCCIIEeI0OBAaHUE JIABAKHON HKUJAKOCTU

®*  MUKPOCKONMYECKOE HCCIEAOBAHUE MEPUTOHEATHHOM (aCIUTHUYECKOI)
KHUJIKOCTU

= MukpoOHOIOrHYecKoe (KyJIBTYpaJIbHOR) HCCIIeI0BaHUE
OpOHXO0AJIbBEOJISIPHON  KUIKOCTH WM aCUUTUYECKOW IKUAKOCTH Ha
paznuyHble OaKTepuu, rpudbI

= MouekynsipHO-OMOJIOTHYECKOE UCCIIEJOBAaHUE OpPOHXO0ATbBEOSIPHON WIIH
ACIIUTHYECKOM JKUKOCTH Ha Pa3IMyHbIe OaKTEepUU, TPUOBI, BUPYCHI

YpoBenb yOeauteabHocTH pexkoMeHaanum — C  (YypoBeHb [0CTOBEPHOCTH

JI0KA3aTeJILCTB — 5)

Pexomennyetest Bcem naruenTam ¢ OJIJI mpu npoBeneHnn OHOTICUU JIFOOOTO OpraHa u
TKaHU BBIIIOJHEHUE MAaKPOCKOIMYECKOTO MCCIECAOBAaHUSA YIAJICHHOIO OIEPalMOHHOIO
MaTepuaia, THUCTOJOTHYECKOTO  HCCIEeNOBaHUS  OWONCHHHOTO  (OMEepanroOHHOTO)
MaTepuasa OuonTara, B TOM YHCIe, C IPUMEHEHUEM UMMYHOTUCTOXUMUYECKIX METOJIOB,
i nuepeHmanbHON JUArHOCTUKY CHEIU(PUIECKOT0 JICHKO3HOTO MOPAXKEHUS U HHOTO
THUIA IOPAKESHUS] OMOTICHPOBAHHOTO OpraHa, Tkauu [1, 2].

YpoBenb yOeauTeqabHocTH pekoMeHmaauuu — C  (YpoBeHb JIOCTOBEPHOCTH

JI0KA3aTeJILCTB — D)

KOMMeHTapI/II/I: Haubosee 4acmo 6blNoJHAemcsa buoncus odazd nopasiCeHust Kooaucu,

KOCmH020 Mo32a (mpenarnobuoncus), iumpoyszia. OOHAKo no NOKA3AHUIM MONCEM 8bINOIHAMbCS

ouoncus 106020 opeana u mKavu, 6 nom vuciue, CIUZUCMOU NOJIOCIU pma, CAUBUCMOU 000N0YUKU

nosiocmu Hoca, mKaneu JlecKoco, onyxoaiu Cp@OOCWleHZ/l}Z, CEJIE3EHKU, NEeYEeHU, numeeoda, ofceﬂydka,

moacmoti KUWKU, MOJIOYHOU AHCEJE3bl, KOCMU, IHCEHCKUX NOJI06bIX OpPcaAHOS, npedcmameﬂbHod

JHCenesbl, MYIAHCCKUX NOJN0BbIX OpP2AHO6, MOUY€68020 nNy3vblps, NOUKU, mKaueti 3a6p}0wuHH020

npocmpancmaa.

Pexomenayercst Bcem narmentam ¢ OJIJI Ha mr000M dTare AUArHOCTUKHU | JICUYEHUS 1O
NOKA3aHUsAM BBITIONMHATh HWCCJIEIOBAHHE Kaja Ha CKPBITYIO KPOBb ISl WCKIIFOUCHHS
KHIIICYHOTO KPOBOTCUCHHS KaK OCIIOKHEHHS 1uTonenuu [1, 2].

YpoBens yOenuteqbHocTH pekoMenganuu — C  (YypoBeHb [0CTOBEPHOCTH

0KA3aTeJbCTB — 5)
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2.4. UncTpyMeHTAIbHbIE JUATHOCTHYECKHE HCCJIeJOBAHNS

e Pexomenayercsi BceM NalyeHTaM J0 Havaja creurn(uyueckoil Tepanu U B X0€ JeueHus
C 4acTOTOM OT | pa3a B HEAEIIO /10 €KEMECSUYHOIO (C YUYETOM HAJIMYMsI COMYTCTBYIOIIEH
MATOJIOTUU U KIIMHUYECKON CUTYalluu), a TAK)Ke MPU HEOOXOAUMOCTH B JIF0O0H MOMEHT B
TEYEHHE BCEro MepHoja JeUeHus perucrpanus saeKkTpokaparnorpamMmmel (nainee — OKI') u
sxokapauorpadus (nanee — OxoKI') 11st BEIABICHHS COMYyTCTBYIOMIEH KapAnOIOTHIECKOM
MATOJIOTUU U IPOPHIAKTUKN/TICYCHUS BOZMOKHBIX KapINOJIOTHUECKUX OCIIOKHEHHN HITH
cepaeuHoi komopouanoctu [41].

YpoBenb yoOenuteJbHOCTH pekoMeHaauumid — C (ypoBeHb [10CTOBEPHOCTH
A0KA3aTEIbCTB — 5).

KoMMeHTapumM: pymunHo npumeHsemcs pecucmpayus 31eKmpoKapouozpammsl, npu
HaIuyuu KIUHUYeCKUX NOKA3AHUL Maxdce NpoB0O0sSMCs pecucmpayus — 2J1eKmpuyecKkol
AKMUBHOCMU NPOBOOAYEll CUCTeMbl cepoyd, XOJIMepo8CKoe MOHUMOPUPOBAHUE CePOedHO20
PUMMa, MOHUMOPUPOBAHUE INEKMPOKAPOUOPADUUECKUX OAHHBIX, KAPOUOMOKO2paghus niooa.

e Pexomenayercsi BceM MallMEHTaM BBIIOJIHEHWE KOMIBIOTEPHOM ToMorpaguu (naiee —
KT) n/unm MarHMTHO-PE30HAHCHOW TOMOTpa(Hu TOJIOBHOTO MO3Ta, OPraHOB TPYAHON H
OpIOITHOM TOJOCTEH, a TaKKe IPYruxX O0JIACTEH MO TOKa3aHWSIM, JJIS BBISBICHUS
BO3MOJXKHBIX OYaroB MMOPaKCHUsS M COMYTCTBYIOIIEH matosoruu [42].

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

KommenTapuu: naubonee uacmo nposoosmcs MPT-uccnedosanus KoCmHOU MKAHU,
20JI06HO20 MO032a C KOHMPACMUPOBAHUEM, CHUHHO20 M0324 C KOHMPACMUPOBAHUEM, OP2AHO8
Mano2o masa, NO380HOYHUKA ¢ Kowmpacmuposanuem, u KT-uccredosanus nuyesoco omoena
yepena, nO360HOYHUKA, NPUOAMOYHBIX NA3YX HOCA, 20PMAHU, 8EPXHUX ObIXAMENbHbIX Nymell U
weu, KT-aneuocpaghus oonoti anamomuueckou obracmu, opeaHo8 Mano020 masda ) HCeHWUH,
OpP2aHO8 Ma3a y MyAHCHUUH, 20JI08HO20 MO32d, OP2AHO8 OPIOWHOU NOIOCMU, OP2AHO8 OPIOWHOLL
NOIOCMU C BHYMPUBEHHBIM OONIOCHLIM KOHMPACMUPOBAHUEM, 3A0PIOUIUHHO20 NPOCMPAHCMEA.
1IOT y nayuenmos c nopasiceHuem cpeoocmeHus U Opy2ux IKCMpameoyIIAPHbIX 04a208
806/1e4UeHUs PEKOMEHOO0BAHO BbINOIHAMb 00 HAYALAd Mepanuu U 6 KOHMPOJbHble MOYKU Ol
NPUHAMUS peulenuti — nociie OKOHYAHUS UHOYKYUU U KOHCOMUOAYUU, NPU NOOO3PEHUU HA PEYUOUB
3a601e6aHUs U 8 Opyaue CPOKU OUHAMUYECKO20 HAOII0OeHUs.

e Pexomenayercsi BceM nanueHTaM BbINOJIHEHHUE YIbTPa3BYKOBOI'O HCCIIeI0BaHUs (Jajee —
V3W1) nepudepuueckux U BHYTPUOPIOUIHBIX JUM(OY3JI0B, OPraHOB OPIOIIHOM MOJIOCTH,
OpraHOB MaJIOro Ta3a Y >KEHILIUH U MPEJICTAaTeNIbHOM Kee3bl y MYKUUH JIJISl BBISBJICHUS

comyTcTByotei maronoruu [1, 2, 5, 13, 14].
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YpoBenb yOeautreJbHOCTH pekoMeHaanuii — C  (YpoBeHb JI0CTOBEPHOCTH
J0KA3aTeJIbCTB — 5).

KomMmeHTapum: makoice npu Hanuuuu KIMHUYECKUX NOKA3AHUNL HaA J1060M 2mane
ouaenocmuxu u aedenuss OJIJ1 evinoarnsemesa Y3U unvix anamomuueckux odonacmeil (naubonee
yacmo — Y3U msekux mxawuetl, cycmasa, IuM@pamudeckux ysio8, Nie8paibHOU NOJOCMU,
cpedocmenusi, donniaepocpagpusi cocyooe (apmepuii U B8eH) GEPXHUX KOHEYHOCMel, CcOCy008
(apmeputi u 6eH) HUINCHUX KOHEYHOCMelU, MOACMOU KUWKYU, MAMKU U NpUoamKkos
MPAHCcAbOOMUHANbHOE, UCCTIe008aHUe MAMKU U NPUOAMKO8 MPAHCEALUAILHOE, MOJIOYHBIX Jiceles,
WUMOBUOHOU  JiceNle3bl U NApAWUMOSUOHBIX Jicele3, Napawjumo8UOHbIX Jicene3, NoYeK U
HAONOYEUHUKOB, MOUEBbIBOOAWUX NYyMell, 3a0PIOWUHHO20 NPOCMPAHCIEA)

e Pexomenayercst Bcem nanuentam ¢ OJIJI Ha mo0oM 3Tane IMarHOCTUKU U JIEUEHUs NIPU
HAJIMYUU KIMHUYECKHX T[OKa3aHUW MPOBEIECHUE HEOOXOIMMBIX HHCTPYMEHTATIbHBIX
WCCIICIOBAaHUH  (JTADUHTOCKONMS, OpPOHXOCKOMUS, TPaxEOCKOMHs, TOPAKOCKOIHS,
930(aroracTpoyoIEHOCKOIHS, KOJIOHOCKOITHUS, IIMCTOCKOIUS U IPYTUX) JUIS YTOYHECHUS
THUIA TIOPAXKEHUS U KOHTPOJIsI Jeuenus [1, 2].

YpoBenb  yOenurenbHocTH  pekoMengauuu  C  (ypoBeHb  JIOCTOBEPHOCTH
JI0KA3aTeJILCTB — 5)

e Pexomennyercsas Bcem mnanuentam ¢ JIBJI mpu onenke >QQeKTHBHOCTH JIeUCHHUS
CpaBHUBATh pa3Mephl MOPAKEHUS [0 Hayaja TEpalMid M IOCJIe Ha BCEX JTamax
XxuMuoTepaneBTuieckoro BosneiictBus (no gamaeiM KT, IIDT/KT wm  Y3U-
uccrenoBaHus oyara mopakenus) [13, 14].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (YypoBeHb J0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5).

e PexoMennyercss mamueHTaM IPH HAIMYAKA KIMHUYECKUX CHUMIITOMOB TIOPAKCHHS
KEIyJOYHO-KUIIEYHOTO TPAKTa BHITIOJTHEHUE 330(haroracTpo,1yoA€HOCKOITUH JIJIsl OI[CHKH
COCTOSIHUSI CITU3UCTOM OOOJIOYKH THUIIEBO/A, JKEITy/AKa, ABCHAIIATUNIEPCTHON KHUIIKH,
00Hapy)KeHHsI BO3MOKHOTO HCTOYHHMKA KpoBoTeueHus [14, 43].

YpoBenb yOeaureabHocTH pexoMeHganmuii — C (YpoBeHb JI0CTOBEPHOCTH
0KA3aTEIbCTB — 5).

¢ PexoMenayercs nanreHTaM MPH HATUYUN KIMHIIECKUX CUMITTOMOB ITOPAKEHUST OPTaHOB
IbIXaHUs (JbIXaTelbHOM HEAOCTATOYHOCTH, OOYCIIOBICHHON OOLIMPHON MHEBMOHHUEH,
KPOBOXapKaHbs) BBIMOJIHEHUE OpPOHXOCKONMU JJIi OLIEHKU COCTOSIHUSA —CIM3HCTOM
000JI0YKH TpaxeH, OPOHXOB, OOHAPYKEHHSI UCTOUYHHKA KpoBOTeUeHHs [44].

YpoBenb yOeauresbHocTH pekoMeHpganmuii — C (YpoBeHb JI0CTOBEPHOCTH

0KA3aTENbCTB — 4).
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e Pexomenayercsa nanueHtam c auarHoctupoBaHHod JIBJI mpuMeHeHue NO3UTPOHHO-
SMHCCUOHHOM KoMIbloTepHOo# ToMorpaduu (IIDT/KT) npu Bepudukanmu auarnosa u st
cTagupoBaHus 3a0oseBanus [45].

YpoBenb yoOenuteJbHOCTH pekoMeHaauuid — C (ypoBeHb [10CTOBEPHOCTH
0KA3aTeIbCTB — 4).

KommenrTapun: y wmnuoeux nayuenmos c JIBJI, umerowux maccusnoe nopasicenue
MeOUACMUHANbHBIX TUMGDO0Y31108 UCX00HO, nocie 3aseputenuss X1 npu penmeenozpaghuu unu KT
ocmaromcsi pe3uodyaibhvie 00pazosanus. Llenvto 0onoiHumenbHbiX OUASHOCMUYEeCKUX npoyeoyp
ABNAEMCA NOJYYeHUe Omeema HA BONPOC, NPeOCMmAsNAom Jau dMmu 00pa308aHus y4acmKu
HEeKpomuyeckoul unu pyoyoeou mxkaHu, 1ubo cooepicam Hcu3HecnocooHbie Onyxoesvie KiemkKu.
Jhyuesvie memooul ucciedosanus, ¢ uacmuocmu IIIT/KT, seposimmuo, none3usvl npu cmaouposaruu
3abonesanus. bvino nokasano, umo nozumuensie pezynomamol IIIT/KT nossonsiom ¢ vicoxoti

8EPOSIMHOCMbIO NPOCHOZUPOBAMb PE3UOYATbHOE WU nopadicenue npu peyuouse HXJT [95].

2.5. UHble IMarHocTHYECKHE UCCIeJOBAHMSA

e Pexomenayercsi BBIIIOJIHEHME JKCHIIMHAM pENPOAYKTHUBHOIO BO3pacTa TecTa Ha
OepeMeHHOCTh (KCCIIeIOBAaHUE XOPHMOHUYECKOTO T'OHAJOTPOINMHA YEeIOBEKa) C IIENIbIO
BbIsIBIIEHHUS OepemeHHocTH [1, 5].

YpoBenb yOenureqbHocTH pexoMenaaumii — C  (ypoBeHb /10CTOBEPHOCTH
0KA3aTeIbCTB — 5).

e Pexomennyercs Bcem manueHtam ¢ OJUJI/JIBJI u3 rpymmbl BBICOKOTO pHUCKA M TPU
perauBe 3a00J€BaHus, a TaKke UX cuoauHraMm omnpenenenrne HLA-aHTUTeHOB ¢ 11€TbI0
noucka noreHnuansHoro qouopa I'CK [46, 47].

YpoBenb yOeautenbHocTHM pekoMeHgammii — C  (ypoBeHb /10CTOBEPHOCTH
I0KA3aTEIbCTB — 5).

e Pexomenayercsi BceM narnueHtam ¢ OJIJI mpu Hanuuumu moKa3aHUM U onpeAeNeHUuu
COITYTCTBYIOIIEH MATOJOTUHU (C KOMOPOMIHOCTBIO, KOTOPAsi MOXKET MOBJUATh Ha BHIOOD
MIPOrpaMMbl ITPOTUBOOITYXOJIEBOW TEepamuu), Ha JIOOOM 3Tane JUArHOCTHKU U JICUYCHUS
npueM (0OCMOTp, KOHCYJIbTALUs) COOTBETCTBYIOLIETO Bpaya-ClelUalucTa (Bpaya-Xupypra,
Bpayva-cepeYHO-COCYIUCTOTO XHUPYpra, Bpada-KapAuoJora, Bpada-HEBPOJIOTa, Bpayda-
HeHpoxupypra, Bpaya-OTOPUHOJIAPHUHOJIOra, Bpaya-odTanibMojora, Bpada-ypoJora,
Bpaua-HedpoJora, Bpava-KoJIOMPOKTOJIOra, Bpayda-3HJI0KpPUHOJIOTa, Bpaya-
MyJAbMOHOJIOTa, Bpada-(pTHU3UaTpa, Bpaya-raCTpOIHTEPOIIOra, Bpadya-aepMaToBeHeposIora
Bpaya-CTOMAaTOJIOra-TEPANEBTa,  Bpaya-CTOMATOJIOra-XUpypra,  Bpada-TpPaBMaToJIOra-
opTore/a, Bpada-Iicuxuarpa u JIip. - IepBUYHBIN U TIOBTOPHBIN) [1, 2, 4, 5].

YpoBenb yOeautresbHOCTH pekoMeHaanuii — C (YpoBeHb J10CTOBEPHOCTH
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J0KA3aTeIbCTB — 5).

Pexomenayercsi npueM  (OCMOTp, KOHCYJIbTAlMs)  Bpauda-aKkyllepa-TMHEKOJI0ra
NEpBUYHBIA Ul KEHUIMH W Bpada-ypojora Ui MYX4YUH C IEJbI0 BBIABICHUS
COMAaTMYECKOr0 CTaryca IAalMEHTOB U peLIeHHs BOIpoca O HEOOXOIUMOCTH
OBapUOIPOTEKIINU WM KPUOKOHCEPBALIMYU raMeT (0OLUTOB, criepMaro3ouios) [1, 2, 4, 5].

YpoBenb yOeauresbHOoCTH pekoMeHganmuii — C (YpoBeHb J0CTOBEPHOCTH

J0KA3aTeJIbCTB — 5).

KoMMeHTapuu: Hesvinonnenue YKA3aHHbIX Npoyeodyp U Memooos 00C1e008aHUs.

BO3MOINCHO MOJIbKO 6 KpaleMX CYyHasix, Ko20a nayuernm HAX0O0Umcsl 8 MepmMuHalbHOM COCMOAHUU

npu nocmynjleHuu 6 cneyuailusupoeaHnoe yqpemcdeHue UIU e20 CoMamuyecKkull cmamyc makoe,

Ymo HUKAaxKozo cneuuqbuqecmeo JIeYECHUA 6bINOJIHAMbCA He 6)/@61’}1 — MOJIbKO najiuamueHoe, uiu,

ecjiu nayuernt omkKasvleaemcia om obcnedosanus U JIe4erus, 4mo 002iCHO  ObIMb

3A00KYMEHMUPOBAHO 8 UCMOPUU OONE3HU.

Pexomenayetcsi 6epeMEHHBIM >KCHIITHAM BBITIOJIHATH MOJIHBIH 00hEM TUATHOCTHYCCKHUX
uccnenoBanuii mpu OJIJI/JIBJI, kak u y HeOepeMEeHHBIX, KPOME BBIMIOJTHEHHUS CTaHJapTHBIX
PEHTIe€HOJIOTUUECKMX METOJ0B 00cienoBanus (CM. KIMHHYECKHE PYKOBOJACTBA IO
BeJIEHHIO0 OepEeMEHHBIX manueHToK) [1, 48].

YpoBenb yOenurTeqbHOCTH pexkomengamuii — C  (ypoBeHb J0OCTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5).

KommenTapuu: ¢ oOuacnocmuyeckou yenvio npu OepeMeHHOCmU Yenecoobpa3Ho

npuMeneHue Ma2HUMHO-pe30HaHCcHou momozpaguu u Y3U, 6 mom uucne 1e204not mKaHu.

Becem manmentam ¢ OJUI/JIBJI ¢ ydyeroM mpoBeAEHUS XHMHOTEPAIUU U BO3MOXKHOM
UHTEHCUBHOU TpaHCPY3MOHHOI/TeMOTpaHC(y3HOHHONW Tepanuu Mepe] HadajioM U B
npolecce JICUEHUS] PeKOMeHyeTcsl OCMOTp (KOHCYJbTalUsl) BpauOM-aHECTE3UO0JIOTOM-
PEaHNMATOJIOrOM NEPBUYHBIA Il OLEHKH COCYAMCTOrO JOCTYNAa W NPH IMOKA3aHUSIX
YCTaHOBJICHHS [ICHTPAJIBHOTO BEHO3HOTO KareTepa [1, 2].

YpoBens yoeaurebHOCTH pekoMeHaanuil — C (YypoBeHb 10CTOBEPHOCTH

I0KA3aTeJIbCTB — D).

Pexomenayercs Bcem marentam ¢ OJIJI Ha mro0om sTane quarHOCTUKH, HAOIOIEHNUS,
JICUCHUA, HpI/I HO}IOSpeHI/H/I Ha pa3BI/ITI/Ie nJIn HpI/I paBBI/ITI/II/I I/IHCbeKI_[I/IOHHI)IX OCJ'IO)KHGHI/If/i
BBIITIOJIHCHUC HeO6XO)II/IMI)IX JJIs1 TUArHOCTHUKH o4yara I/IHCbeKI_[I/II/I npoueglyp O6CH€)IOB3HI/I$I
(Y31, KT, wmukpoOuomorndeckoe (KyabTypaldbHOE) HCCICIOBAaHHE KpPOBU Ha
CTepWIIBHOCTh; MHKPOOHOJOTHYECKOe (KYIbTYpalIbHOE) UCCICOBAaHHE MOYH Ha
OakTepuanbHble MATOTEHBI, MHKPOOHOJIOTHYecKoe (KyIbTypaldbHOE) HCCIICOBAHHE

OTACIIIEMOro HU3  IOJOCTH  PTa; HCCICIOBAaHUC MI/IKpO6I/IOIIeH032l KHIICYHUKa
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(mucOakTepro3), MOJICKYIIPHO-OUOIOTHYECKUE HUCCIICIOBAHMS C IEIbI0 BepUDUKAIIUN
Oaktepuii, TpuOOB, BHPYCOB JJII YTOYHEHHUS XapakTepa HWH(EKIMH U BBIPAOOTKH
aJICKBaTHOM TaKTHUKH JieueHus [26, 49-51].

YpoBenb yOeauteqabHOocTH pekoMmeHaaumii — C  (YypoBeHb J0CTOBEPHOCTH
JA0KA3aTeJbCTB — 4).

KommenTapuu: ungexyuu aenraomesa oOHUMU U3 8eOYUUX OCIONMCHEHUL Npu JedeHuu
OJII/JIBJI, ocobenno na smanax uHOyKyuu u KOHCOIUOAYUU PEMUCCUU, 8 NePUOO HelmpPOneHUU.
Hngpexyuonnvie 0Cn0dCHeHUs yUaWAOmMecs npu  pe3UCMeHmMHOM 6apuanme ONyXoau, npu
8bICOKOOO3HOU XUMUOMEPANUU, NPU CONYMCMEYIOWel 2Uno2ammaziodyiuHemMuu, 8 nepuoo
BbIHYICOCHHOU — 2UNOOUHAMUU U NOCMOAHHO20 NOCMENbHO20 pexcumd. Hugexyuonnvie
OCNOJNCHEHUSI  V NAYUEHMO8 C 2eMaAmon0cUdecKUMY 3a001e6aHUAMU  XAPAKMEPUIVIOMCS
PazHooOpazuem Kaxk no IMUOI02UU, MAK U N0 JTOKATU3AYUU UHDEKYUOHHO20 npoyecca, U mpebyem
NpUMeHeHUss KOMNIeKcd JabOpamopHblX UCCIe008aHull Ol OUACHOCMUKU UHMEKYUOHHBIX
OCNOACHEHU U 0COOBIX NOOX0008 K UX mepanuu, Komopuvle Omaudaromcs Om maKkmuku 1edeHus
UHDEKYUOHHBIX NPOAGTIEHUU ) NAYUEHMO8 6e3 OHKO2eMamono2uieckoeo 3aboneeanusi. OCHOBHbIM
Gakmopom, onpedenaouum pazeumue UHQEKYUOHHBIX OCLONCHEHUL, ABIAEMC HelmponeHus
(netimpopunvr <0,5x10%1) unu neiixonenus (netikoyumsr <1,000x10%n), a maxoce memn
CHUMICeHUs. Koauyecmea Heumpo@uios u oaumenbHocms Hetimponenuu. Puck paseumus
ungekyuti 8o3pacmaem NpuU NOBPENCOCHUU CIUSUCMBIX 000I0YEK HCEYOOYHO-KUUUEUHO20
mpaxkma (ocobenno mykosumax I1I-1V cmenenu), Hanuuuu yeHmpaibHo20 6eHO3HO20 Kamemepa
(IIBK).

Ipu OJIJI/JIBII moeym pazeueamuvcs pasnuunvie 8Upychvle, baxmepuaibHole, pUbKogble
UH@EeKYUOHHbIEe OCONCHEHUS, 8 MOM Yucie, ONNOPMYHUCMUYecKUe UHGEeKYUul, c80e8peMeHHAas
OUACHOCMUKA U JleYeHUe KOMOPbIX ABNACMCS 8ANCHEUUUM KOMNOHEHMOM YCNEUIHO20 J1e4eHus]
nayuenmos. /[uaznocmuyeckue uccied08aHus KI0Yaion Heoodxooumvle UCCie008aHUs 1yYesot
ouacnocmuxu (KT u macHumHo-pe3oHancHas momocpagus 806leYyeHHHbIX obaacmeli, 8 mom
yucne, N0 NOKA3AHUAM - KOMNbIOMEPHAS MOMO2padus 20108H020 MO032a); IHOOCKONUUECKUe,
NYHKYUOHHblE U OUONCUlIHbIE UCCNIe008aHUsl (8 MOM uHucie, NO NOKA3AHUAM - OpOHXO-
AnbBeONAPHBIU  1a6AdC, NYHKYUS  NIEBPANbHOU  NONOCMU,  CNUHHOMO32084s — NYHKYUSL),
nabopamopusie UCCIe008aAHUS (6 MOM Hucle, N0 NOKA3AHUAM - UCCLe008aAHUe KUCIOMHO-
OCHOBHO20 COCMOANUA U 20308 KPOBU, UCCIE008AHUE YPOBHA NPOKATbYUMOHUHA 8 KDOBU), NOCEBbl
u opyeue MUKpobuonocuieckue (Kyniomypanvhbie), MOJeKYNApHO-0uoI02udecKue,
MUKpOCKOnuyeckue U UHble Oaxmepuonro2uyeckue  UcCCie008aHusi Ha  a’dpobHble U

GaxyrbmamuerHo-aHaspooHvle MUKPOOP2AHU3MbL (8 MOM Yucie, a3pobHble U DaKyIbmamueHo-
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aHa’3pooOHble YCIO08HO-NAMO2EHHbIe MUKPOOP2AHUZMYL), NHEMOYUCTbI, MUKONLAZMY, T€2UOHELTY,
Mukobaxkmepuu mybepkynesa, epudnl (OpoAHcHcesbie U MUYeIulbHble), KIOCmpuouu u opyaue.

e Bcem manmenrtam ¢ OJIJI/JIBJI na mro60oM dTamne IMarHOCTUKH, HAOIIOAEHHUS, JIEYEHHUS], 110
MOKAa3aHUsM Ui HCKIIIOYEHHS] oyara MOpa)K€HHsl TOJIOBHOTO MO3ra C MaTOJIOrHYeCKON
AIIEKTPUYECKON aKTUBHOCTHIO PEKOMEHYETCsl BBIMOITHEHHE JJIeKTpo3HIedanorpadum
[1, 2].

YpoBennb yoeaureabHOCTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 5).

e Bcem manmentam ¢ OJIJI/JIBJI na mro60M dTane IHarHOCTUKH, HAOIIOAEHHUS, JICYEHHS, 10
MOKAa3aHUsAM JUIsl MCKJIIOUEHHUs odvara IOpPaKEHHUS WU Pa3BUTUS  OCIOKHEHUS
peKOMeHYyeTCsl BBITOIHECHHE PeHTreHorpaduu mopaxennoi odmaacru [1, 2].

YpoBeHb yoenurebHOCTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3ATENLCTB — 5).
KomMmenTapum: Haubonee uacmo npumensemcs peHmaeHocpagus 6ce2o uepend, 8 00OHOU
unu 6onee NPoeKyusx, NPUOAMOYHLIX NA3YX HOCA (8 MOM yucie, NPUOAMOYHBIX NA3YX HOCA C
KOHMPACMuposanuem), n0360HOYHUKA, Mda3d, OeOPeHHOU KOCMU, Nepuxkapod, cpedoCmeHusl,
NoYeK U MO4e8bl800AUUX nymell, 0030pHbIIL CHUMOK OPIOWHOU NOIOCIU U OP2AHO8 MAI020 MA3d,
a Mmak#ce peHmaeHoCKONUsl 1e2KUX.
JAnnamuueckas oneHka 3G PeKTUBHOCTH Tepanun

e Pexomenayercsi BceM MalMeHTaM Ha dTanaxX WHAYKLIUUA U KOHCOJIUAALUU KOHTPOJIbHOE
uccnenoBanne KM (momyuenue uutonormdyeckoro mpenapara KM myrem myHKIUU
(cTepHasibHAs MyHKLUS) U HUTOJIOTHYECKOE uccienoBanue Maska KM (Muenorpamma) us
CTCpHAIBHOTO TYHKTATa) BBITIOJNHATH TEpE] HAYaIOM Ka)JIO0Tro IOCICIYIONIEro dTara
(onrrumaiibHO) 60 1 pa3 B 2 mecsna (He pexe!) ¢ 1enpio BepuduKaiiy cTaTyca nayueHTa
10 3a00JIEBaHUIO (PEMHUCCHS, PE3UCTEHTHOCTb, PEIMINB, iporpeccus) [1, 2, 4, 5, 11].
YpoBenb yOeaureabHocTH pexoMenHganmuii — C  (YypoBeHb JI0CTOBEPHOCTH

0KA3aTEIbCTB — 5).

e Pexomenayercsi manueHTam Ha (OHE MMOIICPKUBAOIIEH TEPAITUU TTOBTOPSITH ITOJTYICHUE
muToJiorTndeckoro mpemapata KM  myrem TyHKIUU (CTEpHAIbHAs IMYHKIHS) U
LUTOJIOTHYEeCKOoe uccienoBanue mMazka KM (MuenorpamMma) U3 crepHalbHOTO MyHKTaTa 1
pa3 B 3 Mmecsna B TeueHUe 2 JeT U B JajbHEHIIeM, TOCIe CHATHUS C JICUCHHS, KaXIable
moJiroza 0 3 JeT HaOJIIOICHHUS C LIEeTTbI0 BeprUKAIINK CTaTyca MallueHTa 1Mo 3a001eBaHUIO
(pemuccus, permauB) [1, 2, 4, 5, 11].

YpoBenb  yOeaurenbHoctH  pexkomenaaumid  C  (YpoBeHb  JOCTOBEPHOCTH
10KA3aTeIbCTB — 5)
KommenTapuu: cmandapmuszosanmvie gpemerusvie mouxu e3samusi KM neobxooumvl npu

monumopunee MOB. Monumopune MOB sensemcs KirouegblM UCCIEO08AHUEM B0 B8CeEX
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cospemennvix npomoxoaax neverus OJIJI. B Poccuu, 20e 6 KU sxatouaemcs MUHUMATbHOE YUCTO
nayuenmos, peKoMeHO08amv CMaHOapmu308anHvli MoHumopune MObL u  npunumame
mepaneemuieckue peueHuss 6 3a8UCUMOCMU Om NOAYYAeMblX noxazameneu npeocmasisiemcs
npescoespemMeHHbiM. Mo C8A3AHO C meM, 4mo 6 DONLUWUHCIEE CyHUae8 NPocpamMmbl mepanuu
OJIJI moouguyupyromes, ne cobar00aOmcs NPUHYUNDBL «003d — UHMEHCUBHOCHb», UHMEPBAIbL, 8
pade cryuaeg Omcymcmeyom npeoycMOmpeHHbvle KOHKPEMHbIM HPOMOKOJIOM Npenapamsi.
Onpeoenenue MOB HeobX00umo 0ns peuwtenus 60Mpoca O Yereco0OPA3ZHOCHU GbINOJHEHUs.
MPAHCNIAHMAYUU ATTIO2EHHBIX 2eMONOIMUYECKUX CMBON08bIX Kiemok (Oanee — anno-TI CK).
Ilosmomy npedcmaensemcsa pasymuvim ecex nayuenmog ¢ OJIJI, komopvie He 6KIIOUeHbl 8
koHmpoaupyemvle KU, paccmampuseams 6 kauecmee KaHouoamos OJis1 MpAHCHIAHMAYUU A10-
TT' CK, ocobenno ecau peusb uoem o poOCmMEeHHOU NOJHOCIbIO COBMECMUMOU MPAHCHAAHMAYUU.
Bonpexu comnumenvrnou 6 ycnoeusx P® pexomenoayuu monumopuposamv MODL y
nayuenmog ¢ Ph-necamusnvivu OJIJ1, monumopune MOB y nayuenmog ¢ Ph-nosumuenvim OJIJT
aensiemcs Knouegvim ycnoguem nevenus onsi BCEX (!) nayuenmos u 6 ycnosusx P®, nockonvky
MO HANPAMYIO CEA3AHO C MPeOOBAHUEM PEKOMEHOAYULl N0 CMEeHe UHSUOUMOpa MUPO3UHKUHA3bL
opymona (BTK) (0anee — UTK) 6 ciyuae nedocmudicenust monexyuspruozo omeema [1, 2, 52].
MOBb
B mnacrosmee Bpemsi cranmaprom MoHHTOpHHra 3ddextuBnoctu sneyeHus OJUI cran
MOHHUTOPHHI OCTATOYHOM omyxojeBoil mnonynsuuu kietok (MOB) ¢ momoipio METoI0B
MPOTOYHON MHUTODIYOPUMETPHH W/UIU MOJICKYJISIPHO-OMOJIOTHYECKIX METOJIOB. Y Ka3aHHBIC
METO/]Ibl 00J1aat0T BHICOKOM YyBCTBUTEIBHOCTHIO (OOHapyxuBaeTcs | neilkeMuueckas KjaeTka Ha
10*® HOpMaTBHBIX TEMOMIOATHYECKHX KIETOK) M C HX TTIOMOIIIBIO MOJKHO OTCIIEKUBATh B IMHAMHUKE
MEePCUCTEHINI0 Jielikemuueckoro kioHa. OOHapyxkenne MODB mocne HIHTOCTaTHYECKOTO
BO3JICUCTBHUSI, OCOOEHHO TOCJAE OKOHYAHWMS HMHAYKIMH, SIBISETCS CaMbIM  MOIIHBIM
nporHoctTudeckum ¢akropom y manueHtoB ¢ OJIJI, cBUIETETBCTBYIONIMM O HEOOXOAMMOCTU

HU3MCHCHUA TepaHeBTquCKOﬁ TAKTUKU U IPUMCHCHUA B IIPOI'paMME JICUCHU A amno-TI'CK.

Metoanl ouenkun MOB
Paspabomano necxonvko memooog oyenku MOB npu OJIJI. Dmu memoowr omauyaromes no
MpPYOOeMKOCIY, — 8DEMEHHbIM — 3AMPAmam, NPUMEHUMOCMU 6  OMOENbHbIX — CUMYAYUSX,
YYBCMEUMENbHOCU, CMOUMOCMU U HeKomopuim Opyeum acnekmam. Camoe 8adicHoe 6
uccneoosanuu MOB — smo mHocokpamHoe uccredosanue, OYyeHKa 8 OUHAMUKe, C medeHuem
8peMeHLL.
Kaxk yoce ommeuanocoy panee, memoovl demexyuu u monumopurea MOB nozeonsiom
oyeHueamv 3PHekmueHocms nPOBOOUMO20 Jledenus Ha Monekyaapuom ypoene. Oyenka MOB

ocywecmensemca TOJIBKO 'y nayuenmos, y KOMOpvbIX NOJAYYEHA NOIHAA — KIUHUKO-
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2emMamono2uecKas pemMuccusl.
e Pexomenayercas  MouutopuHr MODB  ocymecTBisATE  METOAOM  IPOTOYHOM
uutoduyopumerpun w/unn merogom I[P, To ectb Temu MeromamMu, y KOTOPBIX
YyBCTBUTENBHOCTh COCTaBIseT He MeHee 1074 (T. e. BO3MOXHOCTH OMPENENHTh OIHY
omyxoJieByro kieTky Ha 10 000 HopmainbHbixX) [53, 54].
YpoBenb yOeauteqbHOCTH pekoMmeHaaumii — C (YpoBeHb J0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5).
KommenTapuu: ne pexomenoyemes ocywecmensimo monumopure MOB memooom FISH
U MEemoooM CMAanOapmHo20 yumozenemuyecko2o uccieoosanus. Ipu oyenxe MOB y nayuenma
HeoOX00UMO NOb308AMbCS MONbKO OOHUM U3 Memo008 0N NPUHAMUSL MepanesmudecKux
peuleHuti, npu dMoM MOHUMOPUHZ OOJNCEH OCYWECMBIAMbCs C NepeviX OHell mepanuu U
8bINOIHAMbCA 8 00HOU abopamopuu. Ananuz MOPB evinoansiemcs 6 oopasyax KM. B kauecmee
mamepuana 01 uccredosanusi MODB ucnonvzyemcs nepsas nopyus acnupama KM obdvemom ne
oonee 1 ma. Eciu o6vem acnupama KM 3nauumenvro npesviwiaem 1 mi unu 0 UCCAe008AHUSL
MOF 6 nabopamopuro omnpasnena He nepgas nopyus KM, moodicHo odxcuoams 3HAUUMENbHYIO
npumecs kposu 6 obpasye. Hacmoamenvrno pexomendyemcs omnpaeiams oopasey KOCMHO20
Mo3zea  nayuenma 8 Oeblome  3abonesanus  ONsL  NOUCKA  JIEUKO3-ACCOYUUPOBAHHO20
ummynopenomuna (JIAUD) memodom npomounou yumoghiyopumempuu mou dce NAHEIbIO
anmumein, nO KOMopou & oanvHeluiem 6yoem npouzeooumvcsa oemexyusi MODB. Pezynomam
uccreoosanusi MOB cuumaemcs nonoscumenvHuiM, eciu Hpu YumogiyopumempuiecKkom
UCCIe008aHUU BbIANEHA NONYIAYUS JIEUKeMUYEeCKUX KIemOoK, COCMosAawas no MeHvliel mepe u3
10—50 knemox ¢ abeppanmuoii 20MO2eHHOU IKCnpeccuell OnpedesleHHblX anmueernos. Hucio
KI1emoK, (opMupyiowux MUHUMATbHYIO NONYIAYUIO, 6 PA3HBIX AA00pAMOpUsX MOdCem
omauuamscs. Eciu cpedu coopannuvix kiemok He ooHapysxcerno 10—50 nelikemuueckux Kiemox,
mo Oenaemcs 3aknouenue, yumo MOE ue eviasnena npu O00CMUSHYMOU 4Y8CMEUMENbHOCNU
ananuza. Tpebyemas uyyscmeumenvnocmo memooda cocmasnsiem 0,01%. [lna mozo, umooul
00CmuYyb MAKol 4yecmeumenbHocmu, Heobxooumo npoananuzuposams 200 000 knemok u 6onee
(eciu 3a MUHUMATLHYIO Oblla npuHama nonyiayus, cocmoawas uz 20 xkiemox). Eciu maxas
YY8CMEUMENbHOCMb He 00Cmu2aemcs, Hanpumep, eciedcmeue Hu3kou Kiemounocmu KM unu
3HauumenvbHo20 paszeederus oopasya KM nepugepuueckoii kposvio, mo Heobxo0uMo nposecmu
noemophyto nynkyuio KM u noemoproe uccreoosanue MOKB.
BpemeHHbIe TOUKH MOHMTOPUHTA
B pasuvix KU karouesvie mouku uccinedoganus MODB, onpedensrouue npoeHos, u
COOMBEMCMBEHHO, U3MEHeHUue Cmpamecuy mepanuu, HecKoIbko omauyaromcs. B yenom

uccneoosamenu oyeHuesaom ocmanmovyryro nonyiAyuro onyxouiesovlx KlemoK 6 KOHYye 1-1
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UHOYKYUOHHOU ha3zvl (6-5 Hedens om Hauala mepanuu) u Ha smane Koucoauoayuu (12—16 nedenw
om Hauyana mepanuu). Ilpedcmasnsiemca yenecooOpasHvlM UCHONIL308AMb BPEMEHHbIE MOYKU
oyenxu MODB y nayuenmog 6 coomeemcmesuu ¢ UcCnoib3yemMbiM NPOMOKOIOM Je4eHUs U MOJIbKO
npu yciosuu e2o adek8amuo2o evinoineHus (Hemeyras epynna — 10 u 16 nedenw, ppanyysckas —
6 u 12 nedenv (6-1 nHedensn 0ns onpedenenus makmuku newenus), Beruxoopumanus — 10 u 15
neoenv, Umanus — 10-16-22 nedenu (22-1 nedens 051 onpeoenenusi makmuxu 1edeHus)).

Ilpu ucnonvzosanuu npomoxona poccuiickou ucciedosamenvckou epynnst « OJL/1-2009»
u «OJIJI-2016» obpaszyvrt KM ananusupyrom una 10-1, 16-1i u 28-1i nedene mepanuu u neped/nocie
svinonnenus aino-T1I CK. B cumyayusx, koeoa y nayuenma ommeuanacs nepcucmenyusi MOB unu
npu NOOO3peHUU Ha peyuous, Mo2ym Oblmb pPAccCMOmMpeHsbl OONOJHUMENbHbIE MOYKU
monumopunea MOB, 6 mom uucie Ha no0depicusaroujelt mepanuu u nepeo CHAmMueM ¢ mepanuu.
Pexomengauuu no mouutopunry MOb

e PexoMmenayercsi BCEM MalMeHTaM IMEpe] U IOCJIE TPAHCIUIAHTAIMU OCYIIECTBICHUE
MoHuTOpuHra tpanckpunta pl90 wmmm p210 mocpenctBom konuuectBeHHOU IIL[P B
pealbHOM BpPEMEHH, KOTOpas JOJKHAa KOMOMHHUPOBATHCA CO CKPUHUHIOM Ha MpEeaMeT
mytanuii BCR::ABL1 nomena Tupo3uHKrHa3 (MOJEKYISIPHO-TEHETHIECKOE UCCIIeI0BAaHUE
ToueuHbIx MyTanuii rena BCR::ABL1 (xumepHBbIii reH, 00pa30BaHHBIHN CIIMSIHUEM O00JIACTH
KJIacTepa pa3pblBOB Ha 22 XpOMOCOME M T€Ha TUPO3MH-KMHa3bl AOenbcoHa Ha 9
XPOMOCOME) METO/IOM IPSIMOTO CEKBEHUPOBAHMS) B CIIy4yae MOJO3PEHUS Ha PELIUAUB WU
pe3UCTEHTHOCTH [52].

YpoBenn yoenutTeqbHOCTH pekoMenganmuii — C  (YypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5).

o Pexomenayercsi BceM MallMeHTaM BBIIONHATH uccienoBanrne MODB mocne okoHuaHUs
UHAYKIMH, KoHcomuaanuu u nepen/mocie TT'CK [4, 53, 68, 69, 71, 241].

YpoBenb yOeauTelbHOCTH pexoMeHaanuii — C (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 4).

e Pexomenayercss BceM mnauueHtaM c¢ OJIJI MOB oneHuBaTh METOAOM TNPOTOYHOM
IUTOQIYOPUMETPUM HE MEHee YeM &-MU [BETHBIM aHAJIU30M TMPU JOCTATOUHOM
YyBCTBUTEIBHOCTHU U crienupuunoctu [71, 241].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH JI0KA3ATEIbCTB —
4).

Kommenmapuu: npu monumopunece MOB B-OJIJI obs3amenvhbim AGIA€mMCs AHAIU3
cemu anmuzeHos8 He menee 7 anmuzernos. Obazamenvro uccneoosanue xoms ovi. CD19, CD10,
CD34, CD38, CD20, CD45, CD58. /lonoanumenvho makce Moeym aHAIUUPOSAMbCS Opy2ue
mapkepul, Hanpumep, CDI11a, CD13, CD33, CD9, CD22, CD81.
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Ilpu monumopunee MOF T-OJIJI pexomenoosaro ucciredosanue 9 u 6oee mapkepos,
anasuvim oopazom: CD7, CD5, CD2, CD3 (nosepxnocmmnozo u snympuxiemoutrozo), CD4, CD5,
CD1a, CD16/CD56, CD45, CD99, TdT, CD48.

Ocobyto npobremy npedocmasnsiem cobou ucciedoganue oopaszyos KM 6onbhbix,
noayuaowux mepanuro mapeemuvimu npenapamamu npomus CD19 (brunamymomad™*), npomus
CD22 (unomysymab ozocamuyun) u T-knemounyro mepanuio (Chimeric Antigen Receptor T-cell
— CAR-T). Ummynomepanus modicem npugooums K U3MEHEeHUI UMMYHOpeHomuna O1acmuvlx
KIemoK u mpebyem nepecmMompa CMAaHOApmMHO HpUMeHAowelcs 8 J1abopamopuu naveiu
MOHOKNIOHANbHBIX aHmumes, nodmomy npu nocmynienuu oopasya KM ona ananuza MOBK
uHgopmayus 0 NpUMeHeHUU MAaPSeHMHbIX NPenapamos 6 0013ameNbHOM NopsoKe OO0NHCHA
0moopadtcamvcs 8 CONPOBOOUMENbHLIX OOKYMEHMAX.

e He pexomenayercsi BHIIONMHATE MOHUTOPUHT MOB mpu HecoOII0AeHNN TPOTOKOJIOB.
Mounutopuar MOB umeer 3HadeHue TOIbKO IpU NpoBeAaeHUU anekBaTHOW XT cornacHo
BBEIODAaHHOMY TIPOTOKOJNYy, TpPU COONIOJNEHHHM TMPHHLUIA «1032a — HHTEHCHBHOCTbHY,
HHTEPBAJIOB ¥ STAroB jieueHus [55].

YpoBens yOenurTeqabHOCcTH pekoMenaaumii — C  (ypoBeHb /10CTOBEPHOCTH

0KA3aTeIbCTB —4).
¢ Onenka MOB y manimeHTOB MOKET OCYIIECTBIATHCS Pa3HBIMU METOAAMH, HO 0053aTEIEHO

pexomenayetcs [53, 54]:

e OMNpE/eICHNE JIEHMKO3-CIEU(PUUECKIX MapKEpOB, MNAIMEHT-CICHU(PUIECKUX KIOHAIBHBIX
MEPECTPOeK, abeppaHTHOrO MMMYHO(EHOTHTIA IO Havala TepariH;

* IIPOBEJECHNE MOHUTOPUHTA JIMOO OJHUM U3 METOJIOB, TMOO OJTHOBPEMEHHO JIByMsI (He uepeays,
HE 3aMeHsIs OJIUH JAPYTUM);

e BEHIMOJIHEHHE  WCCICNOBAaHHMSA B  ONHOW  J1AOOpAaTOPHHM  COTIACHO  PEKOMEHIIyeMbIM
CTaH/IAPTH30BAHHBIM ITOJIX0JIaM B YETKHE CPOKH, MPEITyCMOTPEHHBIC TIPOTOKOJIAMHU TIPH MX
aJIeKBaTHOM MCTIOJTHEHUH.

YpoBenb yOeautenbHocTHM pekoMeHaammii — C  (ypoBeHb /J10CTOBEPHOCTH

0KA3aTEIbCTB — 5).
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3. JleyeHne, BKJIKOYASI MEIUKAMEHTO3HYH) M HeMeJIMKAMEHTO3HYI0 Tepainuu,
AMETOTEPAINUIO, 00e300,1MBaHNeE, MeIUINHCKHEe NMOKAa3aHUs u

NMPOTHUBONOKA3aHUA K IPUMECHCHUIO METO10B JICHCHUS

3.1. OcHoBHbIe npuHIUNBI Xumuorepanuu OJIJI/JIBJI

Ilpu nobom npunyune xumuomepanesmuyecko2o 6o30eticmeus 6 nevenuu OJIJI/JIBJI
cywecmeyem HeCcKOIbKO OCHOBHbIX SMAN08 Mepanuu — UHOVKYUS PeMUCCUU, KOHCOMUOAYUSL
pemuccuu, n000epIHCUBAIOWAs Mepanusi U npopuiakmuxa (levenue) HelupoaeuKemuu.

Ilepuoo HauanbHoz2o neyeHuss, Yeiblo KOMopo2o AGNAEMCs CYWecmeeHHoe YMeHbUeHUe
onyxonegou maccuvl u 0ocmudcenue [1P, Hazvieaemcs nepuooom uHOYKyuu pemuccuu. B mepanuu
OJIT ucnonv3yrom 0se ¢hazvl uHOyKyuu oaumenvHocmovio 4 Hed kadcoas. Umenno 8 smom nepuoo
Ha (oHe npumeHeHus NPOMUBOONYXOIe8bIX NPENAPAMO8 KOIUUEeCMEO JIeUKeMU4eCKUX KiemokK 6
KM  ymenvwaemcs npumepno 6 100 pas, m.e. 8 momenm koncmamayuu IIP ¢ KM
Mmopgonocuuecku onpedensemcs menee 5% onyxonesvix Kiemok. Ilpu ucnonvzosanuu
umMnyibcHo2o nooxooa (npoepammer Hyper-CVAD) smanom unoykyuu cuumaromes 0sa kypca —
coocmeenno 2-nedenvuuviii kypc Hyper-CVAD u credyrowuii 3a Hum nocie nepepwvisa Kypc
8bICOK0O03H020 yumapadbuna** u memompexcama™*. B 6onvuuncmee ciyuaes IIP docmuzaemcs
yorce nocie 1-u pazvl unoykyuu (unu nocie 1-eo kypca Hyper-CVAD), u auws y yacmu nayuenmos
(10-30%) — nocre 2-ui ¢paszvl unoykyuu (unu 2-20 Kypca 6blCOKOOO3HO20 yumapabuna™* u
memompexcama**) [56-60].

Bmopwvim smanom mepanuu OJI sgnsemcs Koucoaudauus pemuccuu (3aKpenieHue
00CMUSHYMO20 NPOMUBOONYX01e8020 dhdekma). B nacmosiwyee spems 6 bonvuuncmee ciyyaes
KOHCOMUOAYUsL A6IAEmMCsl Hauboiee azpecCu8HbiM U 8blCOKOO03HbIM dmanom 6 aevenuu OJLJL
3a0aueii 3moeo nepuooda s6NAEMCH NO BO3MONCHOCMU ewe Ooabllee YMEHbUEHUEe YUCIA
OCMAOWUXcs Nocie UHOYKYUU JietikeMudeckux kiemok. Yawe ececo npedycmompenst -2 maxux
Kypca, 3amem, neped NO00EPHCUBAIOWUM JTledeHUeM, MO2ym UCHONb308AMbCA NPOSPAMMbL
peunoykyuu  (bonree  OnumenvHvle, ananrocuunvie HT). B  mpomokone  poccuiickou
UCCe008AMENbCKOU  2PYNNbL  NEPUOOOM  KOHCOIUOAYUU HA3BAHLL NAMb  NPOOOJHCUMETbHBIX
nocnedosamenvHulx (3—4-nedenbHbix) amana, mexcoy Komopvimu He npedycMompeHvl nepepblebl
(1), HO usmensemcs 1uwb HAOOP NEKAPCMEEHHBIX NPENAPAMO8, UCNONb3YEMbIX 8 OAHHbIU NEPUOO,
U MOOUDUYUPYIOMCSL O03UPOBKU PAOA NPOMUBOONYX0.1e8blX npenapamos. Ciedyem noouepKHymo,
YUMo  BO3MOJCHA pOMAYUsi NPeOyCMOMPEHHLIX HNPOMOKOIOM IMAN08 KOHCOIUOAYUU, 8
3A6UCUMOCIU OM YUMONEHULECKO20 CUHOPOMA U 8apuanmos ocnodcHenuti [56—60].

Ilocne 3asepuienus smana KOHCOAUOAYUU Cledyem Nepuoo NOOOEPHCUBAIOUE20 TIeUeHUA,

m. e. npoOOwaceHue yumocmamuieckozo 6030€liCMEUsL 6 MEHbUILUX 60361)(, uem 6 nepuod quykuuu
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pemuccult, Ha 803MONCHO ocmarowuiicsi onyxonessiil kion [56—60].

B nacmoswee epemsa 6asucom eceti npoepammuou mepanuu OJLI/JIBII ssnsemcs
oughghepenyuposannoe 6ozoelicmsue: 1) 0 ummynonozuvecku 3penvix B-OJIJI doxazana
IpPexmueHocms MOWHO20 UMNYILCHO20 KOpOmKo2o eo30eticmeus 6 couemanuu ¢ CD20
(knacmepuor ouppepenyuposxu 20) uneubumopamu (90% 5-remmnss BPB) [61]; 2) ons Ph-
nosumusnvix  OJIJI  xnouesvim  akmopom sphekmuenocmu  A611emcsi  UCHOTb30BAHUE
uneubumopos muposunkunaszet BCR-ABL (80% 3-zemmusin ewviocusaemocmn) [52]; 3) ons
nayueHmos, y KOmopuvlx onpeoensemcs nepcucmenyus MUHUMAIbHOU OCMAMOYHOU NONYIAYUU
ONYXO0e8bIX KIeMOK, — Mepanusi HanpaeieHHAsl Ha PeOYKYUI MUHUMATbHO20 OCIAMOYHO20 KIIOHA
u anno-TI'CK [55, 62].

IpunyunuanbHo HeoOX00UMO 6blOensimb MpuU Klouesvle, mpebylouue pazHo2o Jedenus epynnsl
OJLIL: 1) B-3penvie OJIJI, 6 mom uucae ¢ mpancioxkayueit MYC; 2) Ph-nosumuenvie OJIJI; 3) Ph-
necamusnwvie OJII [1, 2,4, 5, 52, 55, 61, 62].

e Pexomenayercsi 111 wMMyHOJOrudecku B-3penoro Bapuanta OJIJI (B TOM wuwmcie
BepkuTT-110100HBIMU BapHAHTAMH ) UCTIOIH30BATh HHTEHCUBHOE HMITYJILCHOE (OJIOKOBOE)
BO3JIeiicTBHE MpOTHBOOMyXoeBbiMH Mpenaparamu (R-Hyper-CVAD/HMA, NHL-BFM-
90 u 1. 1. cM. mputoskenue A3.1) B couerannu ¢ CD20 (xnactepst auddepenunposku 20)
uHrn6buTopamu (#putykcumadom** 375 mr/m?) [61, 63, 258].

YpoBenb yOeauresbHocTH pexoMeHganmuii — C (YpoBeHb JI0CTOBEPHOCTH
nokazareaberB — 4). — asa exembl NHL-BFM-90

YpoBenb yOeauTebHOCTH pekoMeHgamuii — B (ypoBeHb /10CTOBEPHOCTH
AokazareaberB — 3). — aus cxembl R-Hyper-CVAD/HMA

KommenTapumn: o0wviuno nocie evinonnenus 4-6 610K06 nayueHmvl CHUMAOMC C
mepanuu, UM He NnpPo8OOUMCs: NoOdepcUarouee ieueHue, OHU He HYyHCOAomcs 8 GblNOJIHEHUU
aymo- unu anno-TI'CK.

e Pexomenayercss 1npu  Ph-nosuruBueix  OJIJI  ucnosjbp3oBaHWe  WHTHOMTOPOB
tupo3uHkuHazel BCR-ABL, nauumnas c¢ umarunuGa** B 1-ii nuHMM, C AanbpHeiiien
Moau(HUKaAIUe TapreTHOro BO3JCHCTBHS HAa OCHOBAHMHM MOHHUTOPWHTA MUHUMAIBHON
OCTaTOYHOM MOMYJSIUU OIMYXOJIEBBIX KJIETOK M HANUYMs MYyTalllii KUHA3HOTO JTIOMEHA
BCR::ABL1 (mpotokon OJIJI-2012m, OJIJI-2012 u ap. cm. npusnoxenue A3.1) [64, 65,
249]

YpoBenb yOenuTeqbHOCTH pekoMeHaanmii — C  (YpoBeHb J10CTOBEPHOCTH
0KA3aTeNbCTB — 4).

KommenTapum: smo goszoeiicmgue 0oaxcHo ovimv nocmosinnvim. Oowvem XT npu Ph-

nosumuenvix OJIJI 0o cux nop ocmaemcs npeomemom Ouckyccui. Hcnonv3ytom Kak
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MUHUMAIbHOE — yumocmamuieckoe 6ozoeticmsue (MUOO 00HU  2HIOKOKOPMUKOObL,  AUOO

2NIIOKOKOPMUKOUObL 8 COYeMAaHUU ¢ BUHKpUucmunom**), max u bonee unmencusroe (kraccuieckue

xumuomepanesmuyeckue npomoxoist aeyeruss OJIJ1, 6bicoko003HbIE UMNYIbCHBIE NPOMOKOIbL).
e Pexomennyercs B Tepanuu Ph-neratusabix OJIJI B3poCibIx NalMEHTOB MCIIOIL30BaTh B

OCHOBHOM JIBa IMPHUHIHMIIA XUMHOTEPANEBTUUECKOTO0 BO3JAEHUCTBUS: 1) HUMITYJIbCHOE,

BBICOKO/IO3HOE C TMOCJIEYIOUIEH MOCTOSIHHOM MOAep KUBalolel Tepanuel (mporpamma

Hyper-CVAD/HMA); 2) ©Oomee TpamuiuonHoe (cTanmaptHoe) — 8-9-HemenbHas

HENpephIBHAsT HWHAYKIHMS C [OCIEAYIOIMMU HEOJHOKPAaTHBIMU BBICOKOJO03HBIMU

MHUEN0A0MATUBHBIMM KypcaMHd M B IMOCJIEAYIOIIEM — MOJJACPKUBAIOIIUM JICUCHHUEM

(mporokoa OJIJI-2009, OJIJ1-2016, GMALL u ap. cm. npunoxenne A3.1) [55, 56, 66, 77,

250].

YpoBens yOenurteqabHOCcTH pekoMenaaumii — C  (ypoBeHb /J10CTOBEPHOCTH
0KA3aTEIbCTB — 4).

KoMMeHTapum: pe3yibmamvl KpYRHEUWUX UCCAEO08AMENbCKUX pynn no aeyvenuro Ph-
necamusHvix OJLJI 'y 63pocnvix, 6 3asucUMOCmMU OM NPUHYUNA XUMUOMEPANEEMUUECKO20
8030eticmeus, ompadxcenvl 6 npunodcenuu A3.2. Cymmupys oOanuvle mabauysbl, MONCHO
OMMemumy, Ymo 8 yeiom S-remussn oowas vixcusaemocms (oanee — OB) 63pocavix nayuenmos
¢ OJUJI, sapvupys 6 3asucumocmu om Zcpynnvl pucka u eospacma, cocmagisem 45-55%.
Pezynomamer poccutickoco uccnedosanus abconomuo CONOCMAGUMbL U 0ddce NPesbliuaiom
OaHHble 3apybedcHbix ucciedosanuil, Hecmomps Ha manyio oonro anno-TI'CK u 5-nemunas OB
cocmasnsem 65% [66].

e Pexomennayercs nanueHtam c¢ OJIJI, ocoGeHHO OTHOCSIMMMCA K TpylnaM BBICOKOTO
pHUCKa, OJHUM U3 3TanoB JiedeHus: BHIMONHATH TT'CK 1ub0 ayToorudHeIxX (J1anee — ayTo-

TI'CK — tonbko nipu Ph-o3utuBHbIx OJIJI B MOSHON MOJEKY/ISPHOW PEMHUCCHH), JTHOO

QIJIOTEHHBIX (OT POACTBEHHOro WM HepoacTBeHHoro HLA-coBmecTHMOro aoHopa —

amto-TI'CK) mist moctmxkeHus TepaneBTiuueckoro 3ddexra [55, 62].

YpoBenb yOenurTeqbHOCTH PpekoMeHaaumii — B (ypoBeHb /J0CcTOBepHOCTH
I0KA3aTEIbCTB — 2).

Kommenrapum: Panvue 6 Poccuu aymo-TI' CK nposodunacs kaxk no30Hsis 6blcOKOOO3HAS
KOHconudayusi yawe ecezo 6 aedenuu T-xnemounvix OJII/JIBJI, oonaxo pandomusupoganuoe
uccneoosanue « OJIJI-2016» ne noxaszano yiyuuienus pe3yibmamos mepanuu 8 2pynne nayueHmos
¢ aymo-TI'CK & cpasnenuu ¢ xumuomepanuet. B sapybexcnvix ucciredosanusx aymo-TI CK
peKomenoyemes Yy NayueHmos 6 MonekyisapHou pemuccuu Ph-nosumuenoco OJIJI npu
OMCymcmeuu NomeHYuaiIbHo20 OOHOPA AIO2EHHbIX 2eMONOIMUUECKUX CMBONI08LIX KIEMOK.

Anno-TI'CK sensemcs obszamenvrvim smanom mepanuu nayuenmos ¢ OJIJI uz epynnwl 6b1cok020
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pucka, u ee 9@4)67(7’}’11/[67{007’}’11) ceA3aHa ¢ d)opMupoeaHueM NOCMOARHO20 UMMYHOJI02UYECKO20
KOHmMpOJisi 3a ocmasuiumcst nocie yumocmamuiecKkozco 6030€elcmeust onyxojieebiM KIOHOM

(peaxkyuu «mpancnianmam npomue OnyxXoau).

e Pexomenayercsi BceM MAlMEHTaM  BBHINOJHATh  MPOPMIAKTHKY  WIH, IpU
HEOOXO0JMMOCTH, JiedeHne Heiiponeiikemun [12, 39].
YpoBeHb yOeaurTeabHocTH pekoMeHaamuii — C  (YpoBeHb JI0CTOBEPHOCTH

J0KA3aTeIbCTB — 4).

KommenTapuu: smom sman pacnpeoensemcs Ha 6ce nepuoovl NPOCPAMMHO20 JIeUeHUs] —
UHOYKYUIO peMUCCUU, KOHCOIUoayuio u noodepxcugarowee nedenue. OObIUHO NPOQUIAKMUKY
HeuponeukemMuu (OCHOBHOU nepuod — S—6 UHMPAMEKAIbHLIX 66€0€HUll  NPenapamos)
ocywecmensiom 6 nepuod XT, 3amem 6 meuenue 6cex 3mano8 KOHCONUOAYUU U noOdepicusaoujel
mepanuu 8bINOIHAIOMCA NPOPUIAKMUYECKUe NYHKYUU C PA3HOU YACOMOU HA PA3HLIX YManax (8
CpeoHeM YUCIO NPOPUIAKMUYECKUX CRUHHOMO3208bIX NYHKYull 00adcHo cocmensimo 15-20).
Jleuenue metiponevixemuu ocywecmensiiom no uHolM  npunyunam. CHauana npoeoosam
UHmMpameKaibHvle 86e0eHUs NPOMUBOONYX0JIe8bIX npenapamog ¢ yacmomotl 1 pas 6 2—3 OHs 00
HOpManuzayuu noxazameneu yepeopPOCNUHANbHOU JHCUOKOCMU U NOJAVYeHUs MUHUMYM 3
HOPMATbHBIX Pe3yIbmamos anaiu3d CRUHHOMO32080U HCUOKOCMU. 3amem NYHKYUU 8 medeHue
nonyeooa npogoosmcsa ¢ yacmomoui 1 paz 6 2—3 Hedenu ¢ NOCIeOYIOUWUM HEPEexo00oM HA
npoguraxmuyeckuti pexcum 8gedeHus. B bonvuuncmee ciyuaes oonyuenue 201086l 6 0o3e 2400
pao He mpebdbyemcs. Imom nooxo0 modicem ObiMb UCNONL30BAH TULULL Y MeX NAYUEHMO8, Y K020
gcnedcmeue  pasiuUdHeIX  NPUYUH  (GHAMOMUYecKue  O0COOeHHOCMU, KpauHe  mANCends.
NepeHOCUMOCMb CHUHHOMO32080U NYHKYUU) NPOPDUIAKMUKA HEeUpOoneuKemMuu ¢ HoMOUbIO
UHMPAMEKAIbHLIX 86€0eHULl NPOMUBOONYX0NEBbIX NPENnapamos blNOIHeHd OblMb He MONCem.
Taxowce gonpoc 0 npumeHeHuu 00IyUeHUs 207108bl NOOHUMAEMCs NpU peppakxmepHom meyeHuu
HelponeuKemMuu (omcymemaeue nojiHo2o omeema yepe3 5—6 gedenull npenapamaos).

e PexoMeHnayercsi BCEM TMalMeHTaM TPH BO3HUKHOBCHHH QJJISPTUYCCKON pEaKIUy Ha
HAaTUBHYIO aclaparvHasy™* mpemapaT 3aMEHSATh Ha IATWIMPOBAHHYK GopMy —
maracmaprasy** [1, 5, 218].

YpoBenb yOeaureabHocTH pexoMeHganmuii — C (YpoBeHb JI0CTOBEPHOCTH

0KA3aTeIbCTB — 5).

KomMmeHTapum: eciu He npeonucamo uHoe (CO2NACHO NPUMEHAEMOMY NPOMOKONLY),
peKomMeHOyeMblil peAcumM 003Upo8anus y 63pocavix cmapute om 18 0o 21 200a — 0o 2500 ME/m?
nazacnapeazvi** xasxcowie 14 ouetl, ons espocvix cmapuie 21 200a — 2000 ME/v?, npu smom no

OAHHBIM PA3TUYHBIX NPOMOKOI08 003a Ol 83POCAbIX Modcem gapvuposams u om 500 oo 1000
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ME/M? (8 poccuiickom npomoxone OJII-2009 ons nayuenmos cmapwe 55 nem — 500 ME/M?, 6
npomoxone OJII-2016 0o3a cocmagisem 1000 ME/m?). ITpu smom cymmapnas dosa na 1
8gedenue He OonicHa npesviuiams 3750 ME u esodumwvcs wawe uem 1 paz 6 14 Owueil.
IIpomusonoxazanuem 0Jisl RPUMEHEHUs HAMUBHOU ACNapasuHazbl™™ u naeacnapaazvl™™ saenisemcs

aHaguiarmuyecKuti WoxK npu NpuMeHeHuu HaAmueHoUu AcnapazuHasbl™*

unu naeacnapeazvl’™*,
MAACENAST NeUEHOUHASI HeOOCAMOYHOCMb (OUTUPYOUH 6 3 pasa npesvluiaem GepXHull npeoei
Hopmbl, mpancamunasvl 8 10 paz npesviuarom BIIH); cepvbé3nbiii mpom603 6 anamuese nocie
mepanuu acnapacurazou™>; nankpeamum 8 amamHese, 6KIIOUASL NAHKPeAMum, CEA3AHHbIU C
npeduecmsyloueli. mepanuell AdcnapacuHazou™>; cepvesHvle cemoppacuiecKue OCIONCHEHUS 8
aHaMHese nocie mepanuu acnapasunazou™*. Hexomopvie npomokonvl u cxemvl, 8 YaCMHOCMU
neouampuyeckue, npeonoia2aom npuUMeHeHue UMeHHO NI2acnapaasel™* u ykazanHvle 003bl He
Mo2ym Oblmb NpuUMeHeHbl UIU nepepacyumaHnvl Ha HAMuUsHyro acnapazunazy™*. Ilpemeouxayus
nayuenmam 3a 30-60 mun 00 66edeHuss nveacnapeasvl™* nposooumcs 6 coomeemcmeuu ¢
uUHCMpyKyuel K npenapamy, 4mooObl CHU3UMb PUCK U MSNCECMb PeaKyull, CE3aHHbIX KaK C
ungysuel, maxk u ¢ 2unepuy8CMEUMeNbHOCMbIO. JleueHue MONCHO KOHMPOAUPOBAmMsb NO
AKMUBHOCMU  CbIBOPOMOYHOU ACNAPASUHA3LI, ONpedensieMoll neped Credyiouum B6edeHuem
naeacnapeazol™*. Eciu akmuenocms acnapacunasvl He 00Cmueaem yeneso20 3HAYeHUsl, MONCHO
paccmMompenms  803MONCHOCMb Nepexodd Ha Opyeoll npenapam dacnapazunazvl™*. Muoeue
3apybescrnvle npomoxoavt mepanuu OJIJI y 83pocivix, 8 mom uucie poccutickue npomoxo.ivl no
mepanuu OJIJ/I y Odemetl 6Kkaouaom uUcxoOHO NPUMEHEHUe NI2aAcnapeasvl™™, a He MOJbKO 8
CAYYAAX pPA3BUMUSL PeaKyuu UnepuyecmeumenvHocmu. Jlannas maxkmuka Mmoodcem Obimb
NPUMEHUMA U MHO2Ue NPOMOKOAbL NPedyCMampuearom 3KEUBALEHMHYI0 003y HAMUBHOU
acnapazunasel™* u naeacnapeazvl™* 6 pamkax 00no2o npomokoaa (nanpumep, npomoxon OJIJI-
2016, npomokon npu mepanuu peyuousos, cooepicawuii #oopmezomud™>, oexcamemazon™™*,

BUHKpUCTIUH™™ | #mumokcanmpon™* u acnapazunaszy™*/nacacnapeazy™™>).

3.2. llpornocTuueckue GpakTopbl 3PPeKTUBHOCTH JIeUeHUsT
e Pexomenayercsi NpUMEHATh (AKTOPhl PHUCKAa C LEIbI0 OLIGHKH TPYIIbl pUCKA U

OlpezeNeHusl IOKa3aHUM K Hcnoib3oBaHuio B nepuop nepsoi I[P amno-TI'CK B

COOTBETCTBUH C KOHKPETHBIM MPOTOKOJIOM Jieuerus [5, 10].

YpoBenb yoOenutesbHOCTH pekoMeHaauuid — C  (ypoBeHb [10CTOBEPHOCTH
0KA3aTeIbCTB — 5).

Kommentapum: nonoowcenue o npocnocmuueckux ¢akmopax npu OJI 603uuxio c
nosienenuem aoexeamuou XT, mak Kax mMoOAbKO UCHOIb30BAHUE CMAHOAPMHLIX NPOSPAMM
no360/14em GblOenums NAYUEHMO8 C ONPEOeleHHbIMU KIUHUYECKUMU, MOPDOI02UUecKUMU,

uMMyHogbeHomunuquKuMu, yuniocenemudecKumu, MONEKYIIAPHO-ceHemU4eCKuUMu
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Xapakxmepucmuxamu 3a001e8anus, y KOMopwlx Y0aemcs uiu He yoaemcs 00oumvcs sgpgexma.
JlemanvHoe u3yuenue npuuuH Heycnexa npu UCHONb30BAHUU CMAHOAPMHBIX NPOMOKOI08
npueooum K QOpMUpPOBAHUIO SPYAN  PUCKA U, COOMBEMCMEEHHO, CO30AHUI0  HOBbIX
oughghepenyuposannvlx R00X0008 K Jewenuro 3mux nayuenmos. Credyem nOOUEepKHYMb, UMO
Haiuyue y nayueHma haxmopa Hebaazonpusamuo2o NpocHO3d Hu 8 KoeM cllydae He Modicem Obinb
OCHOBaHUeM 0/ nepexood K NALIUamusHol mepanuu. Bce ¢pakmopuvl npocrosza ucnonv3yiom u
uccneoyrom monbKo 8 KOHMEKCMme BO3MONCHOCIU MAKO20 USMEHeHUs mepanuu, KOmopoe
nosvICUNO Obl ee IPPeKMUBHOCIDb Y MAKUX NAYUEHMO8.

B meuenue xax munumym 08yx Oecamunemuil 011 63pocivix nayuenmos OJIJI mak
Hazvieaemvle (hakmopvl puckd, accoOyuupo8aHHvlie ¢ IQheKmusHoCmvio 1eyeHus, OCmarmcs
Heusmennvimu. Hcxmouenue cocmasnsiom Ph-nosumuenvie OJIJI u B-OJIJI co 3penvim
UMMYHOEHOmUnom, Komopwvie Obliu 6bl0eNeHbl 8 COBEPUIEHHO OMOelbHble 2PYNNb,
HyJicoaromuecss 8  ocobom  mepanesmuyeckom  8ozoeticmeuu  (MTK u  6rokosas
UMMYHOXUMUOMEPANUs. COOMBEMCMBEEHHO), U NPOSHO3 NPU KOMOPBIX BCledcmaue 3mo2o
UBMEHUILCSL CYWECMBEHHBIM 00PA30M.

Ilpu Ph-necamusnvix OJIJI, necmomps na unmeHcuguxkayuio mepanuu, GbINOJIHEHUe
sHauumenvHozo yucia anno-TI'CK na pasHvix npomokonax pasHulx UCCie008amenbCKux epynn,
onpeoeiieHHble KIUHUKO-TaDOpamopuvie napamempsvl NpoooJiCAlom Onpedeiims NpPoSHO3
3a60/1e6aHUSA, MAK JHCe KAK U HECKOIbKO 0ecsaimKkoe iem Hazao. /s Ph-necamusnvix B-kiemounuix
OJIJl gpaxmopamu pucka OOIUWUHCIEOM UCCedo8amenell NPU3HAmes: 0Ooiee cmapuiuil
gospacm (30 nem u 6onee), unuyuansoul aeiikoyumos (30x10%n u 6onee), pannuii genomun
(pannuti npe-B unu Bl no knaccugurxayuu EGIL), ysenuuenue akmusnocmu JIJI" 6 2 paza u 6onee,
nozouee (bonee uem Ha 35-1i denv) oocmudicenue IIP, oonapysxcenue t(4;11). [na T-knemounwix
OJL/1 - pannue u 3penviti ummynopenomunst (T u TIV no kraccugpurxayuu EGIL), unuyuanvuoiii
netikoyumos (100x10°%n u 6onee), nozonee docmuaicenue ITP. A maxoce omoensvro evidensrom T-
OJIJI u3 pannux npeowecmeennukoge (ETP eapuanm), nayuenmvr smoii epynnvi 00adCcHbL
PAcCMampusamvCs Kaxk 2pynna 04ens 8vlcoko2o pucka. Ilomumo smozo, nocieoHue decamo Jjiem
Kouesbim ghakmopom npoerosa oas ecex OJIJI cman nokazamens, oyenusarowuii MOB: npu ee
obrapyxcenuu ¢ uyecmeumenvnocmuio memooa 1074 6 meuenue 6 mecayee nevenus npoznos
onpeodensemcs kax necamuenvlil. Ilayuenmam ¢ OJIJI onpedenenue epynnvl pucka, no Komopou
onpeoensemcs mepanesmudeckds makmukd, OOJIMHCHO BbINOIHAMbCA MONbKO 8 PAMKAX MO20
nPOMOKOIA, KOMOPbLL UCNOAb3YemCsL Y Konkpemnozo nayuenma [1, 2, 4, 5, 11].

Heobxo0umo cuumame HegvlnonHenue nNpomoKoad mepanuu, HepelaMeHmuUpo8aHHOe
CHUDICEHUe 003 npenapamos, OlumenvHvle UHMEpP8anbl 0Oe3 JNedeHus, He NpedycMOmpeHHble

npomoKoJioMm, 2py6b1ﬂ4u HAPYWERUAMU XumMuomepaneesmu4ecKkoco npomoxKoid, U OYEeHUusamo
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MAaKux NayueHmos KaKk nayueHmos ¢ Kpatne Hebiazonpusmusimu ucxooamu mepanuu [1, 2].

3.3. IIporuocruueckas 3Haunmocts MOb
Hzeecmno, umo nepcucmuposanue MOB nocie uHOYKYUOHHOU/KOHCONUOAYUOHHOU
mepanuy accoyuupyemcs ¢ Hebaa2onpUAMHbIM NPOSHO30M U BbICOKOU 4ACMOMOU pPeyuousos,
nHecmomps na npooondicenue X1, u npu Ph-nosumuenvix u Ph-necamuenvix OJIJI [55, 67-72].
Taxoce Kpaivine Hebaazonpusmuvim Gaxkmopom sensiemcs moaekyaapuwii (MOB)
peyuous. Meduana epemenu om Oemexyuu MOB ¢ KM 0o pazeumusi eemamonocuyecko2o
PazeepHymozo peyuousa cocmasisaem okono 1—4 mecayes.

e Pexomenayercsi jedeHue MoJieKyasipHoro peuuauBa Ph-mosutuBHBIX OJIJI m Ph-
HeratuBHbIX OJIJI B COOTBETCTBHHM CO CTaHIApTaMH, pa3pabOTaHHBIMHU I Pa3BEPHYTOTO
MOp(OJIOrHYECKOro penuanBa, kak Muaumym mpu OJIJT y B3pocibix [69-71].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (YypoBeHb [J0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 4).

Kommenrapuii: npu monexyuispruom peyuouse Ph+ OJL/I heobxooumo evlnonnums cmemy
HUTK (Mneubumopul npomeunkunasot), peKOMeHO08AHO NPU IMOM UCCIeO08AHUE MYMAYUOHHO20
cmamyca eena BCR::ABLI c¢ wyenvio nasnauenuss s¢ppexmuenoco HUTK (Hneubumopuol
npomeunkunasvt). Kpome moeo, u npu Ph-, u npu Ph+ OJIJI nokasana svicoxkas s¢hgpexmusrnocmo
npumenenust onunamymomaoa™* [73] u unomysymaba ozoeamuyuna, 6 mom uucie ¢ 6KiOUECHUEM
HUTK (Mneubumopuvl npomeunkunasst), npu MoaekyisapHom peyuouse uiu nepcucmenyuu MOK.
Hanuuue monexynaprnoeo peyuouea modxcem saeiamuvcsa Kpumepuem exkiaodenus 6 KH no
UCNONIL30BAHUIO IKCNEPUMEHMATLHBIX JIEKAPCMBEHHBIX CPEOCME.

Dakmopom He2amueHo2o0 NpPocSHO3a 6 NiaHe 0e3pPeyuousHo20 medeHus: 3a001e6aHUs.
aensemcs oonapyscenue MOB kax 0o, max u nocie TI'CK. Bepoamuocme pazeumus peyuousa

00CMOBEPHO Gblue Yy nayueHmos, y komopuix onpeoensiemcs MOB.

3.4. Jleuenne nauueHToB ¢ Ph-merarususimu OJIJI
Bui6op nporpammbl XT y nanueHToB B Bo3pacrte 10 55 jer
Pasnuynvie uccneoosamenvckue epynnvl NpuMeHsIOmM paziudHble CcXembl Mepanuu
(npunooiwcenue A3.1), eounoco npomokona mepanuu OJIJI ne cywecmeyem. Obwui npuryun
mepanuu npedcmasisiem cobou vinoHeHue npeddhasvl, UHOYKYUU PEMUCCUU, KOHCOAUOAYUU
pemuccuu, noooepacugaroujeti mepanuu.
e Pexomennyercs nammentam ¢ Ph-meratuBueiM OJIJI B Bo3pacte Monoxke 55 et
BBINOJIHATE Tepanuto no nporokony OJIJI-2009 unu OJIJI-2016 (cM. mpusnoxenue A3.1)
[66, 250].
YpoBenb yOeauteqbHOcTH pekoMmeHaaumii — C  (YypoBeHb J0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 4).
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KommenTapuu: poccuiickas ucciedogamenvckas 2pynna nposeid HnpoCneKmueHbvle
MHO20YEHMPOBble  UCCLe008AHUsI U NPOOEMOHCMpuUposaia pezyivbmamsl  mepanuu  Ph-
necamusnvix  OJII/JIBJI 'y 63pocivix conocmagumvle ¢ OpyeuMu  UCC1e008amenbCKuMu
XUMUOMEPaAnesmudecKuUMu nPoOmoKoIaAMU.

e PexoMmeHayeTcsi B KauecTBE aJIbTEPHATUBBI JJIsi MOJIOJBIX MAIIIEHTOB B Bo3pacTte A0 28
JET IPUMEHEHHUE IIPOTOKOJIA POCCUICKOM NeauaTpudeckoi rpymisl 1o jgedeHuto OJUT —
MB-2008 [74].

YpoBeHb yOeauTeJbHOCTH pekoMeHAauuid — B (ypoBeHb J10CTOBEpPHOCTH
JI0KA3aTeJIbCTB — 3).

e Pexomennyercss B KauecTBe aibTepHaTuBbl mpotokory OJIJI-2009 wmum OJIJI-2016
npuMeHeHue nporpamm Jiedenus Hemenkux (GMALL) u amepukanckux (MD Anderson
CRC) uccnenoBareneii (mporpaMMbl Tepaniy IPUBEICHBI B ipuiioskernn A3.1) [75-78].
YpoBens yOenurtesqbHOCTH pekoMenganuii — C  (ypoBeHb [0CTOBEPHOCTH

JA0KA3aTeJbCTB — 5).

e Pexomennayercss MCHoib30BaTh (AKTOPHI PHCKA, OMPEICISIONINE CTPATETHIO TEPaIUH
OJIJI, B 3aBUCUMOCTH OT KOHKPETHOTO BBIOPAHHOTO BPAuOM IPOTOKOJA JICYCHHUS (CM.
paznen 3.2 «[IporHoctuyeckue Gpakropsl dpdekTuBHOCTH JieueHus») [1, 2].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (YypoBeHb [0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5).

KommenTapumu: nezasucumo om evibpanrnozo npomokona mepanuu nayuenmos ¢ OJIJI ¢
nepecmpotikamu 11023/[KMT2A (t(4;11) u opyeue), 1(9;22), 1(1;19), ETP sapuanmamu, a maxorce
¢ cunopomom Huiimezen, HeobXo0umo omuocume K 2pynne o4eHb 8blCOKO20 PUCKA U Y 8CeX C
CAMO020 HA4ana paccmampugams 803Mo*CHOCMb guinoanenus anno-11 CK.

e Pexomenayercs npu rpyObIX HapyIICHUSAX JIIOOOI0 IPOTOKOJIA IEPEBOANTH MALIUEHTOB B

IpyMIy OY€Hb BBICOKOTO pUCKa U MPUHUMATh pEIIEHHE O BO3MOXKHOCTH BBINOJIHEHUS ajljio-

TI'CK (cm. pasznen 3.2 «IIporHoctuyeckue Gakropsl 3hhHeKTHBHOCTH JieueHus») [1, 2].
YpoBenb yOeauteqabHocTH pekomeHaaumii — C (YpoBeHb J0CTOBEPHOCTH

JI0KA3aTeJILCTB — D).

IIpendasa

IIpeogpazy neobxooumo nauunamo cpasy nocie mozo, KaKk ce OUAcHOCMuYecKue Meponpusimusl
0y0ym 3aeepuieHul.

e PexoMeHnayercs BceM nanueHTam ¢ Bepu(HUIIMPOBAHHBIM TUarH030M HaUMHATH Mpeadazy
MPEAHU30IOHOM™ * ¢ TIeNbI0 NHUTOPEAYKIIMH W ONPENCTCHUS YyBCTBUTEIBHOCTH K
npeaHu3oaony** [79].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (YypoBeHb [0CTOBEPHOCTH
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JA0KA3aTeJbCTB — 5).

KomMmeHnTapuu: monomepanus 2niokoKOpmuKouoamu se1saemcs OCHO80U npeddaszvl —
unuyuanvuou mepanuu OJI/I. [numenvrnocms npeghaszvl cocmasnsem 7 OHell, U HeNOCPeOCMEeHHO
nocie nee credyem unoykyuonnas ¢paza I. Ilpeoghaza noszeonsem cmadbunuzupogams cocmosnue
nayuenmos, Komopvle NOCmMynarom 6 omoejieHue 2emamonocu ¢ maxceablmMu UHQeKyUuoHHbLMU
OCNIOJCHEHUAMU, ~MemabdOIUYeCKUMU HAPYUEHUAMU U/UIU  CePbe3sHbIMU  KPOBOMeEUeHUIMU
(aumubaxmepuanrbhoiMu U BPOMUBOSPUOKOBLIMU  NPENaApamamu  CUCMEMHO20  OelCmeus.,
Mpancghy3UoOHHOU mepanuel, 3amecmumenbHol mepanueu, Gaxmopamu c6epmvléanus Kposi,
#Hamnonypunonom™**)[23, 240], u wnauamv I1-10 pazy unoykyuu 6e3 3a0epiucKu Ui
MUHUMANbHLIMU — OMKIOHeHUsAMU. Bo epemsa  evinonnenus npeogasvl  ocywecmensemcs
yumozeHemuyeckas OUAZHOCMUKA, 4mo no3gosiem Gvloenums nayuenmos ¢ Ph-nozumuenvim
OJLI u 6ezomaazamenbHo Ha4amv UM nepeyro (hazy UHOYKYUU NO MeHee MOKCUYHOMY NPOMOKOLY
ons Ph+ OJIJI. Ecmb nebonvwas 0ons 63pocivix nayuenmos ¢ OJIJI, y komopuix pecucmpupyemcsi
OUeHb BbICOKAS YYECMBUMETbHOCMb ONYX0J1e6bIX KIIeMOK K NpeOHU30JI0HY **, u nonnas pemuccus
(Oanee — IIP) moocem Ovimv docmuenyma nocie 7 OHel MOHOMepanuu 2iroKOKOPMUKOUOAMU.
Hecmompss ma mo, umo 6 psade npomokonog npeogasa He AGIAemcs 0013amenbHbIM
komnonenmom, nanpumep, 6 npoepamme MDACRC (Hyper-CVAD/HMA), poccutickue sxcnepmol
noaiazaiom, 4mo 8vlnoiHeHue npeddasvl KpatiHe yenecooopasHo.

Nuaykuust peMuccun
e PexoMenayercsi BceM TAIMCHTaM CTPOTO BBINOJHATh WHAYKIUOHHBIA KypC Tepamuu

COTJIACHO BBIOpAaHHOMY IpOTOKOMY JieueHus Ph-nerarusubix OJUI [1, 2].

YpoBenb yOeauteqabHocTH pekomeHaaumii — C  (ypoBeHb 0CTOBEPHOCTH
JI0KA3aTeJILCTB — D).

Kommenrapum: | ¢asza undykyuu  aensiemca  naubonee  Kpumuunou, — ee
npooodcumenbHoCmy cocmasisem 4 nedenu (unu 2 nedenu 6 npomokone Hyper-CVAD). Umenno
80 8pems evinonneHus 25mozo smana X1 pecucmpupyemcs camoe 60abUI0e YUCTIO OCTOHCHEHU,
KaK MOKCU4eCcKux, max u UHQeKYuoHHbIX, C 0HCUOAEMOL YACTOMOU PAHHUX TeMATbHbIX UCX0008
npubauzumensro >5%. B poccuiickom mnocoyenmposom KU, exniouusuem ungopmayuro no 300
nayuenmam ¢ OJIJI 6 so3pacme om 15 0o 55 nem, nokazamenv panueli 1emaibHOCMU COCMABUT
9%.

B smom nepuoo neobxooumo 6vinoaHAmMb 6ecb 00beM CONPOBOOUMENbHOU Mmepanuu,
BKNIOYAS MOHUMOPUHE U KOPPEKYUio NIA3MEHHO20 2eMOoCcmasda, mpomMOOYumonenuly, amemuu,
Jleuenue UHQPEKYUOHHBIX OCLONCHEHUN, Memaboaudeckux HapyuleHuu (caxapnoco ouabema),
ACUXUYECKUX — pACCMPOUCME,  HEeBPONOSUYECKOU  CUMNMOMAMUKU, OCMPbIX — 2eNnamumos,

naumkpeamumos u m. 0. B cnyuae pazeumusi Kpaiine msdiCcenbiX OCIOMCHEHUU Uu/unu 2r1yOoKou
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yumonenuu (netikoyumos meree 500 k1 6 MK1) yumocmamuyeckas mepanus OONHCHA Oblmb
npepsana (Kpome npeoHu3010Ha™*) u 60300HO61EHA C MOMEHMA OCMAHOBKU NPU KOPPEeKyuu
OCNIOJICHEHUIL U 80CCMAHOBIEHUU NOKa3ameel KPosu.

Bce npozpammbl neueHus 6KI04UAOM SUHKPUCIUH ¥, npeOHu30101™** u anmpayuxiunvl u
PpoOcmeenHble coeOuHerust (0ayHopyouyun **).

Yacmo 6 | ghaze undyxyuu npumensitom acnapacunasy**, komopas 6 oanvHeluem moxcem
UCNONIBL308aMbCA U HA npomsdcenuu eceul npocpammul nevenus OJI/I Ilonazarom, umo smom
npenapam ysenuuugaem npoooaxcumenvhocms IIP (Ho He epoamHocmb ee O00CMUINCEHU).
Oounaxo paHHsAs omMmeHa acnapa2uHaszvl™* ecredcmeue paszsumus MOKCUHECKUX peakyull He
oKazvieaem GIUAHUA HA O00J20CPOUHble pe3yibmamel, 6 MO 6peMs KaK HapyuleHus
KOQ2YAYUOHHO20 2eMOCMA3a ommedaromces wacmo (bonee yem y 60%) u mpedyiom MoHumopuHea
KOAYIAYUOHHBIX NAPAMEmMPOs, a Npu Heobxooumocmu — 3ameujenus anmumpomouna I u/unu
Guopunocena.

Heoocmuorcenue [1P nocie smoii ¢pazvl uHOYKYuU pacyeHusaemcs Kak peihpakmepHocms,
U nayueHmsl Nepegooamcs Ha Npozpammuel aedeHus: pegpaxkmepuvix opm OJII, xomopwvie
CYUWeCMBEHHO OMIAUYAIOMCS, 6 3A6UCUMOCMU OM  UMMYHOQDEHOMUNUYECKO20 6apuaHma.
IIpomoxkonwt XT npusedenwvt 6 npunodicenuu A3.1.

e Pexkomenayercss BceM mnauveHam ¢ 15-ro AHs OoT Havaia jedeHUs Ha Bce BpeMsa XT
BBIMIONHATh ~ MPOQPMIAKTUKY  MHEBMOLIMCTHOM  MHEBMOHHHM  #KO-TPUMOKCA30JIOM
[cynbdamerokcazont+Tpumeronpum]** (480 mr 1 pa3 B aeHb exenHeBHo) [1, 2].
YpoBenb yOeauteqabHocTH PpekomeHaaumii — C  (ypoBeHb J0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5).

e Pexomenayercsi pacCMOTPETh BO3MOKHOCTh BKIIFOUEHUS B TEpAIUI0 #pUTykcuMaba™** B
tepanuto y nanuertoB ¢ CD20-nozutuBHbiMu OJLT [247].

YpoBenb yOeaureJbHOCTH pekoMeHganuii — B (ypoBeHb [10CTOBEpHOCTH
JI0KA3aTEJILCTB —2).

Kouncoimnanus

e Pexomenayercs BceM nanueHtam, pocturmuM [IP mocne 3aBepmenuss HHIYKIIMOHHOTO
JTarna, BHIMOJIHUTH dTall KOHCOJIUIUPYIOMIETO JICUSHUS CTPOTO 110 TOMY e IMMPOTOKOITY, IO
KOTOpOMY IpoBOAMIack HHAYKIWs [1, 2, 4, 5].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (YypoBeHb [0CTOBEPHOCTH
JA0KAa3aTeJbCTB — D).

Kommenrapum: mepanus, komopyto npogoodsm nocie docmudicenus I[P — konconudayus,
8 PAa3HbIX NPOMOKONAX JIeYeHUsl CYWECMEEHHO OMAuYaemcs Nno C60eu UHMEHCUBHOCU.

bonvuuncmeo eeponeﬁcxux UCCne008amenbCKux cpynn npumeHAarom 6blCOKOOO3HbLE npomoKoOJibl
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C BKIIOUeHUEeM HeCKOAbKUX Kypcog yumapabuna™** u memompexcama™** 6 @vlcokux 003ax,
001a0aWUX 3HAYUMBIM MUETOCYNPECCUBHBIM P HeKmom u conposoAHcOAOWUXCS ONUMENTbHLIMU
nepuooamu  MueiomoKCU4ecko2o dzpaHyloyumosa u nepuooamu 60e3 neuenus. [llupoko
ucnoavzyemwitl amepuranckuti npomoxon Hyper-CVAD/HMA smanom konconudayuu nasvieaem
4 nocnedosamenbHbiX UepeoVIOWUXCS Kypcd, AHAN0SUYHBIX UHOYKYUU, 08d U3 KOMOPbIX —
6blcOK0003HbLe [56]. TIpunyunuanvro omauuawWuUmMcs NOOX000M AGIAEMC SMAN KOHCOMUOAYUU
6 poccuiickom npomokoae «OJLI-2009», xomopvlii npedcmasisiem cobol HenpepvlieHOe
yumocmamuyeckoe HU3K0003Hoe 6o30eticmaue. Hnmepsan meducoy s3aseputenuem |l gaszvl
UHOYKYUU U HAYATOM IMANA KOHCOIUOAyuu npedcmaeisem coootl 7 Ouetl, 6ce 0CMaibHble SManl
Koxconudayuu (1-3-i smanwl) nposoosm 6e3 nepepwvieos. Koncoruoayus 4 6 npomoxone OJIJI-
2009 (cm. npunoscenue A3.1) npedcmasiena 00HOKpamHuIM 88edeHueM Memompekcama™**
gvicokoll doze (1,5 2/m?) na ¢pone 3 Omeil dexcamemazona** u 0OHOKDAMHLIM 66eOeHUEM
acnapazunazel**; konconudayus 5 — 00HOOHeHbIM 66edeHuem yumapabuna** ¢ doze 2 2/m? 2
pasa 6 0env Ha pone 3 Onell Oekcamemazona™™ u 0OHOKpamuviM 88edenuem acnapacurasvl™*
[66].

Xomenocv 6bl ommemums, 4Mo 6 POCCUNICKUX 2eMAMOL0SUYECKUX YeHmPax akxmuiecKku
omcymcmeyem — 803MOJICHOCHb — MOHUMOPUHEA — KOHYewmpayuu memompekcama**, — umo
HEeYKOCHUMEeNbHO Mmpebyemcs npu 6bINOJHEHUU BbICOKOOO3HOU mepanuu. Bcnedcmeue smoeo
oadice 0OHOKpAMHOE UCNONb38AHUEe Memompekcama™** 6 6vicoKol 003e CONnpo8oICOAemcs
JIeMANbHOCMbIO, CEA3AHHOU C MOKCUYHOCMbIO npenapama. B cesasu ¢ smum xomenocwy Ovl
obpamums  GHUMAHUE BpAYel-2eMamoso208, Komopbvle blOUparom uHvle 3apydexcHvle
npocpamMmyvl leeHus, Ha mo, Ymo 8 3Mux NpomokKonax memompexcam** 6 evicoxux 003ax
NPUMEHSAIOM HeOOHOKPAMHO U UCNONIb308aHUe MemompeKkcama™™® @ npeonucanuvix 003ax 6es
Hamuuusi a0eK8amuo2c0 MOHUMOPUHSA C BbICOKOU GePOSIMHOCIbIO MOMCem 3aKOHYUMbCSL
JIeMANbHBIM UCXOOOM.

IIpomoxon «OJIJI-2016» noanocmuio coomeemcmeyem nPUHYUnam mepanuu npoOmoKoxy
«OJUUI-2009», o0nako 6 mnem npedycmMompen YX00 Om NPUMEHEHUs BblCOKUX 003
Memompexcama™™* u yumapabuna™* 6 konconudayuu 4 u 5, u koncoauoayus 4 u 5 npedcmasnsiem
coboti 4-x HedenbHble KYPCbl C HNPUMEHEHUeM MepKanmonypuna™>, memompexcama™*,
yumapabuna™* e cmanoapmuuix 0ozax npu OJL/1. Pe3ynomamsl MHO2OYEHMPOBO20 UCCIE008AHUS
noKa3anu, umo Nno O00J20CPOYHbIM pe3yIbmamam dPGeKkmusHocms  000Ux NPoOmMoKoI08
conocmasuma.

e PexoMeHnayercsi TaIMCHTaM WCIIONIB30BAaHUE METOTpeKcaTa** B BBICOKHX J03aX,

COTJIACHO TIPOTOKOJIAM JICUEHHsI, TOJBKO B TE€MAaTOJOTMYECKHX IIEHTpax, I/Ie ecTh

BO3MOXXHOCTBH OCYIICCTBJIATE U3MCPECHUC KOHLUCHTPAUU ITpeIIapaTa B CbIBOPOTKE KPOBU,
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JUIS ~ TPEAOTBpAIICHUS  TSKENbIX  HEXKENAaTelIbHBIX  SBJICHHUM, OOYCIOBICHHBIX
HeaJIeKBaTHOW SIWMHUHAIIUCH MeToTpekcata**. Ilpm oTcyTcTBUM 5TOM BO3MOXXHOCTH
1esIecoo0pa3Ho BHIOMPATH MPOTOKOJIBI 0€3 BBICOKOI03HBIX KypcoB [1, 2, 4, 5].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C (YypoBeHb [0CTOBEPHOCTH

A0KA3aTeJbCTB — 5).

PexoMeHayeTcsi BCEM IAlMEHTaM HEYKOCHHUTEILHO COOII0IaTh BPEMEHHOM pEraaMeHT
npoTokoos [1, 2, 4, 5].

YpoBenb yOenurTedbHOCTH pekoMenaanmuii — C (ypoBeHb JOCTOBEPHOCTH

J0Ka3aTeJbCTB — 5).

PexoMeHnayercsi BceM MalmMeHTaM Ha BCEX JTamax KOHCOJIUAALUU BBITOJIHATH
npopHIAKTUKY THEBMOIIMCTHON THEBMOHMH #KO-TPUMOKCA30JIOM [CylibhaMeToKcazou +
tpumeronpum|** (480 mr 1 pa3 B geHb exeqHeBHO) [1, 2].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (YypoBeHb [J0CTOBEPHOCTH

JA0KA3aTeJbCTB — 5).

IHpodunakTuka u jiedeHue HelpoJieiiKeMuu

Hauano npogunaxmuru nopaxcenuss [{HC, xak xmouesoeo komnonenma mepanuu OJIJI,

npoeooumcs 00Hospemenno ¢ navaiom cucmemuou XT [1, 2, 4, 5].

Pexomenayercsi BceM MalMeHTaM B KadecTBE MNPOQHIAKTHKH HEHpoJeHKeMUun
OCYILECTBIISATh CIIMHHOMO3TOBBbIC MyHKIMU C HHTPATEKaJbHBIM BBEACHHEM (BBEICHHUC
JICKapCTBEHHBIX  IpENapaToB B  CIMHHOMO3IOBOW  KaHajld) TpexX IpernapaToB:
#verorpekcata** (15 mr) [1, 4, 158], nurapabuna** (30 mr/m?), #upenansonona** (40
mr) [251] wiu #nekcamerazona** (4 wmr) [1, 4, 251] coriacHo cxeme BBIOPAaHHOTO
npotokoia (cM. mpuioxenue A3.1) [1, 2, 4].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (YypoBeHb J0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5).

KommenTapuu: unmpamexanonoe 66edeHue  NpomusoOnyxXoneeblx — Npenapamos

peKOMedeemc;z 6blNOJIHAMb 6CeM nayueHmam 6 MOMEHN nepeoﬁ, maKk Hazvleaemou

OUASHOCINUYECKOU CNUHHOMO320601 NYHKYuu ¢ ﬂ€q€6H0'np0¢MﬂaKmulteCKOﬁ uesivio.

He pexoMenjayercsi TpH BHICOKOM HHMIMATbHOM Jeikorurose (6omee 30x10%m),
BBITTOJIHEHUE CIIMHHOMO3TOBOW MyHKIMU B |- JIeHb Tepamuu; ee BBITOJHEHHUE TODKHO
OBITh OTJIOKEHO /0 MOMEHTAa CHIDKCHHS YHUClia OJACTHBIX KJIETOK B mepudeprueckont
KPOBH JIJIs U30€KaHMsI KOHTAaMUHALIMU OJIACTHBIMH KJI€TKaMU CIIMHHOMO3TOBOM YKUAKOCTH
IpY TpaBMaTHYHOH myHKIwH [ 1, 2].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (YypoBeHb 10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5).
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e Pexomenayercs BeinmogHeHue npodunakruaeckoit sydeBoit repanuu [ITHC (JIT) (B noze
24-30 I'p) TONBKO y TMAIMEHTOB, IOJIYYAIOMIMX JIEYEHHWE B paMKax IPOTOKOJIOB,
Brrovaronux JIT B mporpammy (cMm. npuitokeHue A3.1), mubo y ManueHToB, Y KOTOPHIX
BCJIE/ICTBHE aHATOMHUYECKHX 0COOEHHOCTEH HE MOTYT OBIThH BBIITOJIHEHBI CTUTHHOMO3TOBBIE
nyHkuuu [6, 39, 74, 76].

YpoBenb yOeauteqabHOCcTH pekoMmeHaaumii — C (YpoBeHb J0OCTOBEPHOCTH
JA0KA3aTeJbCTB — 5).

KommenTapuu: 6 pavkax Poccutickoco npomokoaa evinonnenue npogunakmuveckou JIT
LIHC ne pexomendyemcs [66]. [lpu naruuuu amamomuueckux ocobeHHocmelu, KOmMopbvle He
NO36OJIAIOM  BLINOIHUMb CNUHHOMO3208ble NYHKYUU BO3MOJICHO YCMAHOGIEHUE pe3epeyapa
Ommaiia (umniauwmupyemoe noo KONCY 207108bl YCMPOUCMBO Ol 68e0eHUs NeKAPCMBEHHbIX
npenapamos 8 JHceay0ouKU 20108H020 MO32a)

e PexoMenayercs BceM MalnyMeHTaM MHUKPOCKOIMHMYECKOE HMCCIEIOBAHUE CITMHHOMO3TOBOM
KHUJKOCTH, TIOJICYET KIJIETOK B CUETHOW Kamepe (OompeaeneHue IUTOo3a) W/UIU
IIUTOJIOTMYECKOE  HWCCIICOBAaHME  KJIETOK  CHMHHOMO3TOBOM  KHIKOCTH  JUIS
UCKJIIOYCHUS/TIOATBEP XK ICHUsT Herpouieiikemun [39].

YpoBenb yOeauteabHocTH pexoMenaanuii — C  (YypoBeHb [J0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5).

KommenTapumu: oJuaenos meuponetikemuu yCcmanHasiuearom npu OOHAPYICEHUU 8
CHUHHOMO32080U HCUOKOCU OIACMHBIX KIeMmOoK (8 11000M Koauyecmee) unu maxk Ha3vl8aemo20
yumosa o6onee 15/3 (unu 5 knemox 6 muxponumpe). Mukpockonuueckoe uccredoganue
CHNUHHOMO320801l HCUOKOCMU HeOOX0OUMO BbINOIHAMb 8CeM NAYUEHMAaM Npu yumose >5/MKI.
Pexomendyemcs ¢ yenvio nosviwenuss mouHocmu aHanu3a UCnoOIb308ams Ol NPUSOMOBTIEeHUs.
YUMOI02U4eCKUX Npenapamos IUKeopa Yumoa02uvecKyro yeHmpugyey.

e PexoMenayercs BceM MalMeHTaM IPH KOHCTATallUK HEHpPOJIEHKEMUN B MOMEHT MEepBOH
JMarHOCTHUYECKON CIMHHOMO3TOBOM IMYHKIIMH MEPEBECTH NalleHTa Ha #1ekcameTa3zon™*
(103BI COTJacHO MPOTOKONY Tepamuu — cM. npuwioxenue A3.1), kak mnpenapart,
MIPOHUKAIOIINH Yepe3 remaTodHIehanmnueckuit 6apoep [80].

YpoBenb yOeauteqabHocTH pekomeHaaumii — C (YpoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5).

e Pexomennyercst nmpu nepcucreHnnu MOB npu Ph-weratuBabix B-OJ1LJI nociie okoHuaHus
unayknuu (rnporokona OJIJI-2009 unu OJUJI-2016) npoBenenue 1-2 KypcoB TapreTHOM
Tepanuu (OnmHaTYMOMaO™* win MHOTY3ymMald O30TaMUIMH WM #BEHETOKJIAKC*™ Hin
#naparymyma0**) ¢ menbto OBICTPOM PEIYKLIHMU OCTATOYHOTO OIMYXOJEBOrO KJIOHA C

JTaTbHEHIIINM IPOAOJIDKEHUEM KOHCOJIMAAIUHN COTJIaCHO U3HAYAJIbHO HAYATOI'O ITPOTOKOJIAa
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(cm. mpuntoskenue A3.1) [166, 200].

YpoBenb yoOenurTedbHOCTH pekoMenaanmuii — C (ypoBeHb J0OCTOBEPHOCTH
J0KA3aTeJbCTB —4).

KommenTapuu: y nayuenmos c¢ ETP OJI/I ¢ nmacmoswee epems ne paspaboman
8b1COK03Ghhexkmusmvili n00xo0 mepanuu u oadxce npumenernue auno-TI'CK ne 6o eécex cuyuasx
no3eonsiem OO0CMUSHYMb 00J120CPOUHbIX ONIA2ONPUSMHBIX pPe3VIbmamos mepanuu, NnodI3Momy
HeKomopbvle ucciedosamenbckue epynnvl npumensiiom #eenemoraaxc npu ETP eapuanme OJL/I
HA4UHAs ¢ UHOYKYUOHHO20 Nepuooa mepanuu u/unu npu pe@paxmepHocmu HetpoetKkemuy npu
unmpamexanvrou mepanuu. Ilpu nooospenuu na Ph-nooobuwiii OJIJI (noomeepoicoenue
cneyughuueckux mpaucioxayuil u abdepayuti) mocym npumensmocsa npu nepcucmenyuu MOB
maxue mapeemuvie npenapamvl Kax oazamunu6**[237], #pykcorumunub6™*, #eenemornaxc**,
#copapenub™™ 6 3asucumocmu om 0OHAPYICEHHOU 2eHEeMUYeCKOU NOJOMKU C Yelblo OblICmpoll
PeOyKyuu xumuope@dpaxmepno2o onyxoneso2o kiona [237].

e Pexomenayercss mnamuentam c¢ nepcucrenuueii MOB npu  B-kierounsix  OJIJT
npuMeHeHue 6auHaTymomaba** B MoHOTepanuu Wi #0amHaTymomala**B coueTaHUH C
NTK B cBs13u ¢ a3 dexTrBHOCTRIO (prioxenne A3.1) [73].

YpoBenb yOeauteqabHocTH pekoMengammii — C  (ypoBeHb /10CTOBEPHOCTH
0KA3aTeIbCTB — 4).

KommenTapuu: Buedpenue ummynomepanuu Oaunamymomabom™>  noxasvieaem
8bICOKYI0 3hhexmusHocmo, U cospemenHvle KIUHUYecKue UCCie008anus U3yuanm 6 Hacmosujee
8peMs 8 MOM Huucie HeoOXOOUMYIO HPOOOIHCUMENbHOCbL OAHHOU Mepanuu, maxk Kak yice
NOABNAIOMCA  NYOIUKAYUU O BO3MOJNCHOCMU KOpomKux 1[4 OuesHvix Kypcoe c¢ mou oce
aghpexmuenocmoio y uacmu nayueHmos, Ymo no3eoJisaem CHU3UMb He MOIbKO MOKCUYHOCHb
mepanuu, HO U Y8eaudums IKOHOMUHecKylo dgpexmusnocms [245]. B mom uucne 6 nacmosujee
spems yoce 3apecucmpuposano noxkazanue FDA na npumenenue onunamymomaba™* 6 nepeoii
JIUHUY mepanuu 6 KOHcoaudayuu exe 3asucumocmu om cmamyca MOF [246].
IHoanep:xuBaromas repanus

TIloooeporcusarowas mepanus A6NAEMCs HEOMbEMIEMOU U HeoOX00UMOU 4acmbio
cmanoapmuotu mepanuu OJIJ1 y e3pocnvix, 3a ucknouenuem OJIJI u3 3penvix B-rumgpoyumos. Ee
NPOOONIAHCUMETLHOCHb COCMABTISiem 8 CpeOHeM 2 2004.

e [lammentam ¢ Ph- OJIJI (kpome Tepamuu 3penoro Bapuanta B-OJIJI) pexkomenayercs
MPOBE/ICHUE TOJACPKUABAIONICH Tepanud, COCTOSIIEH W3 €XEeIHEBHOTO IpHeMa
MepKanTonypuHa**, MeroTpekcara®™* (mo3MpoBKa COTIACHO MPUMEHSIEMOMY y JTaHHOTO
MalUeHTa MPOTOKOIY JieueHus, cM. npuioxkeHue A3.1) — 1 pa3 B Henmemnto, MyJbCOB

TIFOKOKOPTUKOMIOB ¥ BUHKpHCTHHA®*— 1 pa3 B Mecs1 wim 1o cxeme POMP B Teuenne 2-
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x ner [1, 2, 4,5, 56].

YpoBenb yoOenurTedbHOCTH pekoMenaanmuii — C (ypoBeHb J0OCTOBEPHOCTH

J0KA3aTeJbCTB — 5).

KOMMeHTapI/II/I: amom aman JIeY€eHUA moorcem OCJIOJCHAMbCA  pazeumuem

MUETOMOKCUHEeCKO20 azcparyioyuniosa, nosnmomy HeobX00UMO YemKO 6bINOJIHAMDb peKOMeHOaL;uu

no KOppeKyuu 003 NPOmMuBoOnyxXoJleablx NPenapamos.

[TanmeHTaM peKOMEHAyeTCs TIPOBEICHUE IOAJICPKUBAIOIICH TEpamuu C Y4ETOM
yKa3aHHbIX B IPUMEHIEMOM Y JAHHOT'O MAlMeHTa IPOTOKOJIE JICYCHHST PEKOMEHIAIHIA 110
PEIYKLUH 103 C LIETbI0 MUHUMH3AIUH YKcIa MHPEKIMOHHBIX OCI0KHEHHH, CBS3aHHBIX C
pa3BUTHEM IIUTONEHHYECKOTO cuHapoma (cM. mpuioxkenue A3.1) [1, 2, 4, 5].

YpoBenb yoOenuTedbHOCTH pekoMenaanmuii — C (ypoBeHb JOCTOBEPHOCTH

A0KA3aTeJIbCTB — 5).

He pexomenayercss mpoBefcHUE MoOAAepKUBaome Tepanuu mnocie amio-TI'CK
(uckmouenue coctasnser Ph/BCR::ABL1-nmo3utuBHbii OJUJI, mpu kKoTOpoM moKa3zaHO
npumenenre UTK (Muruburops! nporennkunasbl) nocie amio-TI'CK B Teuenue 2 mer)
[1,2,4,5]

YpoBens yOenurTesqbHOCTH pexkoMenganuii — C  (ypoBeHb [0CTOBEPHOCTH

JA0KA3aTeJbCTB — 5).

KommenTapuu: y nayuenmos ¢ OJIJI npu oocmudicenuu IIP monvko nocie npumeHenus

mapeeniHblx npenapamoe MoaHceni ObImb NpuUMeRerHa coomeemceyowas mapeemuas mepanus

nocie amno-TI'CK (nanpumep, npu docmuocenuu IIP npu Ph-nooo6nom OJIJI na mepanuu c

BKIIOYEHUeM  0a3amuHuba™* — noodepacusarowas mepanusi 0a3amMuHUOOM™™*  mooicem

nposooumucs nocie aino-TI'CK, unu npu ETP eapuanme OJIJI — npu oocmuowcenuu MOB-

HezamueHocmu uiu mepanuu peuu()uea MOJIbKO nocijie npumMeHeHusl #eenemornakca™™ — moowcem

nposooumscs mepanusi #eenemoxiakcom™>).

Pexomenayercst npoBecHNE NOAACPKUBAIOLIEH Tepanun nanueHTam nocie ayro-TT'CK
C YY4ETOM DPEeIYyKIMHU 03 IpenapaToB, pe3yJbTaTOB PEryIIpHOro MCCiIel0BaHUs 0OIIero
(KJIMHUYECKOT0)  aHajuu3a  KpPOBM M aHaJW3a  KPOBU  OMOXMMHUYECKOTO
00IIeTepaneBTUIECKOr0, ¥ MPU OTCYTCTBUH MH(EKIIMOHHBIX OCIOKHEeHUH [1, 2, 4, 5]

YpoBenb yOeanurTeqbHOCTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJbCTB — 5).

Bcem mammenTam pexoMeHayeTcsi TpUEM #KO-TPUMOKCa3oyia [cynb(amMeTokca3on +
tpumeronpum|** (480 mr 1 pa3z B IeHb €XEIHEBHO) BO BpeMs BCel MOMIECPKUBAIOIIECH
TEPaUH C 1eJbI0 MPOPHUIAKTHKN THEBMOLMCTHON MHeBMOHuUU [1, 2].

YpoBenb yOeaurenbHocTH  pexkoMeHgauumii C  (YpoBeHb  /10CTOBEPHOCTH
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JA0KA3aTeJbCTB — 5).

Jleuenne qumM@dooaacTHONH JTUMEPOMBI

Pexomenayercsi Bo Bcex cuydasx JIBJI (maxe mpu orcyrctBuu mopaxkeHus KM)
IIPOBOJIUTH TEPAIUIO MALMEHTaM COIIAaCHO MPUHIMIIAM U 10 npoTokouty jgeuenus OJII (B
cooTBeTcTBUEH ¢ Kiaccudpukanueit BO3 cm. npunoxkenne A3.1) [1, 13, 14].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (YypoBeHb [10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5).

PexoMeHayeTcsl BCEM MaIlMEHTaM BBITIOJIHUTH JTUCTAHIIMOHHYIO JIYYEBYIO TEPAIUIO MPHU
MOPaXXEHUM CpelocTeHUs B 03¢ 36 I'p B KoHIle KoHconuaanuu uiau nocie ayro-TI'CK,
€CJIM pa3Mephl CPEIOCTCHUS IMOCIIE BHITIOJHEHUS BCEX ATANOB KOHCOIHMIAIMKM OCTAOTCS
yBenuueHHbIMU (3 cM u Oonee) w/mmm umeercss [1DT-mo3uTHBHOE OCTATOYHOE
obpazosanue (6ostee 3 6amos) [1, 2, 4, 5].

YpoBens yOenurtesqbHOCTH pekoMenganuii — C  (ypoBeHb [0CTOBEPHOCTH

JA0KA3aTeJbCTB — 5).

Kommenrapum: npu OJIJI nopasicenue aumgpamuyeckux Y3108, neueHu, cene3eHKuU,

CPeOOCMEHHbIX UMPOY3108 U MUMYCA He OMHOCAM K OKCMPAMEOVIIAPHBIM, NOCKOJbKY

BblUUENEPEUUCTIEHRbLE OP2AHbL ABNIANONICA 4ACNbIO JzuquamuueCKoﬁ cucmemsl opeanusma u npu

OJIJI ux e6o6n1euenue 6 npoyecc A6JIAenici 00bIYHbIM nposeileHuem sabonesanusn. K

IKCMPAMEOYIIAPHLIM OMHOCAM HEUpOIeUKemMuto (CM. 6bluie), NOpajdceHue KOMCU (KOJCHble

JleUKeMuobl), MASKUX MKauell, Kocmet, AuyeK, AUYHUKOS U Op.

3.5. Ph-neratuBubie OJIJI y MOKHIBIX NAIHEHTOB

Pexomennyercss JeueHue y MalMEHTOB cTapuie 55 neT HauuHaTh C mpendassl
TIIIOKOKOPTUKOUIAaMH (703UpOBKa cornacHo mpoTtokony OJIJI-2009 must nur crapue 55
JIET, TPOTOKOJI €BPONEHUCKON TPYMIbI JJIsl JIEYEHUS JIUL[ CTapiie 55 JeT — CM. CXEMBbI B
npunoxennu A3.1) [1, 2, 4, 5].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (YypoBeHb J0CTOBEPHOCTH

JI0KA3aTeJILCTB — D).

Pexomennyercst mnanuentam crapme S5 ser ¢ Ph-neratuBHeiMu  OJIJI ¢
yIIOBJIETBOPUTENBHBIM COMAaTHYECKHM CTaTycoM 0€3 TSKelIOod COMyTCTBYIOUIEH
nmaroyioruu nposegaeHrne X1 MpOTHBOOIMYXOJEBBIMU TperapaTaMy B CHIDKCHHBIX J103aX C
MOCJIENYIOMUMHA KypCcaMy KOHCOJHUAAIMN M TOJACPKUBAIOIIECH Tepanuu (MPUIOKEHUE
A3.1, mporokon OJUJI-2009 nnst manuwieHTOB crapiie 55 JEeT, MPOTOKOJ €BPOINEUCKOM
IPYIIIBI [0 JICUSHHIO JIHIL cTapiie 55 ner) [1, 2, 4, 5].

YpoBenb yOeautesbHocTH pexkoMenaanuii — C (YypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5).
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e He pexomenayerca mnamuentam OJIJI B Bo3pacte crapumie 65 jeTr paccMarpuBaTh
BO3MOYKHOCTH BbInoJHEeHUs aJ10-TI'CK B CBsI3M ¢ BRICOKUM PUCKOM JieTajabHOCTH [81].
YpoBenb yoOenuTelbHOCTH pekoMenaanmuii — C (ypoBeHb JOCTOBEPHOCTH

JA0KA3aTeJbCTB — 5).

e Pexomenayercsi nanueHTam crapiue 65 JieT IpoBOAUTH jeueHue 1no nporpammam XT ¢
KOPPEKLHUEN 103 MPOTUBOOMYXOJIEBBIX MpenaparoB (cM. npuiiokeHne A3.1 — mpoTOKoJIbI
OJIJI-2009 manst omurg crapie 55 nert) [1, 2, 4, 5, 81].

YpoBenb yoOenurTedbHOCTH pekoMenaanmuii — C (ypoBeHb J0OCTOBEPHOCTH
A0KA3aTeJbCTB — 5).

e Pexomenayercs mamuentaM ¢ Ph-meratuBueiMu OJIJI B HEYIOBJIETBOPUTEIHHOM
COMAaTHYECKOM CTaTyCce H/WIM C TSKEJION COMYTCTBYIOLIEH MATOJOTHEH BBIMOJIHEHHE
MAUTMATAUBHOW Tepanuu — KYyIMHPOBAaHWE CHUMITOMOB 3a00JIeBaHUsS, IPOBEICHUE
3aMECTUTEIIBHOM Tepanuu TpaHcy3uoHHbIME cpeamu [81].

YpoBens yOenurtesqbHOcTH pexkoMenganuii — C  (ypoBeHb [10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5).

3.6. Jleuenune nanuenToB ¢ Ph-nmosutuBusiv OJIJI
e [lamentam B Bo3pacte <55 ner, nuO0 KaHmunmatam i BeimoidHeHHs aio-TT'CK

peKoMeHAyeTcsl MpoBeicHNne Tepanuu uMaTuHuOoM** (600 mr/cyt) B komOuHammu ¢ X T

Ha ocHOBe 4—5 nipenaparoB (mporokost OJIJI-2012m, OJIJI-2012 - cxemy Tepamuu cM. B

npunoxennu A3.1) [52, 249].

YpoBenb yOeauteabHocTH pexkoMeHaamuii — C  (YypoBeHb J0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5).

KommenrTapuu: oobnapyoscenue y ~30% nayuenmos c¢ OJIJI  mpancrokayuu
t(9;22)(934;911) u, coomeemcmeenno, xumepnozco mpanckpunma BCR-ABL nossonsem
ucnoavzoeamv 6 newenuu smou  gopmur  OJUJI  umamunu6** — UTK (HUneubumopwl
npomeunxkunasvl) 1-eo noxonenus, nooasnarowuii akmusnocms muposunkurazwt BCR::ABL1,
NO36ONAIOWUL 0OCMUYL 8 MOHOpexcume 2cemamonocudeckui omeem y 70% nayuenmos, c
uacmomoui oocmudicenusi IIP nuwv 6 19-20% cayuaes. B ceasu ¢ smum 6 nHacmosuee 8pems
paspabamvigaromcs  paziuumvie  KOMOUHUPOBAHHbIE  CXeMbl C  UCnoIv3o8aHuem
NPOMUBOONYX0JIe8bIX NPenapamos, nozeoaawux oocmuus I1P y 90-95% nayuenmos, a maxace
yayuuums kavecmea omeema neped 11 CK.

o Pexomenayercsi TalMeHTaM cTapiie 55 IeT, He SBIAIIIMMCA KaHAWJATaMU Ha

BeimostHeHHe TI'CK, Tepanuss mmaTtuHUOOM™** C BO3MOXXHBIM JOOaBIIEHHEM K HEMY

rmokokoptukonaoB u/mwnu XT (mpotokon OJUJI-2012m ¢ mpuMeHeHHEM 103 UIS JTUI]

crapiie 55 ner - cxemy Tepanuu cM. B ipuioxenuu A3.1) [81, 158].
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YpoBeHb yOeauTeJbHOCTH pekoMeHaanmuii — C  (YypoBeHb [10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5).

KommenTapun: mepanesmuueckue nooxoovl K edeHuio nayueHmos cmapuie 55 nem
Hanpaenensl 8 6oIbuel CmeneHy Ha CHUNCeHUe UHMEHCUGHOCTNU Mepanuy 3a cuem npuMeHeHus
6 Kauwecmege 0az060u mepanuu umamuruba** (6 duxcuposannoii doze 600 me/cymku) 6
KOMOUHAYUU C NepopanvHbiM npeoHu3onoHom** (6 dose 40 me/m? 6 cymxu), a makoice c
HuzKournmencusHvimu pexcumamu X1 (sunkpucmurnom™* u oexcamemaszonom™*).

¢ PexoMenayercsl BHITOTHATH NPOPUIAKTHKY HEHPOJICHKEMIH BCEM NAIlMEHTaM COTJIACHO
BBIOpaHHOMY MPOTOKOIY (cM. mpuioxkenue A3.1) [39].

YpoBenb yOeauteqabHOCcTH pekoMmeHaaumii — C (YpoBeHb J0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5).

KommeHnTapuu: umamunuo ** HedOCmMamoyHo NpOHUKaem yepes
eemamosnyepanuveckuti  bapvep, U €20 KOHYeHmpayus 6 CHUHHOMO32080U HCUOKOCMU
docmueaem auuv 1-2% om marxoeoti 8 cvigopomke kposu. Ilosmomy ecem nayuenmam ¢ Ph+
OJIJI neobx00umo nposedenue akmusHo HelponpopuiIaKmuKi.

IMocTuHAYKIMOHHAS Tepanus

e Pexomenayercs BoinonHeHue awio-TI'CK oT cubnuHra wim HEpOACTBEHHOTO JOHOpA
MarueHTaM, KOTOpble UMEIOT MOKA3aHUS U OTHOCITCS K TPYIIE BBICOKOTO pucCKa (CM.
paznen 3.2 «[IporHoctuyeckue Gpakropsl d3PpPekTuBHOCTH JieueHus») [47, 55].

YpoBenb yOeauteqabHocTH pekoMmeHaaumii — C (YpoBeHb J0CTOBEPHOCTH
JI0KA3aTeJILCTB — 4).

KommenTapuu: Cospementule ucciedo8anus 0eMOHCMPUpYom, Ymo 8bINoJIHeHUe alo-
TT'CK 3nauumo ynyuwiaem npocHo3 y Moa100wix nayuenmos 0o 40 nem, a ons epynnst cmapute 40
aem 803mM0dcHO @vinonnenue auno-TICK 60 emopou nonnou pemuccuu ¢ yyemom
MPAHCNIAHMAYUOHHBIX PUCKO8 U peuleHUe 00IHCHO OblMb NPUHAMO HA OCHOBAHUU OYEHKU PUCKA
IMUX OCTLOHCHEHULL.

e Pexomennyercs BoimonHeHue ayto-T1T'CK npu orcyrerBun HLA-naeHTHYHOTO 10HOpa Y
MOB-HeraTuBHbBIX MAMEHTOB C MOCIEAYoLIeH moanepxuBatoreii tepanueit UTK [82].
YpoBenb yOeauteqabHocTH pekoMmeHaaumii — C (YpoBeHb J0OCTOBEPHOCTH

JI0Ka3aTeJIbCTB — 4).

Kommenrapun: MOB-necamuenocmoio npu Ph+OJL/I sensiemces noanoe omcymemeue
mpanckpunma (p190 u/unu p210) onpedensemoco KOIUYECMEEHHLIM MEMOOOM.
IMonnep:xkuBaromas repanus

e Pexomenayercss Bcem mamuentam ¢ Ph+ OJIJI ucmons3oBanme komOumHaimu WUTK

(Marudutopsr npotennkunasbl) ¢ XT (mpotokon OJIJI-2012m, Hyper-CVAD/HMA ¢
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NTK (MHruoutops! MPOTEMHKHHA3HI) - CXEMY Tepauu cM. B mpritoskennn A3.1) [52, 158,

249].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (YypoBeHb [0CTOBEPHOCTH
J0KAa3aTeJbCTB — 5).

Tepanust Ph-nmo3utusnoro OJIJ1 y moKH/IbIX NAIHEHTOB

e Pexomenayercsi Bcem namuentaM ¢ Ph-nmosutuBaeiv OJIJI crapmie 55 et npoBeacHue
XT wumatuHUOOM** +/— TIFOKOKOPTUKOUJAMHU +/— BHHKPUCTHHOM™* C Mociemyromen
KOHCOJIMIAIIMOHHON Tepanue U MmoaepKuBaroieid Tepamnueit (cxemy nporokoia OJLJI-
2012m BeTBb [uIst JMI] cTapiue 55 siet cM. B npwitokenun A3.1) [52, 81].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C (YypoBeHb [0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5).

e Pexomenayercs nanuentam crapiie 55 et ¢ Ph-nosutuasiM OJUJI BBIMOTHATH anjio-
TI'CK ¢ HemuenoabasTUBHBIMU PEKUMaMU KOHJIUITMOHUPOBAHUSI MTOCIIE OLEHKU PUCKOB
TPaHCIIAHTAIIMOHHOM JIETaTbHOCTH U KoMopOuaHoctH [81].

YpoBenb yOeauteqbHocTH pexkoMenaanuii — C (YypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5).

KomMeHnTapuu: pesyiosmamol jeyeHuss y NOACUNLIX NAYUEHMOS8 3HAYUMENbHO XYice,
Hedcenu y Oemell U 0Oonee MONOObIX G3POCAbIX. DMO O0O0BACHAEMCA 02PAHUYEHHbIMU
B03MONCHOCMAMU NPOBEOCHUSI UHMEHCUBHOU Mepanuu 3a cyem COMAmuiecko20 Cmamycd
nayuenmos U - Cconymcmeylowux —3a0o01esaHuil 8  NONCUIOM ~ 803pacme, A  Maxdce
HeONa2onpusmHbIMU  (aKmopamu npocHo3a, NPUCYWUMU RAYUEHMAM OAHHOU B603PACHHOU
epynnol. Tlayuenmor ¢ OJIJI nosxcunoco eo3pacma 6 Hacmosujee epemsi ONpedensiomcs Kax
omoenvbHas epynna NnayueHmos, mpeoyiowas UCHONb308aAHUS CHeYUPUUHLIX Ons OAHHO20
go3pacma npomokonos. B bonvwuncmee uccneoosanuti ona OJIJI ¢ cmapwyio eo3pacmmuyio
2PYnny 8KIUAOm nayueHmos 6 sozpacme 55 nem u cmapuie. Ilpu smom y nayuenmos cmapuie
55 nem 30-50% cocmasnsirom Ph+ OJIJI.

e Pexomenayercsi UCIIOJIb30BAaHUE MMAaTUHUOA™* B KauecTBE MOJJEPKUBAIOIIECH Teparnuu
nocne amwo-TI'CK (nmpunoxxenne A3.1), nmnm toro MTK, Ha kortopom pocturayra
pemuccus o amno-TI'CK [83].

YpoBenb yOeanurTeabHOCTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH
0KA3aTeJbCTB — 4).

o Pexomennyercs nepexox Ha MTK 2-ro mokoneHUs mpu pa3BUTUU PE3UCTEHTHOCTH K
uMaTHHUOY** (nazaTuHuO**, #HunotuHUO**) (mpunoxenue A3.1) [83].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (YypoBeHb 10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 4).
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KommenTapumu: u1600p npenapama oondicer Obims OCHO8AH HA AHANU3E MYMAYUOHHO20

cmamyca BCR::ABL.
Peuuaus
e Pexomennyercss y maunumentoB OJIJI ¢ penunuBoMm 3a0ojeBaHHS HCIOJBb30BaHUE

na3aTuHUOa™ *, #HUoTHHUOA™ *, #003yTHHUOA**, nonamunuba, #acyumunuba [252, 257]

MIPY OTCYTCTBHH MYTaIlUi, ACCOIIMUPOBAHHBIX C PE3UCTCHTHOCTHIO K HUM (B MOHOTEpAITUU

WIM B COYETAHUHM C TPOTOKOJIaMu Teparmuu penuauBoB B-OJIJI (O6aunatymomalb**,

uHoTy3ymab o3oramunut, Hyper-CVAD/HMA) - cm. npunoxkenune A3.1) [52, 252, 257].

YpoBenb yOeauteqabHOocTH pekoMmeHaaumii — C (YpoBeHb J0CTOBEPHOCTH
0Ka3aTeJbCTB — 5).

KommenTapuu: 6iacmusie kiemxu npu Ph+ OJIJI xapakmepu3syromces npuoopemerHuviMuU
2CHEeMUYECKUMU AHOMANUAMY, YMO 3HAYUMO 6]Usdem HA e20 HPOSHO3 U Cnocobcmeyem
npoepeccuposanuto 3abonesanus. Ilpubausumenvrno 80% nayuenmoe ¢ Ph+ OJIJI, y komopwix
ommeyaemcs peyuous Ha ouwe mepanuu umamuHubom™*, umerom mymayuu bcr-abl, cpeou
komopwix domunupyrom T3151.

Jazamunu6** sensemcs 6onee akmueHviM NPENApamom no CPAGHEHUIO ¢ UMamuHubom ™ *
u s¢hghexmusen npu pezucmeHmuvix K umamunuody** xongopmayusx xkunaznozco domena. O
cnocoben uH2ubUposamv NPoaUpepayuro U aKmueHOCMy KUHA3bI OUK020 muna, a makxce 14 u3z
15 mymanmmuwix eéapuanmoe BCR-ABLI, 3a ucxkniouenuem mymayuu T3151. B KU 11 ¢hazvl b6vina
noomeepxcoena 3¢ggexmuenocms OazamuHuba™** npu pesucmenmuocmu K umamunuoy** y
nayuenmos ¢ Ph+ OJIJI, a maxoice y nayuenmos, ne nepenocusuux umamuHuo **,

B nacmoswee epemsa #uunomunuo**, #603ymunu6™** u nonamunuo, Hacyumunub mocym
paccmampusamvCs 8 Kauecmae aibmepHamuesbl umamunudy ** u oazamunubdy**. B mo sice epems
00 cux nop oHu ¢hopmanvro ona nevenus OJIJI ne 3apecucmpupoganvl. Hasnauenue mozo unu

unozo UTK oonorcno Obimsb ocyujecmsneHo nocie onpeoenenus MymayuoHHo20 cmamycd.

3.7. OcoOble COCTOSTHUSA MPH JieYeHUN 0CTPOro JumM¢o01acTHOrO Jeiiko3a
I'mnepieHKOUHUTO3BI
e PexomeHnayercss BceM TNalMeHTaM INPOBEJIEHHE CEaHCOB Jieiikonurtadepesa MpH
GECcCHMITOMHOM TeYeHWH THIepieiikouTo3a Tpy umcie neiikormuros >300x10%1, a
TaK)K€ IMPU HAINYMM KIMHUYECKON KapTHHBI JIEMKOCTA30B IpU 4YHCIE JIEMKOLIUTOB
>150x10%m [84].
YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (YypoBeHb [0CTOBEPHOCTH
A0KA3aTeJbCTB — 5).
KommeHnTapuu: uucio netikoyumog 6 cemozpamme >100%x10%n 6 oebrome OJIT

naoarooaemcs 6 10-30% cayuaes OJIJI u aensemcs, kak u npu oOpyeux eapuanmax OJI, paxkmopom
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Hebaconpuamuozo npoernosa. Yawe nevixoyumos npu OJIJI pazsusaemces 6 moiooom eospacme,
y myorcuun, npu T-knemounom eapuanme (6 38% ciyuaes uucno neiikoyumos >100x10%n), npu
HAIUYUU NOPAdtCeHUsi Cpeo0oCmenUsl, MACCUBHOU 2enamocnieHoMe2alul, Helupoieukemuu, a
maxoice npu Ph+ OJIJT u MLL-netikemuu. Knunuueckue nposenenus cunepaeikoyumosa npu OJLJ1
00y cn081eHbl NposIeHUAMU Jetikocmazo8. OOHAKO MANCECHb UX 3HAYUMNENbHO MeHblULe, YeM NPU
ocmpom muenouornom netikose (Oaree — OMJI), u, coomeemcmeenHo, Huxce pantsis 1emaibHOCHb
(2-6%). Peorce scmpeuaemcst Kiunuka aeuKOCmMazos, NposGIsoudsics NPUSHAKamu mranesou
eunoxcuu, /[BC-cunopomom, opeannoii ouc@yHxkyuetl, 2emoppacuteckumu 0CI10HCHEHUIMU, 8 MOM
yucne co cmopoust LIHC (2—3%), a makaice nopasxcenuem 1e204HOt MKAHU C pA38Umuem 0Cmpo20
pecnupamopro2o oucmpecc-cunopoma (danee — OPJ[C) (6%) u noueuroti HedocmamoyHoOCmbio.
Tepanus dannoeo cocmosanus npu OJIJI npeumywecmeenno HanpasieHa Ha npedomsepaujerue
cunopoma ausuca onyxoau u JIBC-cunopoma na ¢owne nauanra XT. /[ns smozo npumensiomcs
netikoyumagepesvl, 00uaxo sgp@exmuernocmo ux npu OJIJI snauumo nudice, wem npu OMJL

e Pexomenayercsi BceM nanueHTam ¢ MmomeHTa auarHoctuku OJIJI nmpoBenenue tepanuu
#amnomypuronom** (200-800 mr) [23], anexBaTHas ruapaTaoHHas Tepanus (710 3 1/m2),
Py HEOOXOAMMOCTH — (DOPCHPOBAHHBIA AMYPE3 C TOMOIIBI0 WH(Y3WH W IETICBBIX
JMYPETUKOB ¢ IIEIbI0 MPOPHIAKTUKYA CHHAPOMa Ju3uca onyxonu [1, 2, 4, 5, 23].
YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (YypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5).

e Bcem namumenTaMm mnpu OBICTPOM CHIDKEHHUH 4YHCIIA JICHKOIMTOB Ha (oHE mperdasbl
MPEAHU30JIOHOM ™ *  peKkoMeHayeTcsl TIpoBeleHHE TutazMadepesa C METbl0  yaajaeHus
TOKCHYHBIX MPOAYKTOB pacrajia OmyXxoJeBbIX KIeToK [84].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (YypoBeHb 0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5).

e Pexomenayercsi BceM narueHTaMm npouiIakTHKa CHHIpoOMa Ju3Kca omyxouu [84].

YpoBenb yOeautesbHocTH pexkoMenaanuii — C (YypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5).

OJIJI npu 6epeMeHHOCTH

Yacmoma 310KauecmeeHHblX HOB00OPA308AHUI, ACCOYUUPOBAHHBIX C DepeMeHHOCMbIO,
omHocumenvrHo Huzkas u cocmasnsiem 0,02—0,1% ecex bepemennocmei. Jletikozvl 6 nepuoo
bepemennocmu  ecmpeuaiomcss  pedko (npubausumensho 1 cayyau wua 75 000-100 000
bepemennocmeil). bonvuwuncmeo usz Hux npedcmasnsaiom coboui OJI, mpemv Komopbvix
npuxooumcs na OJIJI. Omuocumenvhas peokocmy dMux NAMON02UYECKUX COCMOAHUL ABTIAEMCS
OCHOBHBIM TUMUMUPYIOWUM PAKMOPOM, 3aMPYOHAIOUWUM NPOGeOeHUe KPYNHBIX NPOCHEKMUBHBLX

ucme()oeaﬁuﬁ, OYEHKY NPUHYUNOE JIeYEeHUs U ucxodoe; 6 pe3yibmame Onucanbvl 1utdb Hebonbuue
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pempocnekmuseHvle UCC1e008aHus U omoenbHble cayuau. Taxoce OepeMeHHOCMb AGIAemCsl
Kpumepuem uckuoyeHus 6 oonvuuncmee KU, umo makowce ozcpanuuusaem 603MO*CHOCHb
8bIPAOOMKU OUHBIX NOOX0008 K Be0EHUI0 dIMUX NAYUEHIMOS U OYeHKe Pe3VIbMamos ux leyeHus.
B pamxax mnocoyenmposoco KU (ALL-2009) (ClinicalTrials.gov: NCT01193933) 6bL10 npunsmo
peulerue o BKIIYeHUU 8 UCCTe008anue dceHwuH, komopvim ouaznos OJIJI ovin ycmanoeénen Ha
PA3TUYHBIX CPOKAX DepeMeHHOCU.

Bceeo ¢ 1990 no 2016 2. spauamu poccutickoti ucciedo8amenbCkoll 2pynnsl no J1e4eHUro
Jeliko308  Ovliu  uccredosanvl 28 0Oepemenuvix owcenwun ¢ OJIJI.  Pacnpeoderenue no
ummynonoeuveckum eapuanmam OJIJI coomsemcmeyem maxkosomy 6 obweti nonyiayuu
nayuenmos ¢ OJII: 6 68% cnyuaes ouaecnocmuposan B-OJIJI u 6 32% — T-OJIJI. bvina ommeuena
Oonee 8bICOKAA YACMOMA 6CMpedaemMocmu aKmopos HecamusHo20 NPOSHO3A Y NAYUEHMO8 HA
Gone bepemennocmu. Tax, MLL-neiikemus (1(4,11)) 6vi1a svisenena npaxmuuecku 6 10 pas yawe
Ha ¢hone bepmennocmu 8 cpasHenuu ¢ obujell nonynayuel oociredosanHvlx nayuenmosg ¢ OJL/1
(27,3 u 3,2% coomeemcmeenno). Taxsice no cogoKynHocmu (akmopos npocHo3a u omeema Ha
npeoghaszy npeonuzonoHom** npakmuuecku éce nayuenmol ObLIU OMHECEHbl K 2PYNNE 8bICOKO2O
pucka. Ilpu nposedenuu mepanuu no npomoxony OJIJI-2009 y bepemennvix dceHuyun ommeyeHo,
umo 6 cpaeHeHuu ¢ obujell nonyiAyuel nayueHmos CmamucmudecKu 3Ha4UMbIX pa3iudull Kax 6
yacmome UHPEKYUOHHBIX U MOKCULECKUX OCTONCHEHUN, MAK U 6 OJIUMENbHOCU UHMEPBATIO8 8
JleYeHUlU No NPOMOKOILY 8bls811eHO He OblLIO.

Ilposeoenue  newenus  OJIJI Hna  ¢one  bGepemeHnocmu  OCyujecmensemcs
MYTLMUOUCYUNTUHAPHOU KOMAHOOU 8payell, 8KI0Yaloujell 8paia-2emamonoad, 8pava-aKyuepa-
2UHEK0102d, 8PAYA-AHeCme3Uu0102a-peanHumamonoed, 6 CmayuoHape, umerouem 603MOICHOCHU
OKA3AHUS AKYUWEPCKOU NOMOWU pOOopa3peulerust 6 skcmpennvix cumyayusix [85, 86].

e He pexomenayercs npu ycranoBineHun auarsoza OJIJI Bo Bpemss OepeMeHHOCTH
OTCpOYKa Hayvaja JeueHus jerko3a [86].

YpoBenb yOeauteqabHocTH pekoMmeHaaumii — C (YpoBeHb J0CTOBEPHOCTH
JI0KA3aTeJILCTB — 4).

e Pexomennyercs npu nauarfoctuke OJIJI B TeyeHue mepBoro TpumecTpa O€peMEHHOCTH
paccMoTpeTh BOMPOC 00 MCKYCCTBEHHOM MPEPBhIBAHUN OEPEMEHHOCTH MO MEAUIIMHCKUM
nokazanusm [86].

YpoBenb yOeanurTeabHOCTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 4).

KomMmeHTapum: eciu dceHuyuna u ee cemvs HACMausaiom Ha COXpaneHuu 6epemMeHHoCmu,
Jleuenue Moxcem Oblmb HAYamo U 8 NepeoM mpumempe 6epemeHHOCMU.

e IlIpu BeBnenuun OJIJI Ha cpoke Oepemennoctu 13-36 Hemenum (Tociie 3aBEpIICHUS
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MEPBOTO TPUMECTpa OCPEMEHHOCTH) PeKOMeHAyeTcsi Havaio mpoBeaeHuss XT mpu

YCIOBHM  BO3MOXXHOCTH  CBOCBPEMEHHOTO  TIPOBEICHHS ~ BCEr0  KOMILIEKCA

JMarHOCTMUYECKUX M JIeueOHBIX Meponpusatuil kak no nosoay OJIJI, Tak m mo moBoxy

oepemennoctu [86].

YpoBenb yoOenuTedbHOCTH pekoMenaanmuii — C (ypoBeHb J0OCTOBEPHOCTH
A0KA3aTeJbCTB — 4).

e [Ipu BosiBienun OJIJI mocne 36-i1 Heenu OEPEMEHHOCTH PeKOMEHIyeTCsl pOoJopa3pelieHue B
xoze npeadassl IpeJHU30I0HOM™* * ¢ mocneayromuM nposeacHuem X T [87].

YpoBenb yOeauteqabHocTH pekoMeHaaumii — C (YpoBeHb J0CTOBEPHOCTH
0KAa3aTeJbCTB — 4).

o PexoMeHayeTcsl HUCIOJNB30BaHUE JFOOBIX JICKAPCTBCHHBIX BEMIECTB, B TOM YHUCIIE
MIPOTHBOOITYXOJIEBBIX M AaHTHOAKTEPHAIBHBIX IPENapaToB CHCTEMHOTO JCHCTBUS BO BpeMs
OepEeMEHHOCTH, PYKOBOJICTBYSCh COOTHOIICHUEM «PHCK — MOJIb3a» JUIs MaTepH U ioaa [86].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (YypoBeHb [0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 4).

KomMmenTapum: cobniodenue 003 npomusoonyxoiedblx npenapamos 6 COOmeemcmsui ¢
BbIOPAHHOU NPOSPAMMOU Jleuerus (be3 pedykyuu 003), PACCYUMAHHBLIX HA NOBEPXHOCMb mend
NAyueHmKU ¢ KOPPEeKmupoBKoU No 8ecy 60 8PeMsL NIeUEHUS.

Ilpu  pazsumuu  yepoxrcarowux HCU3HU OCIONCHEHUU (Hanpumep, NHEEMOYUCTIHOU
nueemonuu, LIMB-ungexyuu) ucnonvzosame peciamenmuposantsie npenapamol (Hanpumep, Ko-
#mpumokcazon  [Cynvgpamemorcazon+Tpumemonpum] **, — eanyuxiosup™** u  opyeue)
oonycmumo[253].

e PexoMenayercsi ¢ y4eTOM BO3MOKHOTO TE€PAaTOTEHHOTO BO3JCHCTBHS #MeToTpekcaTa™*
BBINOJIHEHNE HMHTPATEKaIbHBIX BBEJICHHH MPOTHBOOIYXOJEBBIX INpenapaToB Ha (oHe
OepeMeHHOCTH 0Oe3 HCIoNb30BaHus #MetoTpekcara** [85, 86].

YpoBenb yOeauteqabHocTH pekomeHaaumii — C (YpoBeHb J0CTOBEPHOCTH
JI0KA3aTeJILCTB — 4).

e PexoMeHnayercss ¢ ydyeTOM BO3MOXKHBIX KOAaryJOTHYECKUX HapyLUIEHUH TEepeHecTH
BBEJICHUS aclaparnHa3bl™* Ha JTaIibl JISUeHUs oclie pogopaspenieHus [86].

YpoBenb yOenurTeqbHOCTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 4).

Pexomenayerca npu Ph+ OJIJI nHa ¢oHe OepeMEHHOCTH TPOBEIEHUE Teparuu
#umaruanOom** (400 Mr B CyTKH) U UHTpPATEKaJIbHBIM BBeIeHUEeM #iiutapaduna™** (100 mr) [88]
B COYETAHUH C TIIIOKOKOPTUKOUIAMH

YpoBenb yOeautesbHocTH pexkoMenaanuii — C (YypoBeHb [0CTOBEPHOCTH
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A0KA3aTeJbCTB — 4).

e ww 1o potokosry OJIJI-2012m [253] (mpunoskenue A3.1) [253].

YpoBenb yoeauTeabHOCTH pekoMeHaanuil — C (YypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB

—4).

e Pexomenayercs HPEANOYUTATh METHIITPEAHU30JIOH* * U TIPEAHU30JIOH™*
JeKcaMeTa3oHy** BBHy BO3MOKHOCTH Pa3BUTHSI HEOJArONPHUSTHBIX HEBPOJOTMYCCKUX
MOCJICICTBHH Y IJI0/Ia B Cilydae MpUMEHeHus nocieaHero [89].

YpoBenb yOenuTeqbHOCTH pekoMenaanmuii — C (ypoBeHb JOCTOBEPHOCTH
JA0KA3aTeJbCTB — 5).

e PexoMeHnayercss IUIaHMPOBAaTh CPOK POJOPA3pPEHICHUS C YYETOM JIHEH BBEICHHS
MIPOTHBOOITYXOJICBBIX TIPEIapaToB HE paHee 4YeM uepe3 2—3 HEeAENH IOCIe BBEICHHS
MPOTHUBOOITYXOJICBBIX MPENapaToOB C LENbI0 YMCHBIICHUS BEPOSITHOCTH MHEJIOCYIIPECCUH
y miozaa [90].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (YypoBeHb [J0CTOBEPHOCTH
JA0KA3aTeJbCTB — 4).

e Pexomenayercsi BHIIOJHATH POJOpa3pellcHUe MyTeM Kecapesa ceueHus [90].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (YypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 4).

KommenTapuu: 6vibop cnocoba pooopaspeuienus onpedensemcss coOCmosHuem niood,
COMAMUYeCcKUM CMAamycom NAYUEHMKU, 2eMAMOI02UYECKUMU NOKA3AMENIMU U CMPO2o 8
coomeememauu ¢ akyulepckumu nokazanusmu. Camonpouseoivivie poobl MO2ym Oblmb 6blOPatbl
KaK cnocod pooopaspewieHuss moabko npu Hawuduu y nayuenmog pemuccuu  OJIJI,
VOO0BIIeMBOPUMENbHBIX NOKA3amenell 2eMOSPAMMbl U NPU XOPOueM COMAMU4ecKoM cmamyce
nayueHma u COCMoOsIHUU nioda. B ocmanvuvix cumyayusx npeonoumumenbHO 6bINOIHANMb
pooopaspeuieHue MemoooM Kecapesa ce4eHusl.

e He pexomeHayercsi BBITIONHATh JMUAYPAILHYIO AHECTE3HMIO MPH TPOMOOIMTOIICHHU
<80x10%n w/wmu weiitponenun <1x10%n mpu pomopaspelieHHMH BO H30ekKaHHUE
OCJIO’)KHEHUH, CBA3aHHBIX CO CIMHHOMO3T0BO# myHKiuei [91].

YpoBenb yOeauteqabHocTH pekoMmeHaaumii — C (YpoBeHb J0CTOBEPHOCTH
0KA3aTeJbCTB — 4).

e PexoMeHnayercs manueHTKaM MpPU TUIAHOBOM TPEKICBPEMEHHOM pOJIOPA3pPEHICHUN Ha
cpoke 24-35 Henmenb MPOBOIUTH MPO(UIIAKTUKY OCTPOTO PECIIUPATOPHPOTO TUCTPECcC-
curpoma (OPJIC) ruioa B COOTBETCTBHH € MPOPHIBLHBIMU peKOMeHAanusMu [92]
YpoBenb yOeautesbHocTH pexkoMenaanuii — C (YypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5).
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3.8. JIum¢podaacTHbIC TUMPOMBI
Pannue nyoruxayuu 06 ucnonvsosanuu cmanoapmmusix npomoxonos XT, npeonasHaueHHbIx
0151 1eveHUst HeX0OAHCKUHCKUX tumgpom (danee — HXJI), 6 uacmuocmu CHOP no0oo6mwix pesicumos,
npueoounU K O0ocmudcenuro Kpaune nuskou dyacmomsl [IP (53—71%) u ewiocusaemocmu 6e3
npusnaxos sabonesanusn (0—53%). C cepedunvt 70-x 20008 6 neuenuu aumgooaracmuvix HXII y
83pocnblx ucnoavsyrom OJL/I-opuenmuposannvie npoepavmol XT.

e Pexomenayercs neuenue JIBJI mo caexyrommm npotokonam XT: OJIJI-2009, OJIJI-2016,
Hyper-CVAD =+ R (cm. mpunnoskenune A3.1) [13, 14, 66, 158, 250].

YpoBenb yoOenuteJbHOCTH pekoMeHaauuid — C (ypoBeHb [10CTOBEPHOCTH
J0KA3aTeIbCTB — 5).

KomMmenTapum: nockonvky peoicumvl mepanuu, paspabomanmvie ons HXJI, ne 6winu
yenewnvimu npu JIBJI, npeocmagnsemcs, umo pexcumvl mepanuu, UCNOIb3yemble npu JeueHuu
OJII, obecneuam 6onee bnazonpusimuule pe3yibmamai.

o Pexomenaywrest oOs3arenvHas npoduiaktuka W jedenne nopaxenus [[HC,
BKJIFOYAIOIIME HHTPATEKAILHOE BBEICHHE MIPOTHBOOITYXOJIEBBIX MpemnapaToB [13, 14].
YpoBenb yOeauteqabHocTH pekoMengammii — C  (YypoBeHb /I0CTOBEPHOCTH

0KA3aTeIbCTB — 5).

KomMmeHnTapuu: om ucnonv3o8anus KpanuaibHo2o ooayuenus 0ns npoguiraxmuxu L[HC
nopasiceHusi 8 HONbUUHCIMEE NPOMOKOI08 OMKAZAIUCH, €20 NPUMEHSIONM MOIbKO NAYUESHMAM C
unuyuanvhvim  nopadxcenuem IL[HC (kpanuanvnoe obayuenue 12—18 Ip na nuwmeunom -
ycKkopumere).

e PexoMmenayercsi BceM TalMieHTaM Jy4yeBas Tepamnus pPe3uayadbHBIX OIYXOJIEBBIX
oOpa3oBanwmii cpenocrenus [13, 14].

YpoBenb yOeaureabHocTH pexoMeHganmuii — C (YpoBeHb JI0CTOBEPHOCTH
0KA3aTEIbCTB — 5).

Kommenrapum: 6 Oonvwuncmee — ciyyaes — nopaxyceHue — MeOUACMUHATbHBIX
aumpamuueckux y3noe npu JIBJI xapakmepuzyemcs 6ecbma XOpowuUM omeemom Ha NepeuiHyio
XT. Yemroe onpedenenue pe3udyaibHOU ONYXOA€80U MACCbl CPeOOCMEHUsT OMCYMCmeyen, 6
Kayecmee mako8o20 MO2yn pacyeHu8amovCsi OCMAmoyHasi ONYXoib pasmepom >3 cm, no OaHHbIM
KT, u/unu nonoscumenvnuiii pezynomam 19T (6onee 3 6annos). Jlyuesas mepanus pe3udyaibHuix
ONYX0NegblX 00pA306aAHULl CPEOOCMeHUs, KaK NpeoCmasisaemcs, s6IAemcs HAUIy4uum
sapuarnmom mepanuu. Bonpoc 06 onmumanvHoti 0oze 8 dannom caydae (24 unu 36 I'p) ocmaemces
OMKPBIMBIM.

e Pexomenayercst CUUTaTh PEMHUCCHUIO ITOJTHOM Y BCeX ManueHToB npu jgedeHuu JIbJI u3 T-

u B-npenmecTBeHHUKOB, npu Hanmuuuu kputepueB (Ha 70-i nens XT nubo mocne
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WHYKITAN):
1. OTcyTCcTBHE AOKa3aTENbCTBA HATMYMSI OCTATOUHOTO 00pa3oBaHus (IIpU MAaCCUBHOM MOPAKEHUU
MOTYT OCTaBaThCs PE3UAyalIbHbIE 00pa30BaHUs MEHEE 3 CM) WIIM COKpALIEHUE Pa3MEPOB OIIyXO0JIU
6oee ueM Ha 75% OT HCXOHOTO.
2. IlpucyrctBue B KM wmenee 5% OnacToB MpH BOCCTAaHOBJICHUM IOKa3aTesei
HOPMaJIbHOTO KPOBETBOPEHUSI.
e 3. OrcyrcTBHUE 0JIACTOB IPH UCCIICIOBAHHUH JIMKBOpaA Ha 29-i1 neHs npoTtokona [13, 14].
YpoBenb yoOenuteJbHOCTH pekoMeHaauuid — C (ypoBeHb [10CTOBEPHOCTH
J0KA3aTeIbCTB — 5).
Jleuenue penuauBa
Ilpoenos npu peyuouse JIBJI kpaiine nebnaconpusmuulil. Peyuouevt JIBJI pazeusaromcs,
KaK npasuio, 8 nepsvie 2 200a nocie 00CMUINCEHUs PeMUCCUU U Yauje Oblearom NOKATbHbIMU.
Tepanus peyuousa onpeoensemcs Xapakmepucmukamu peyuousa (1oKaiusayus u CcpoKu
paseumus) u makmukou aedenus 1-20 ocmpoco nepuooa. Hcnonvsyrom npomoKkonvl JedeHusl
peyuousos OJIJI, evicokodosHylo mepanuto, npenapamsl, He npumeHsguiuecs 8 I1-w ocmpom
nepuode (kypcuol ICE, npenapamwl nenapabun**, #eemyumabun™* u op. — cm. npunosicenue A3.1);
npu docmudicenuu emopou pemuccuu pexomenoyemes anno-TI' CK. Dghghekmusnocms mepanuu
peyuousos T-knemounwvix JIBJI ocmaemcs kpatine nuskou, B-JIBJI — neckonvko nyduie.
e Pexomennyercs amno-TI'CK mnpu penuauBax u pedpakTepHOM TEUEHHH MOCIE
noctmxenus oreera Ha XT [13, 14].
YpoBenb yOeaureabHocTH pexoMenganuii — C  (YpoBeHb J0CTOBEPHOCTH
0KA3aTEIbCTB — 5).

Kommenrapum: onvim evinoanenus anno-TI CK npu JIBJI 6 nepeoii IIP ocpanuuen [13].

3.9. PenuauBnl Ph-neraruusix OJIJI

Peyuoue netikemuu y e3pocnvix nayuenmog c¢ Ph- OJIJI ocmaemcs HepaspewienHotl
mepaneemuieckou npobaemou. Pesynomamul neuenus oanuou ¢hasvl 3a601e6aHUsI HeGeIUKU, U
peyuous OJIJI 0o Hacmosawe2o 6pemenu pacyeHu8aemcs Kak O00bIYHO UHKYpabOerbHoe
namono2uieckoe cocmosmue. Xoms y psaoa nayuenmos 603MOo#CHO 00CMUICEHUe MOPOli NOJHOU
pemuccuu (danee — IIP2), yacmoma IIP2 ocmaemcs HU3KOU, a MEOUAHA BbIHCUBAEMOCU NOCTLe
peyuouea — kopomkou. Ilpeocmaensiemcs o00WenpuHAMbIM, 4MO NAYUEHMbl, ) KOMOPbLIX
ommeyaemcs peyuoug 3abonesanus, He Mmo2ym Oblmb u3zneyeHvl moavko nymem XT.
Eouncmeennviv sapuanmom paoukanvhoco neuvenus seisemcs anno-11'CK. B yenom smo
mpebyem docmudicenuss omuocumenvio cmouxou IIP2 na ¢one mepanuu cnacenus, komopas
O0JIICHA ACCOYUUPOBAMBCA ¢ MUHUMATLHOU MOKCUYHOCMbIO. B amom konmexcme peyuouswi,

pazsuswiuecss nocie anno-TI'CK, sensiomcs ewe 0Oonee 3HAUUMENbHOU MEPANESMUYECKOL
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npobaemou. Bcredcmeue nebrazconpusmuvix o0wux Ucxo008 y dmux nayueHmos COXpaHsaemcs

SHA4YuUmenvbHaA nompe6ﬂocmb 6 pa3pa60ml<e U UCCTIE00B8AHUU HOBbLIX J1eKapCcmeeHHblx cpe()cme.

Boszmoorcnvim 6APUAHRMOM J1€HYEHUA OaHHOU cpynnsl nayuennoe Aeiiemcs 6KII4Yerue 6

npomoKo.Jibl KU, 6 mom uucne HO8bIX npenapamoe. Taxum 06pa30M, OOHUM U3 OCHOBHbBIX

KIUHUYECKUX peutenull y nayuenmos c peyuousuwvim Ph- OJIJ ssensemcs 6vi60p medxncoy

cmanoapmuoti XT cnacenusi u 3KCNEpUMEHMANbHOU mepanuetl, 3a KOMOpbiMU O0JICHA

cnedosamo anno-TI'CK 6o ecex Cydasix, Ko2c0a 3mo BO3MOJHCHO, JliedeHue OAHHbIX nayuermoe

npousgooumcs 6 pamrkax KU.

Pexomenayercs manyeHTaMm Ipu Mo3aHeM penuause (Oosiee 6 MecslleB OT OKOHYAHUS
MOI/ICP>KUBAIOIIEH TEPAITUN ) UCTIOIB30BATh CTAHAAPTHYIO Tepanuio 1-i JIMHUY UK HOBBIE
TapreTHbie moaxoAbl (OmmHaTymMmomMaboM™* WM WHOTY3ymMad 030raMHIIMH), a TaKkXKe
TEpaIuio #BECHETOKIAKC** B coueTaHuu ¢ #aenutabuHoM™** win #azanutuaunaom™*[158,
244] (cm. npunoxenue A3.1) [93, 94, 158, 241, 244]. B kauectBe BO3MOXKHBIX XT
KOMOMHAIIMI BO3MOYKHO HCMONIb30BaTh mporpammel FLAG-lda, FLAM wmu Hyper-
CVAD, mu6o #0oprezomuba** B komOuHanmu ¢ XT (Hanpumep, #MUTOKCAHTPOHOM™ *,
JeKcaMeTa3oHOM** u acmaparuHaszoi** (cM. mpunokenue A3.1) [94, 241].

YpoBeHb yoOeauteabHocTH pekoMeHgamuii — C  (YypoBeHb /10CTOBEPHOCTH

0KA3aTeIbCTB — 5).

Pexomenayercss nmnauveHtam 1pu  paHHeM peuuguBe B-OJIJI  ucnonbs3oBanue
9KCIIEPUMEHTAJIbHBIX KoMOMHauuii B pamkax KM, B ToM uucine ¢ npumeHeHueM
#BeHeroksakca**, #aenunrabuna**, 6auHarymomaba™** u uHOTY3ymaba o3oramMuiuHa, T-
KJIETKaMM C XHUMEpPHBIM AaHTUTE€HHBIM penentopoM. B kadectBe B0O3MOXHBIX XT
KOMOMHAIIMI BO3MOXKHO HCIONB30BaTh mporpammbl FLAG-lda, FLAM wmu Hyper-
CVAD, mu6o #6oprezomnba** B xomOuHanuu ¢ XT (Hanpumep, #MUTOKCAaHTPOHOM **,
JeKkcaMeTa3oHOM™ * u acaparuHasoi** (cm. mpuiokenne A3.1) [94, 241].

YpoBenb yOeaureabHocTH pexoMeHgamuii — C (YpoBeHb JI0CTOBEPHOCTH

0KA3aTEIbCTB — 5).

PexomeHayercsi 1mpu Tepanvyd PEUUAMBOB  IMPEIAMOYTHTEIBHOE HCIIOJIb30BAHUE
JieKkcaMeTa3oHa** BMeCTO MpeqHu30I0Ha** B cBsi3u ¢ Ooubliei 3¢ dekTuBHOCTHIO [79].

YpoBenb yOenuTeqbHOCTH pekoMeHaaumii — C  (YpoBeHb 10CTOBEPHOCTH

0KA3aTeIbCTB — 5).

Pexomenayercst BceM MalMeHTaM, y KOTOPBIX JOCTUTHYTa [IP2, KOHCYJbTaHIUS B
TPAHCIUIAHTOJIOTMYECKOM IICHTPE ISl YTOYHEHHUS BO3MOXKHOCTH BbIMOHEHUsT UM HLA-
coBMecTuMmoit amto-TI'CK [55].

YpoBenb yOeauresbHOCTH pekoMeHaanuii — C (YpoBeHb J10CTOBEPHOCTH
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JA0KA3aTeIbCTB — 4).

e PexomeHayercsl MalnyeHTaM C paHHUM peUMANBOM Win nepcucrennuedn MOB npu B-

kierounbix OJUJI npumenenune 6auHaTymMmoMaba™* B MoHOTepanuu uiau #01mHaTymoMaba™™ B

coueranuu ¢ UTK B cBs3u ¢ adpdexTrBHOCTRIO (prtoxkenne A3.1) [73].

YpoBenb yOeauteqabHocTH pekoMeHaaumii — C  (ypoBeHb /10CTOBEPHOCTH
0KA3aTeNbCTB — 4).

KommenTapuu: Buedpenue ummynomepanuu OIuHamymomabom™*  nokazvieaem
BbICOKYVIO I(PPeKMUBHOCMb, U CO8PEMEHHble KIUHUYECKUE UCCIe008AHUsL U3YUAIOM 8 HACMOosujee
8peMs 8 MOM Hucie HeoOX0OUMYIO NPOOOINCUMENbHOCb OAHHOU mepanuu, maxk Kak yoice
NOABNAIOMCA  NYOIUKAYUU O B03MONCHOCMU KOpomkux 14 OHesHbIX Kypcos ¢ mou dce
appexmusHocmpbI0 Yy uacmu nAYUeHmos, 4mo No360Jsen CHU3UMb He MOJbKO MOKCUYHOCHb
mepanuu, HO U YEeIUHUMb IKOHOMUUECKYI0 d¢hdexmusnocms [245].

e PexoMmenayercsi NalueHTaM C paHHUM penuauBoM wiu nepcucteHuuedn MOb npu B-
kietounbix OJIJI mpuMeHeHre HHOTY3yMaba 030raMHIIMHA B CBS3H C 3(PPEKTHBHOCTHIO
(mpunoxenue A3.1) [4, 241, 243].

YpoBenb yOeauteqabHocTH pexoMengaumii — C  (ypoBeHb /0CTOBEPHOCTH
JA0KA3aTeIbCTB — 4).

Kommenrapun: Huomysymab o302amuyur NOKA3AN BbICOKVIO IDGeKmusHocms npu
akcmpameoyanapHulx peyuousax OJIJI no cpasuenuto co cmanoapmuoui XT.

e PexoMenayercs mamyeHTam 0 25 JeT BKIIOYHUTEIBHO C PEIUIANBOM IpU B-KIeTOYHBIX
OJUI paccMOTpeTb BO3MOXKHOCTh NPUMEHEHHE Tepanuu T-KiIeTKaMH C XUMEPHBIM
antureHHeiM  perientopom  (Chimeric  Antigen  Receptor T-cell - CAR-T -
#mucazcennexnetiyen) B cBsI3U ¢ 3(PPEKTUBHOCTBIO (CXEMYy TEpalluU CM. B IPUIOKEHUU
A3.1) [222-223].

YpoBenb yOeauresbHOCTH pekoMeHaanuii — C (YpoBeHb JI0CTOBEPHOCTH
0KA3aTEIbCTB — 4).

KommenTapuu: Bueopenue 6 knunuueckyio npakmuxy mepanuu T-Kiemxamu ¢ XumepHuim
anmueennvim peyenmopom (Chimeric Antigen Receptor T-cell - CAR-T) omkpuvisaem noswvie
nepcnekmugol jedenuss smou epynnvl 6onvHulx. CAR-T-knemxu npedocmasnsiom coboii 2eHHO-
undicenepuvie Moouguyuposannvie T-1umghoyumel, CHOCOOHbIE IKCNPECCUPOBAMb HA CBOell
nosepxsocmu  xumepuwviti anmueennviii peyenmop (CAR), pacnosnarowuti cneyughuueckuii
onyxonegvili anmucen. CAR cocmoum u3 aumueen-pacnosuaoujeco O0OMeHd, KOMOpblil
Gakmuyecku A6715emcs 8apuadenIbHbIM QPasMeHmom onyxoib-cCneyuhuuHo20 MOHOKIOHAILHOZO
anmumena ¢ HeoOX0OUMOU AMUHOKUCIOMHOU NOCAe008AMENbHOCMbIO Ol  MAP2eMHO20

6030812071’1814}1, coeounenno2o ¢ uyacmelo T-K1emouno2o peuenmopa, cocmosaueco U3
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MPAHCMEMOPAHHO20 OOMEHA, CUSHANbHO20 OOMEHAd U KOCMUMYJISMOPHLIX MOJEKY], KOmopvle
onocpedyem axkmusayuio T-xnemku. Kax umoe makoeo causnus, xkiemxa ¢ CAR cnocobna
PACnO3HABAMb ONYX01e8bll AHMULEH, AKIMUBUPOBAMBCS U YHUUIMONCAMb ONYXO0JIe8YI0 KIemKY, Mo
ecmyv umeem npeuMyujecmea Kaxk MOHOKIOHANbHO20 AHMUMENd C 8blCOKOU ap@uHHOCMbIO U
cneyugpuunocmvro, max u - aumgoyuma co  CROCOOHOCMbIO K npoaughepayuu  u
yumomoxcuueckomy oeticmesuto [221]. Ilocre nonyuenus pe3yniomamos, céudemenbcmsyiouux 0o
appexmusnocmu CD19 CAR-T knemox 6 uccredosanuu ELIANA 6 2017 2. [222], Vnpaerenuem
N0 CAHUMAPHOMY HAO30PY 3a KAYeCMEOM nuujesvbix npoodykmos u meouxamenmos CIIIA (Food
and Drug Administration, FDA) snepevie 611 000bpen npenapam CTLO19 (mucaeennexnetiyen)
07151 leuenust demetl U Mo00bIX 83pocavix 0o 25 nem ¢ P/P B-OJIJI). B Poccuu 3apecucmpuposa
mucaeeniexkneliyen no noxazaruio peyuous B-OJIJI y demetl u mMonoovix 63pocivix 0o 25 iem
gxnouumenvro. Kpome mozo, e6nedpenue 6 Kiunuueckyro npakmuky 6 pamxax KU 6
akademuyeckux yeumpax npumenerus CAR-T, cneyuanvno npouseedennozo 0iisi 0mMOenbHO2O
nayuenma HenocpeoCmeeHHO 8 MeOUYUHCKOU Op2aHu3ayul, 8 KOmopol NpumMeHsemcs OaHHbl
OUOMEOUYUHCKULL KIeMOYUHbLL NPOOYKM, NPOOEMOHCMPUposau s¢hgexmusnocmo [238, 239].

e PexoMmenayercsi MalMeHTaM C paHHUM peuuauBoM wiM nepcucreHuueit MOb mpu T-
knerounbix OJIJI mpumeHenune Henmapabuna™* B coueranmu ¢ nukiaodochamumoM™* u
#aronosugom** (cm. mpunoxenne A3.1) [96].

YpoBenb yOeauresbHocTH pexoMeHganuii — C (YpoBeHb JI0CTOBEPHOCTH
J0KA3aTeIbCTB — 4).

e Pexomenayercs namnueHTaM ¢ peuuauBom win nepcucrenureid MObB npu T-kierounbix
OJUI (B TOM uyHcle € KOIKCIpECCHeH MHENOUIHBIX MapKepoB) MpHUMEHEHHE
#BEHETOKJIakca*™ B codeTaHWU C #neuuTaOMHOM™™ (WM #a3auMTUIMHOM™*) Wi B
apyrux komOuHanusx (cMm. nmpuinoxkenune A3.1) [97, 158, 244].

YpoBenb yOeaureabHocTH pexoMeHganmuii — C (YpoBeHb JI0CTOBEPHOCTH
0KA3aTEIbCTB — 5).

e Pexomenayercs namnueHTaM ¢ peuuauBom win nepcucrenuneid MObB npu T-kierounbix
OJI ¢ akcnpeccueii CD38 npumenenue #1aparymymada** (cm. npuioxenne A3.1) [224,
225].

YpoBenb yoOenutesbHOCTH pekoMeHaauuid — C  (ypoBeHb [10CTOBEPHOCTH
0KA3aTeIbCTB — 4).

e Pexomenayercsi nanueHtam ¢ peuumauBoM wiM nepcucreHuumenn MOb nmpu OJII ¢
nenenueit reHa IKZF1 npumenenue nazatuHuOa** B coueTaHHM C H#TPETMHOMHOM™™ B
couyeranuu ¢ XT mwim 6muHarymomabom** (cm. npuioxenue A3.1) [226, 228, 234].

YpoBenb yOeauresbHOCTH pekoMeHaanuii — C (YpoBeHb J10CTOBEPHOCTH
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J0KA3aTeIbCTB — 4).

e Pexomenayercsa naunueHTaM ¢ peuuauBoM uiaM nepcuctennuedn MOb npu OJUI ¢
mytanusymu reHoB KRAS/NRAS npumenenue #copadennba** B coderannu ¢ XT wiau
#onmaarymomabom** (cm. mpunokenue A3.1) [226, 227].

YpoBenb yOenuteqabHocTH pekoMenaaumii — C  (YpoBeHb 10CTOBEPHOCTH
0KA3aTeNbCTB — 4).

e Pexomenayercss naummeHTaM ¢ peuuauBoM uian nepcuctennuedn MOb npu OJUI ¢
nepectpoiikamu JAK2/CLRF2/EPOR npumenenue #pykconuTuarOa** B coueranuu ¢ XT
i #onuHatymomaboM** (cm. mpunoxenne A3.1) [226, 228, 231].

YpoBeHb yOenuTeJbHOCTH PpexkoMeHgauuii — B (ypoBeHb J0CTOBEpHOCTH
J0KA3aTeIbCTB — 3).

e Pexomenayercsi nanueHtam ¢ peuuguBoM uiaum nepcucreHuuedn MObB nmpu OJUI ¢
BomiicueHueM [{HC npumeHneHne #BeHeTOKIakca*™* wim #copadenndba** B coueraHuu ¢
XT win #6munatymomabom™** (cm. mpunoxenue A3.1) [226, 227, 229-233].

YpoBenb yOeauresbHocTH pekoMenganuii — C  (YpoBeHb J0CTOBEPHOCTH

A0KA3aTeIbCTB — 4).

3.10. TpancniaHTANMS TeMONMOITHYECKUX CTBOJIOBBIX KJIETOK
Asutorennass TI'CK
Tlokaszanusa k evinoanenuto anno-TI'CK onpedensiomces 6 3a6ucumocmu om KOHKPemHozo,
8bIOPAHHO20 2emamoiocudyeckum yewmpom npomoxoaa aedenus (OJIJI-2009, OJ1J1-2016,
GMALL, MB2008, Hyper-CVAD/HMA) (cm. npunoscenue A3.1 u A3.3) [55, 56, 62, 66, 98].
e [lamentam ¢ OJIJI B Bo3pacte 1o 55 Jet, mosydarommm jedeHue no nporokoiry OJIJI
2009 (mpunoxxenne A3.1), U3 TpymnIbl OYEHb BEICOKOTO PUCKA, KOTOPAsi yCTAHABIMBACTCS
B Ne0roTe 3a001eBanus (IIMTOreHETHYECKUE HAPYILeHUs ¢ mepectpoiikoi 11023, t(4;11)
win t(1;19), a taxxke Ph+ OJUI (t(9;22/BCR::ABL1) u ETP Bapuant T-OJIJI, a Taxxe c
BPOX/IEHHBIMH CHH/IPOMaMH acCOIIMUPOBAHHBIMH C BO3HHKOHOBEHHEM OITyXOJIEBBIX
3a0oJeBaHUN — HampuMmep, cHHApoM HuiiMereH), B CBS3M BBICOKHM PHUCKOM Pa3BUTHS
peuuauBa 3a0ojeBaHUs peKoMeHayercs: BbimonHeHue amno-TI'CK ot coBmecTumoro
POJICTBEHHOTO WJIK HEPOJCTBEHHOTO JIoHOpa [66, 99].
YpoBenb yoOenuteqbHOCTH pekomMeHaauuid — C  (ypoBeHb [10CTOBEPHOCTH
0KA3aTEIbCTB — 4).
e PexomeHayeTcsi paccMaTpUBaTh BOZMOXKHOCTh BbINoHeHUs aito-TI'CK y manueHToB B
BO3pacTe cTapuie 55 JeT W3 TpyNnbl OYEeHb BBICOKOTO pucka (cM. pasgen 3.2
«IIporaoctuyeckue GpakTopbl 3PPEKTUBHOCTH JICUESHUS») PU HATUYUHU MTOJIHOCTRI0 HLA-

COBMCCTHMOI'O JOHOpPAa U TOJBKO IpPHU OTCYTCTBUU 3HAYMMOK KOM0p6I/II[HOCTI/I, npu
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KOTOpOM pUCK TPaHCIIAHTAI[MOHHOM JIETAIbHOCTH HE MPEBbIIIAd Obl PUCKH Pa3BUTHS

peumauBa [55].

YpoBenb yOeauteqabHocTH pekoMeHgaumii — C  (ypoBeHb /10CTOBEPHOCTH
0KA3aTeNbCTB — 4).

e Pexomenayercsi BemonaHenue TI'CK mpu  jmoutensHOM — (TMOcie  OKOHYAHHS
WHIYKIAH/KOHComuaanuu) nepcucteHmun MOB, naxke mocne MPUMEHEHHS TapreTHON
Tepanuy HampaBJeHHOW Ha OwicTpyro penykuuro MODB, HO s 3TOro HeoOX0aUMO
BBITIOJTHATH Bech 00beM XT 1 MmoruTopuHT MOB B npeycMOTpeHHBIE BPEMEHHBIE TOYKH
COTJIaCHO BBIOpaHHOMY IpoToKomy [55, 69, 70].

YpoBensb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTe/ILCTB

—4).

Kommenrapmii: svinonnenue TI'CK na ¢one demexmupyemoii MOB umeem docmosepro

MEHbULYIO 00NI20CPOUHYIO dhekmusnocmsy no cpasnenuro ¢ memu, kmo noayuun TI'CK na

@one MOB-necamusnozo cmamyca.

e Pexomenayercs Bcem nanueHTam BbinoiaHeHue amio-TI'CK ot poacTBeHHOro goHOpa B
nepBoit [P mpu HeamekBaTHOM BBIMOJHEHUU JIOOOTO W3 MPOTOKOJIOB MPOTPAMMHOMN
TEparuy B CBSI3H C BHICOKMM PUCKOM peruauBa [1, 2].

YpoBenb yOeauresbHocTH pexoMeHganuii — C (YpoBeHb J0CTOBEPHOCTH
0KA3aTEIbCTB — 5).

o PexomeHnayercsi paccMaTpuBaTh BO3MOXKHOCTH BhIoaHeHUs auio-T1'CK y manueHToB Bo
BTOpPOI U OoJjiee MO3JHUX PEMUCCUSAX 3a00JIEBaHUS C LIETBI0 YAYULIEHHUS JOJTOCPOUHBIX
pesynbraroB Teparnuu [100].

YpoBenb yOeaureabHocTH pexoMeHgamuii — C (YpoBeHb JI0CTOBEPHOCTH
0KA3aTEIbCTB — 4).

Kommentapun: anno-TICK 6 pazeepuymom peyuouse 3abonesanus u npu
pedpaxmeprocmu k XT 6030eticmeuro HeyenecooopasHa.

e PexoMenayercsi BBINOJHATH  TPAHCIUIAHTALIMIO  OT  albTEPHATUBHOIO  JIOHOpa
(TarIoueHTUYHOTO, TPAHCIUIAHTAIUS TYTIOBUHHOM KpoBH B pamkax KW) mpu orcyreTBUM
HLA-uznentuynoro goxopa [94, 100, 101].

YpoBenb yoOenutesbHOCTH pexkoMeHaauumid — C  (ypoBeHb [10CTOBEPHOCTH
0KA3aTEIbCTB — 4).
AyTto-TT'CK

e Pexomennyercsa BeimmonHeHnue ayto-TI'CK y mnamumentoB ¢ Ph+ OJUJI (B ciyuwae

HEBO3MOKHOCTMHU  BbIMoNHeHUs: amwio-TI'CK) mnpu  oTcyrcTBUM  MUHMMAaIbHOU

pe3unyanbHON Oone3HH C TpoBeaeHUeM momanepxkuBatomieii tepanun WMTK mocne
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TpaHciutanTanuu [83].
YpoBenb yoOenuteJbHOCTH pekoMeHaauuid — C  (ypoBeHb [10CTOBEPHOCTH

0KA3aTeNbCTB — 4).

3.11. ConpoBoauTebHasl TepaNus
O61mme MmeponpusiTust
Ilpomoxkonwr neuenus OJIJI npedycmampusaiom nposedeHue UHMEHCUBHOU UHOYKYUOHHOU U
KkoHconudayuonnou XT. Ilpu smom ucnoiv3osanue npomugooONnyxonesvlx npenapamos u
UMMYHOOenpeccanmos Hapsioy ¢ OCHOBHbIM 3A0071e8aAHUEM MOJHCem NPUBOOUMb K 3AKOHOMEPHO
PA3BUBAIOWUMYCSL WUUPOKOMY CHEKMPY MANCENbIX OCIONCHEHUN, 8 YACMHOCIU K UHQDeKyusm,
KpPOBOMeYeHUAM, MYKO3UMY, NPOAGIIEHUI0 MOKCUYHOCTU CO CMOPOHbL PA3IUYHBIX OP2AHO8, POMme
u m.0, mpebyowux Koppexkyuu Henocpedcmeenno 8 npoyecce nedenus OJIJI. Ilo smou npuuune
nayuenmsl ¢ OJIJI myosrcoaromes 6 mwamenvHOM MOHUMOPUHSe, d MAKH#Ce 6 NPO8edeHUU
coomeemcmayouel npoGUIAKMUYECKOU U N00JepIIcUarowell mepanuu.
AHTHAIMeTHYeCKAasl NPOPUIAKTHKA U Tepanus
e PexoMeHnayercsi BCeM MalMEHTaM IPOBOAUTH AHTHAIMETHUYECKYIO TEPANUI0 C LENBIO

MOJTHOM NMPO(UITAKTHKH TOLIHOTHI U PBOTHI y MAMEHTOB, Mojy4datomux XT [102].

YpoBenb yOeauteqabHocTH pekoMengammii — C  (ypoBeHb /0CTOBEPHOCTH
0KA3aTeIbCTB — 5).

KommeHnTapuu: ¢ aumusmemuueckou  yeivl0  NPUMEHAIOMCA — AHMALOHUCTIbI
CEpOMOHUHOBLIX PeYenmopos U 2IKOKOPMUKOUObL. Dmu npenapamsl peKoOMeHOYIOmcs 0/
npuUMeHenUs 8 KOMOUHAYUU npu UCnONb308aHUU pexcumos X1, xapakmepuzyowuxcs ymepeHHou
U BbICOKOU 2Memo2eHHocmblo. B omoenvuvix cumyayusx, 6 uacmuocmu npu npogedeHuu
8b1COK0003HOU KomOuHuposannou XT, evlbop npenapama 00ndiceH Onpedensmvcs Haubolee
IMEMO2EHHBIM KOMROHEHMOM (cm. npunoxcenue A3.5) [102].

Tpaunc¢y3uonnas Tepanus

Yenewnoe neuwenue OJI, 6 uwacmumocmu OJIJI, Hego3modcHO npu omcymcmeuu
3amMecmumenbHol mepanuu KOMNOHEHMAMU KPOSU U CONPOBOOUMENbHOL MePaniu.

Tpancdy3un 3puTPOLUTHON U TPOMOOIHMTAPHOI MACCHI

e PexomMenayercss OCymIecTBISATh TpaHC(Y3UM SPUTPOIUTHON MAacChl TMAIlMEHTaM JUIS

NOJIIepKaHus] KOHIIGHTpaIMK reMorioonHa Ha yposae >80 1/x [103].

YpoBenb yoOenutesbHOCTH pexkoMeHgaumid — C  (ypoBeHb [10CTOBEPHOCTH
I0KA3aTEIbCTB — 5).

e PexoMeHayIOTCSl BBINOJHEHHUE TPAaHC(QY3MH TPOMOOKOHIIEHTPATOB OCYIIECTBIATH IPH

CHIDKEHMM KOJMdecTBa TpoMbomuToB <10x10%m, mpum Gomee BHICOKMX 3HAUEHHSAX

KonmdecTBa TpoMGouuToB (20x10%1) B cirydyae TOBBIIEHHs TeMmepaTypsl Tena >38 °C,
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IpU Pa3BUTHUH KIMHUYECKH 3HAUYMMBIX KPOBOTEUEHUHN MO0 Tmepel BHIIOJTHEHUEM

WHBA3WBHBIX HHTCPBEHIIMOHHBIX BMermarenbeTs [104].

YpoBenb yOeauteabHocTH pekoMeHaamuii — C  (ypoBeHb /10CTOBEPHOCTH
J10KA3aTeIbCTB — 5).

o Pexomenayercsi 00qyyeHUE SPUTPOLIMTHON MacChl U TPOMOOKOHIEHTPATOB C LENbIO

npoQUIAKTUKY PEaKInu «TpaHcdy3ar NpoTHB Xo3sauHay [1, 2].

YpoBenb yOeautregbHOCTH pekoMeHaanmuii — C  (ypoBeHb J10CTOBEPHOCTH
J0KA3aTeJIbCTB — 5).

IIpodunakTuka reMopparnyecKux U TPOMOOTHYECKHUX OCTO0KHEHUIt
e Pexomennyercss maimueHTaM Ha (OHE Tepamuu acrnaparuHa3on™** KOHTPOIUPOBATH
mapaMeTpbl CBEPTHIBAHUS KPOBU C IEJIbI0 Hadajga 3aMECTHTEIBHOW TEpanuu TMPH HUX
nepunute (HampuMmep, pexuMm no3upoBanus antutpomOuna Il ¢ mpodummakTraeckoi
nenbro: 50 ME/kr maccel tena B teuenue 7—10 mocienoBaTenbHbIX THEH cO ITHS Hayaja

TepaIuy acIaparuHasoi** (moaKkoxHo, B 1o3e 6000 ME/M?, B TeueHue 7 mueii) [105].

YpoBenb yOeauteqabHocTH pekoMengammii — C  (ypoBeHb /0CTOBEPHOCTH
A0KA3aTeIbCTB — 4).

KomMeHnTapuu: Tepanus 2nroKoOKOpmMuKouoamu, aHmMpayukiuHamu U pooCmeEeHHbIMU
COCOUHEHUAMU, U  OCODEHHO  acnapazunazou™*  mooxcem  npusoOuUmMv K  MANCELOMY
npuobpemenHomy Oeguyumy 0OeiKo8 KIAcca CEPRUHO8 (UHSUOUMOPO8 CEePUHCOOEPICAUSUX
npomeas), npeuMyuiecmeeHHo AHMUmMpoOMOUHO8 u anvgha-1-anmumpuncuna.
Pacnpocmpanennocms smux ocnoscnenuti om 2,1-15%.

Aumumpombur npedcmasnsiem co6oti 0CHOBHOU PU3UOI02UYECKUL UHSUOUMOD MPOMOUHA
u gaxkmopos ceepmuvisanusn 1Xa, Xa, Xla. On maxowce A615emcs aHMASOHUCMOM (Harxmopa
ceepmoiganus VII, ycxopsas ouccoyuayuio komniexcos, obpazosanuwvix ¢haxmopom Vila u
MKaHesblM (hakmopom. Awmumpombun obpazyem HeobOpamumvle C643U C AKMUBHBIMU
Gepmenmamu, 1uwas ux npomeorumudeckol akmusHocmu. Kpome mozo, npu ucnoniv3osanuu
acnapazunazvl** coobwanoco 06 uzMeHeHuu KoHgopmayuu MoNeKyIbl AHMUumpoMOuHa, 4mo
npueoouUno K ympame cmabuibHOCmu u 6 pe3yivmame K 00pazosanuio azpezamos Oeka,
HAKANIUBABWIUXCA 6 YUCMEPHAX JHOONIAZMAmu4ecko2o pemuxyiyma. Takum obpazom,
nayueHmsl, KOMOPbIM 66005m acnapazunasy™*, xapaxmepusylomcs NOSbIUEHHbLIM PUCKOM
mpom60o306. Xoms CcHUxdCenue KOHYEHMpAyuu aumumpomMOUHa Yacmo conposoicoaemcs
eunoguopunocenemuell, ObLIO NOKA3AHO, UYMO HU3KASL  KOHYyewmpayus  @uopuHozera
npeopacnonazaem 6 OoIvbULel CeneHu K mpomoo3am, Hexceiu K KpO8omeyeHUsIM.

e [lpu MacCHUBHBIX OJKCTpaMEIy/UISIPHBIX oOuarax MOpakeHus (Yalle BCEro OparHoB

cpenoctenuss npu OJUI/JIBJI), TpomMOOTHYECKHX OCIOKHEHUSX Ha (OHE TepamuH WM
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HaJIMYUU TPOMOO30B B aHaMHE3e PeKOMEHJyeTcsl IMPOBOJIUTH AHTHUKOATYJISHTHYIO

Tepanuio COTJIACHO CYILIECTBYIOIIUM MIPOTOKOJIaM JeueHus BEHO3HBIX

TPOMOOIMOOJIMUECKUX ~ OCIOKHEHHH  (CM.  COOTBETCTBYIOIIME  KIMHHYECKHUE

peKOMEHJAMU 1O  JWAarHOCTHKE, JICUCHHUI0 W  NPOQWIAKTUKE  BEHO3HBIX

TPOMOOIMOOIUUECKUX OCIIOKHEHHMIA, pasznen 7.5) [1, 2, 4, 5, 106].

YpoBenb yOequtTeJbHOCTH pekoMeHaanmuii — C  (ypoBeHb J10CTOBEPHOCTH
0KA3aTEIbCTB — 5).

e Pexomennyercss Tpu pa3BUTUU ajUIOCeHcMOMnuM3anuu rposereHue 4-10 ceancos
neuebHOro miuazmadepesa s MOBBIICHUS YPGEKTUBHOCTH TpaHCHY3HUi KOHIICHTPATOB
TpomOoruToB [240].

YpoBenb yOeautTeJbHOCTH pekoMeHaanmuii — C (ypoBeHb J10CTOBEPHOCTH
J0KA3aTeJIbCTB — 5).
3aMecTuTe/IbHASA Tepanus UMMYHOI100yJIMHAME

o Pexomennyercs mamuentam ¢ OJIJI BBejpeHHEe MMMYHOTJIOOYIMHOB INPH JIOKA3aHHON
TCHEPAJIM30BAHHOW  BUPYCHOM  uWHGeKmuu  (BUpycaMu  TpyHOmIbl  repreca,
nuromMeranoBupycom (nanee — [IMB)), a Takxe rpu CHIDKEHHH TTOKa3aTesie HOpMallbHbBIX
UMMYHOTJIOOYJIMHOB HUXKE HOPMaJIbHBIX 3HaueHui [107].

YpoBenb yOeauresbHocTH pekoMengaumii — C  (YpoBeHb J0CTOBEPHOCTH
0KA3aTEIbCTB — 5).

Kommenrtapum: y nayuenmos c OJIJ1 uacmo onpedensemcs euno2ammaziooyiunemus, Ho
00 Hacmoswe20 6pemeHu He OblLI0  NONYHEHO  00KA3amenbcms  IPhdexmusHocmu
npoguiakmuyeckux — uH@ysui  ummyHoznooyiunos. Ilayuenmam na  ¢oune mepanuu
onunamymomabom™** unu Hpumyxkcumabom™** Heobx00uUM0O KOHMPOIUPOBAMb COOEPIHCAHUE
ummyno2nobyniunos 1 paz 6 2—4 unedenu, 6 3a8UcCUMOCmU OM KIUHUYECKOU CUMYayuu, U, npu
Heo0X00UMOCmu, 8bINOJIHAMb 3AMeCMUMenbHy0 mepanuio ummyno2iooyrunamu [1, 2].
Nuas conpoBoauTebHAas Tepanus

daxkTopsbI pocTa

e He pexoMeHnayercsi Ha3HAYeHHE MAllMEHTaM KOJOHHUECTUMYJUpPYOUMX (akTtopoB (I'-
KC®) uu na onnom stane neuenus: OJIJI. Uckimtouenue cocrapistor JIb 6e3 mopaxeHus
KM, mpu KOTOpBIX BO3MOXHO HCHoJb30BaTh [-KC® ¢ nenbro COXpaHEHHs CPOKOB
BBIMOJIHEHUS MpoTokona [1, 2].

YpoBenb yOeauteqabHocTM pexomeHagammii — C  (ypoBeHb /10CTOBEPHOCTH
JI0KA3aTEIbCTB — 5).
KommenTapuu: 6 Oonvuwiuncmee esponeickux HayuouanvHolx npomokxonax [-KC®D

ucnojbszyemcs c npoqbuﬂalcmuqecmd ueiblo 6 npoyecce quym;uu u KOHCOJZM()GL}MU pemuccuu.
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Ilpumenenue [-KC® eosmoxcno y nayuenmos OJIJI npu pazsumuu HcU3HEY2POICAIOUIUX
Cenmu4eckux OCl10HCHEeHUI.
JIneTuyeckoe JeuedOHOE NMUTAHHE
Jluetnueckoe Je4eOHOE MMUTAHUE IMAIIMEHTOB C OCTPhIM JUMGOOIACTHBIM JIEHKO30M TIpU
CTallMOHAPHOM JICUEHWU B MEIUIMHCKUX OpraHu3alusx Ha3HA4yaeTcsi B COOTBETCTBUU C
JNEUCTBYIOIIMMM TMpHKazaMu MunHuctepcTtBa 3apaBooxpaHeHus Poccuiickoit ®denepaunu, c
Y4ETOM COMATHYECKOro CTaTyca U KOMOPOHMIHOCTH MAIMEHTA, a TAK)KE C Y4ETOM OTPaHUYCHUH B
MMUTAaHUH, CBSI3aHHBIX C HATMYUEM ¥ CTEIICHBIO BEIPAXKCHHOCTH ITUTONICHUH.
IlogaBineHue MeHCTpyalu, coXxpaHeHue (ePTWIBHOCTH W Tepanus MPU AHOMAJIbHBIX
MATO4YHBIX KPOBOTeYEeHHUAX

e V¥ Bcex xxeHmuH ¢ OJIJI B npeMeHonay3e pekoMeHAyeTcsl M0JaBICHUE MEHCTPYaLUi ¢

LEJIbI0O MUHUMHM3ALUU PUCKOB KpOoBOTeueHus Ha (hoHe Tpombonuronenuu [108]

YpoBenb yOenuTeqbHOCTH pekoMenaaumii — C  (YpoBeHb 10CTOBEPHOCTH
0KA3aTEIbCTB — 5).

e Pexomenayercs sxenumHam ¢ OJUI/JIBJI mpu pa3BUTHUM aHOMANbHBIX MAaTOYHBIX
KPOBOTCUCHHI TIPU OTCYTCBHHM OTBETa HA TpPaHC)Y3UOHHYIO TEpalHi0 IPOBEIACHUE
TOPMOHAJILHOTO T€MOCTa3a, MPUMEHEHUE aHTH(PUOPUHOIUTHYECKUX CPEJICTB U MPOBEICHUE
XUPYPrHYECKUX METOIOB KYITMPOBAHKS KPOBOTEUEHHs pu Heobxomumoctu [112, 240]

YpoBenb yOenuTeqbHOCTH pekoMenaaumii — C  (ypoBeHb 10CTOBEPHOCTH
0KA3aTEJIbCTB — 5).

KommenTapuu: B kauecmse aHmugubpurnoiumuieckoeo cpeocmea NpuUMeHsemcs
mpanexcamosas kucroma** - 1000 - 1500 me enympo x 2-3 p/oenv unu enympusernno 1000-1500
me x 2-3 paza 6 cymku, Kypc edenusi 5-7 Ouetl. [ 0pMoHanvhbiil 2eMocmas Moxcem nposooUumbCs
2OPMOHANLHBIMU KOHmpayenmueamu cucmemuozo oeticmeus (KOK) unu npenapamamu epynnoi
ececmazenos. I opmonanvuuiii cemocmaz KOK yenecoobpasno nposooums s’ceHWUHaM panHe2o u
AKMUBHO20 penpooyKmMUHO20 B803pACmd, KOMmMopbvle He OMHOCAMCA K 2pynne pucka
OMHOCUMENbHO  PA3BUMUSL  NPOTUDEPAMUBHBIX NPOYECCO8 IHOOMEmpUsl, NAYUeHMKAM, Y
KOMOPbIX OUASHOCMUYECKOe 8blCKAOIUBAHUE NPOBOOUTIOCH He boJiee 3 Mecsayes HaA3a0 U NPU SMoM
He OblI0 BbIAGIEHO NAMON0SUYECKUX UMeHeHUll dHOomMempus. [lpu msodicenvix meHoppazusx
UenecooOpasHo «BLIKIUEHUE» MEeHCMPYayul aHai02amu 20HAOOMPONUH-PUTUIUHS-20PMOHA
(IT'nPl) — #eo03epenun*™ 3,6 me n/x 1 paz ¢ 28 oueu [253], kypc mepanuu 0o 6 mecayes. Ilpu
onumenvHom mevenuu AMK makowce nposooumcsa ymepomonuueckas mepanus npenapamom
#Hoxcumoyun™* 6/6 xaneavno no 10 ME [253] na 100 mn 0,9% ¢husuonocuueckoeo pacmeopa
Hampus xaopuoa** 0o npekpawjeHusi KposomeueHus, OAHHAsL mepanus NpUMeHsemcs npu

UCKJIlOYeHUU OPZCZHMUQCKOIZ namoJiocuu MamkKu.
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Pexomenayercsi sxkenunmmHam ¢ OJUJI/JIBJI mpu Tepanmuu aHOMAabHBIX MAaTOYHBIX
KpOBOTe‘-IeHI/Iﬁ C IIOKa3aHHuAMHU K JICHCHHUIO B PAHHCM WM IMO3JHCM IIOCICPOAOBOM
[epUo/ie IPOBOANUTH TEPAIHIO, HAIIPABICHHYIO Ha MoAaBieHue Jaktauu [240]

YpoBenb yOequtreJbHOCTH pekoMeHaamuii — C  (ypoBeHb J10CTOBEPHOCTH

J0KA3aTeIbCTB — 5).

KOMMeHTapI/II/I:B Kadecmee mepanuu HCll’lpClG]leHHOﬁ Ha nooaesieHue Jaakmayuu

npumensitom kabepeoaun™* 0,5 me 1 me (2 mab.) oOHOKpamHo 8 nepevili OeHb Nocie pooos,

unu 05 nodaesnenus: yemauosusuietics rakmayuu no 0,25 me (1/2 mab.) 2 p/cym uepes xasicovie

12 y ¢ meuenue 2 Onetl (06was 0osa 1 me).

Pexomennyercs sxenummHaMm ¢ OJUJI/JIBJI mocnme pa3BUTHA aHOMAJbHBIX MAaTOYHBIX
KPOBOTCUEHH B  TIOCJIEAYIOIMIEM MPOBOJUTH  MPOTHBOPECLUAMBHYIO  TEPAIUIO
TOPMOHAJIBHBIMU KOHTPAILICTITUBAMH CHCTEMHOTO JIEHCTBHSI B KOHTPAIICITUBHOM PEKUME
WK B HEMPEPHIBHOM peskuMe (1ocTostHHO) [240]

YpoBenb yOenurteqabHOocTH pekoMenaaumii — C  (ypoBeHb /J10CTOBEPHOCTH

0KA3aTEIbCTB — 5).

Pexomennyercs sxenmumHam ¢ OJUUI/JIBJI mocne pa3BUTHS aHOMAJIBHBIX MAaTOYHBIX
KPOBOTCUCHHH TIpU HEIPPEKTHBHOCTH WIM HEIPUMEHHUMOCTH B OIPEACICHHOM
KIIMHHYECKOW  CUTyalliM  KOHCEPBAaTHBHBIX  METOJOB  IeMOCTa3a  IPUMEHSThH
XHPYPrHYECKHUE METO bl OCTaHOBKM KpoBoTeueHus [112, 113, 240].

YpoBeHb yOeauTeqabHocTH pekoMeHgammii — C  (ypoBeHb /10CTOBEPHOCTH

I0KA3aTEIbCTB — 5).

KOMMeHTapHI/IZ K xupypcuiecKkum memooam Kynupoeanust aHOMANbHbIX MAMOYHbIX

KpoeomeueHmZ OMHOCAmM. SUCMepoOCKOnuw u pa3deﬂbHoe ouazHocmuyeckoe 6bicKabausanue

CMEHOK nojlocmu mamKu, pe3eKnoCKOnuw npu Haiuviuu 6HympuMam011H01/7 namoJsiocuu. ﬂaHHG}Z

onepayus npecieoyem Kak OUASHOCMUYECKYIO (011 UCKIIOYEHUS OpP2aHU4ecKol Namoaocuu

noJjiocmu MLZMKH), mak u ]Z€’~l€6HyIO Uueilb OCMAHOBKU AHOMANbHO2O0 MANOYHO20 KPOBOMEUEHUA.

Taxowce npu Heagbqbekmu(mocmu UUAU NOKA3AHUAM MOJCEm BbINOAHIMbCA CUCMEPIKNMOMUA,

3M60]ZM36114M}Z uilu CKileposuposaHue manmoldHvblx COCyOOG — npu ux aHomMaiuAx uiu 616]1611/;1/1}1

9HOOMEMPUS.

O0e300MBaOLIas Tepanus

[Ipy BO3HUKHOBEHUH OCTPOTO WIM XPOHHUYECKOTO OOJIEBOTO CHHApPOMA TMAIHEeHTY
peKoMeHAyeTcsl TPOBOIUTH 00€300JIMBAIOIIYI0 TEPANUI0 COTJIACHO CYIIECTBYIOIINM
MpOTOKONIaM 00e300MMBaHus (CM. COOTBETCTBYIOIINE KIMHHUYECKHE PEKOMEHIALUU IO
XPOHUYECKOH 00JIM, KIIMHUYECKUE PEKOMEHIAINY 110 aHecTe3uoiorun) [1, 2, 4, 5, 109].

YpoBenb yOenuTeqbHOCTH pekoMeHaaumii — C  (ypoBeHb 10CTOBEPHOCTH
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J0KA3aTeIbCTB — 5).

Kommenrapumn: Credyem yuecmv, umo y nayueHma moz2ym Obimb HeCMAaHOapmmubvle
nposeneHus: O0e3HU, A MaKdice covemanue KOHKpemuol 0one3Hu ¢ Opy2umu namoaoSusamu, 4mo
Modcem OUKMo8amsy eyaujemy 8pavy UsMeHeHus 8 aieopumme 6b100pa ONMUMAIbHOU MAKMUKU
OUACHOCTNUKU U JIeYEHUS.

I'acTponporekTHBHAA Tepanus U NPOPUIAKTHKA
e PexomeHnayercsi ¢ aHTUCCKPETOPHOU LEIBIO IS JICUCHUS HITH TPO(UIIAKTHKH SI3BEHHOU

OOJIE3HH JKENy[Ka W JBCHAIATUIICPCTHOW KHIIKH, B TOM 4YHCiIe Ha (DOHE Tepanuu

TIIIOKOKOPTUKOUIAMH, IPUMEHSATh HHIMOMTOPBI IPOTOHHOTO Hacoca 1k Oiokaropsl H2-

rHCTaMHHOBBIX pereniropos [118, 119, 240] (cm. pa3aen 7.7).

YpoBeHb yOenuTeJbHOCTH PpexkoMeHgauuii — B (ypoBeHb J10CTOBEpHOCTH
JA0KA3aTeIbCTB — 1).

I[IpuMeHeHne AHTHAOTOB NPH NPOBEIEHNH XUMHOTEPATTHH
e Pexomenayercsi py Teparnuu METOTPEKCATOM** MIPOBOUTH THIPATAIIMOHHYIO TEPAITHIO,

B/B BBeJeHHeE Kanblus GponuHaTa** B 103e oT 25 10 100 Mr/m? kaxsie 3 u 6 4 2-7 aneit

MOCJIe BBEJCHUSI METOTpPEKCcaTa** ¢ 1eNbl0 MPOPHIAKTUKA OTCPOYCHHBIX TOKCHYECKUX

ocioxuenuii [1, 2, 240]

YpoBenb yOenurteqbHOCTH pekoMeHaaumii — C  (ypoBeHb /J10CTOBEPHOCTH
0KA3aTEIbCTB — 5).

KommenTapuu: Hegppomokcuunocms memompexkcama™™ 3agucum om 003vl npenapama
u ckopocmu snumunayuu. Tpu eeedenuu 6 6onvuux 0osax (1 2/m?) 6 ycnosusax kucnoil peaxyuu
MOYU NPOUCXOOUM NPeYunumayust KpUCmaiiog memaboiumos eHympu Kanauivyes, u wepes I—
2 0HA  pa3eusaemcsi KpUCMALIUHOYYUPOBAHHAS HEONUSYPUYecKas U Henpomeunypuyeckas
noueunas  HedocmamoyHocmo.  Ilpenapam — evi3vieaem — cUNOKAIUEMUYECKUU  aAyudo3
U SUNOKATBYUYPUIO, A MAKIHCE — MOKCUYECKOe — NOPAdCeHUe  NEeYeHU,  MUero0enpeccuio.
DKcmpaperanbHble OCIO0NCHEHUS MO2Yym HAOII00AmbCsi 6 meyeHue 6 cpeonem 7 OHell nocie
8gedenus memompekcama™*. daxmopamu pucka, bi3vl8aAWUMU NOBbIULEHUE MEMOMPeKCam-
0NoCcpedo8anHoOU HepPOMOKCUUHOCMU, ABTIAIOMCA NONCUTLOL 8O3PACHL, MYHCCKOU NOJI, BbICOKUE
0036l npenapama, HU3KUll YPOBeHb KIUPEHCA KPeamuHuHa U NapaiielbHas mepanust
HEKOMopbIMU AHMUOAKMEPUATbHLIMU NPenapamamy. CUCIMeMHO20 Oelicmeusl, uHeubumopamu
npomonnoeo Hacoca. C yenvlo CHUdMCEHUs PUCKA HeGPOMOKCUYHOCMU MemompeKcama™™*
PEKOMEHOYemcs NposoOUms  cUNepeuopamayuio COANAHCUPOBAHHBIMU 1O INEKMPOIUMHOMY
coCmasy u OCMONApHOCMU pacmeopamu 6 0oze 40—60 ma/ke/cymku u noowenauueanue moyu
88edeHUueM Hampus 2uopokapbonama™* (peaxyus O00HCHA ObIMb WELOYHOU 6 0eHb 68e0eHUs

u 6 nocneoyiouue 2—3 ous). /st 5moeo 8/6 kan 6600sam cmeco u3 40 mn 4,2 % pacmeopa nampus
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euopoxapoonama™* (NaHCO3) u 400-800 mn uzomonuuecko2o pacmeopa nampus xaopuoa™*
HaKauyHe, 6 OeHb JedeHusi U 8 nociedyrouwue 2-3 oua. Jleuenue memompexcamom™*
8 NOBLIUUEHHBIX U 8bICOKUX 003ax (2—15 2/M?) couemarom c ycunennoti eudpamayueii (0o 2 1
arcuokocmu 6 cymxu). Ilpu visagnenuu ayudoza HeodXooumo ycmpanenue oepuyuma 0CHO8AHUL
Hampus euopoxkapoonamom™* uz pacuéma (BE x macca mena)/2 =X mn 5% pacmeopa Hampus
euopoxapoonama** noo konmponem KI|C kposu (BE — omxnonenue xonyenmpayuu 06ypeprvix
OCHOBAHULL O HOPMANLHO20 YPO6Hs). [Ipu HeobdX00uMocmu Ha3HAY UMb «nemaeabley» OUyPemuKi.
Ipu naznavenue svicoxux 003 memompexcama™* (2—15 2/m?) neobxooumo 6/6 ésedenue kanvyus
donunama** ¢ 0oze om 25 0o 100 me/m? xasxcowvie 3 u 6 u nocne esedenus memompexcama™™.

Ilpu coxpanenuu 6vicokoll KoHyeHmpayuu memompexcama™*

8 KPOBU, GHE 3ABUCUMOCHU OM
VPOBHA — azomeMuu  NOKA3AHO  NpPOBedeHUue  6bICOKONOMOUYHO20 — 2eMOOUANU3d  UIU
eemo(Oua)punempayuu ¢ pacuémom UHOUBUOYATLHO2O KIUPEHCA, 8 3A8UCUMOCIU OM YPOBHSL
CHIBOPOMOYHO020 Memompekcama™*. Ilpu nposedenuu GblUEYKA3ZAHHOU IKCMPAKOPNOPATLHOLL
2eMOKOppeKyuU yposeHb memompekcama™> ymenvuiaemces 6 cpeonem Ha 75 % (6 npedenax om 42
00 94%). Monumopuposames  HeoOXOOUMO  YPOBeHb  KPEAMmuHUHA U KOHYESHMPAayuio
Memompekcama™* 6 Kposu 6 meueHue nepsvix 24—48 u nocie 68edenus, umMo MNO360JAM
CBOEBPEMEHHO OP2AHU3068AMb HE0OX0OUMble IKCMPEHHble Mepbl, GKIUAIOWUEe HAZHAYEHUE
Kanvyus @oaunama™*, u no3eonsowue 3HAYUMENIbHO CHU3UMb CUCTNEMHYIO MOKCUYHOCHIb
U He(hpoOmMoKCUYHOCHb.
o Pexomenayercsi 1npu Tepanuu  #udochamMuaoM** WM BBICOKUMH  JI03aMHU

muknopochamuna** (Gomee 1000 Mr/mM?) TPOBOAMTH T'HMAPATAIMOHHYIO TEPAITHIO,

B/B BBelleHHE MeCHBI™* B 03¢ 20% OT /103bI TPOTHBOOITYXOJIEBOTO MpernapaTa BO BpeMs

BBEJICHUSI TIperapara, 4epe3 4 U 8 4acoB MoOcCle BBEAEHUS C IENbI0 MPOPUIAKTHKA

OTCPOYCHHBIX TOKCUYECKUX OCIOKHEeHUH [1, 2]

YpoBenb yOenuteabHocTH pekomengammii — C  (ypoBeHb /10CTOBEPHOCTH
0KA3aTEIbCTB — 5).
Kommenrapun: Memabonum #ugocpamuoa™* akponeun okazvieaem nogpesicoarouyee
oeticmeue Ha INUMENUN MOUeBbleOOAUUX NYMell U BbI3bleAeN PA38UMUe 2eMOPPASULEcKO20
yucmuma. Toxcuueckoll Kymynamueroti 00301l #ugocamuda™* sensemca 60—72 2/m? 3a nepuoo
neuenust. Puck negppomoxcuunocmu #ugocgpamuoa™™ snauumenvrno 6ozpacmaem c 603pacmom
U npu HAIYUU conymcmeyiowe2o sabonesanus nouek. Ilpu xomobunayuu #Hugpocghamuoa™*
¢ #annonypunonom™* [23] nosviwaemcs KoHyenmpayusi Mouesol KUCIOMbL 6 KPOBU, UMO
yeenuyueaem puck Hegpponamuu u ycuiueaem mueiomoxcuieckoe oelicmeue npenapama. /na

npe()omepau;eHu}z HeqbpomOKcuqucmu npenapama u pazeumus cemoppazudecKkozo yucmuma

HeobXo0uMo esedenue @husuonocuuecko2o pacmeopa nampus xaopuoa** uz pacuéma 25-30
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ma/ke/cymku 00 esedenus Hupochamuoa™*, 6 nepuoo esedenus Hupochamuoa™* neobxooumo
Ha3HayeHue  MecHul**, ABNAIOWELCSL AHmMUOOmom axkponeuna u memaboaumos
oxcazaghocghopunos (yukiopocghamuoa™* u #ugocamuoa™*). Pazosas 0oza mechwvi** ons
g3pocavix cocmasnsem 20% om 0036l NPOMUBOONYX01€8020 Npenapamd, nepeoe 668edeHuUe
npoBOOSIM 0OHOBPEMEHHO C NepeviM 66edeHuem #Hugochamuoa™*, emopoe u mpemve — uepes
4 u 8 yacoe nocne nepsoco sedenus. Ilpu nenpepuisnoti unghyzuu (24 u) #ugpocghamuoa™* unu
yuknopocgamuoa™* mecuy** ciredyem esooums 6 0osze 20% om 003bl NPOMUBOONYX0NE8020
npenapama 6 Hauane unghyzuu, 3amem — 8 0ose 100 % om 00361 npomusoonyxonesoeo npenapama
8 6ude 24-uacoeoii uH@hy3uu, N0 OKOHUAHUU 86€0CHUS NPOMUBOONYXO0NEB020 NPENAPAMA 66e0eHUe
mecHvl** npoodondcarom ewé 6—12 uacos 6 mou odce Oosze. Ilpu noserenuu cuMnmMomos
MOKCUYECKO20 NOPAdHCEeHUsl NOYeK clledyem npeKpamums 6gedeHue npenapama.
IIpoTuBOMHUKPOOHAs Tepanusi U NPOoPUIAKTHKA

e Pexomennyercs narpentam OJIJI npu BOZHUKOHOBEHHH MH(DEKIIMOHHBIX OCIOKHCHHIMA
MIPOBOJNTH TEPAINUI0 COMIACHO METOJUYCCKUM PEKOMEHIANUSM TIO0 TPOPUIAKTHKE,
JMAarHOCTHKE W  Tepanmud  WHQPEKIUOHHBIX  OCJIOKHEHUH Y  MAIMEHTOB  C
reMatojoruueckumu 3abonesanusmu [240] (cm. pasmen 7.9).

YpoBenb yOenuTeqbHOCTH PpekoMeHaanuii — C  (YpoBeHb 10CTOBEPHOCTH
A0KA3aTEIbCTB — 5).

e He pexomenayercsi mMpoBOAUTH MPOMUIAKTHKY OaKTEPUAIBHBIX HHQEKIUH OOJIBHBIM
OJIJI [118, 119, 240] (cm. pazmen 7.9).

YpoBens yOemurteqabHocTH pekoMenaaumii — C  (ypoBeHb J10CTOBEPHOCTH
0KA3aTEIbCTB — 5).

KommenTtapuu: Ilpogunaxmuxa 6axmepuanvuvix ungexyuii peyunuenmam aino-I CK
O00NYCMUMA MOAbKO NOCAe NPeO8apumenbHO20 UCCIe008AHUS Y HUX KOJIOHUAYUU CIUIUCTIOU
00010uKU KUWeyHUKa Mukpoopeanusmamu. Ilpogunakmuxa 6axmepuanvhvlx ungexyuil y opyaux
Kame2opuil 60NbHbIX UCKTIOYEHA NO NPUYUHE HeIPOEKMUSHOCMU U3-3a BbICOKOU YaACHOmbl
oemeKyuu NoaUpe3UCmeHmHuIX 6axmepull.

o Pexomenayercsi MIPOBO/IUTH POQUIAKTUKY #KO-TpUMaKCa30JI0M
[Cynbdamerokcazon+Tpumeronpum]|** mo 480 wMr exegHEBHO MTHEBMOIIUCTHOM
nHeBMoHNH 007bHBIM OJIJI ¢ 14-rO0 MHS MOIUXUMHUOTEPANMH M TIPOBOJAT BECH MEPHOJ
JICUEHUs, BKJIFOYAs ATAIl MO ACPKUBAIOIICH TepannnOaKkTepuaIbHbIX HH(MEKIHA O0THHBIM
OJUI [1, 2, 240] (cm. paznmen 7.9).

YpoBenb yOenuTeqbHOCTH pekoMeHaaumii — C  (YpoBeHb 10CTOBEPHOCTH
JI0KA3aTEIbCTB — 5).

e PexomMenayercsi IpOBOJUTH BTOPHUUHYIO MPOTUBOIPHOKOBYIO MPOPHIAKTUKY OOJBHBIM
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OJIJI, y koTOpBIX B aHaMHE3€ ObLJ1 MTHBa3WBHBI MUKO3, BEI3BAHHBIN IJIECHEBBIMU TpHOaMu
(acmeprusie3, MyKOPMHUKO3 W JApPYTU€), a TaKKe IAUCCEMUHHUPOBAHHBIA HHBA3UBHBIN
KaHu103 (nHBasus B opraubl) [1,2, 240] (cm. pasaen 7.9).

YpoBenb yOenuteqbHOcTH pekoMenaaumii — C  (ypoBeHb 10CTOBEPHOCTH

J0KA3aTeJIbCTB — 5).

KommenTapuu: IIpogurakmuka epudxosvix unghekyuii 6orvnvim OJIJI nposooumcs 6

3A8UCUMOCU OM  8UOA 2PUOKOBO20 OCIOJICHEHUsL: NPU KaHouoemuu - ¢aykonazon™* 400 me 6/8

UIU BHYmMpb 8 CYMKU, Uy #xacnogyneun™* 50 me 6/6 6 cymku, unu #muxagyneun™* 100 me 6/6 6

cymku, unu #Hanuoynagyneun™* 100 me 6/6 ¢ cymxu [240], uneasusuenii acnepeunnes -

sopuxonazon™* no 200 me 6/6 unu eHympo 6 2 paza cymiu, uiu nozaxkorazon™* no 200 me 3 paza

6 cymku unu no 300 me 2 pasa 6 cymku eHymps, uszagykorazon no 200 me 3 paza 6 cymxu ¢ 1-2

OHu u oanee no 200 me 1 pas 6 cymku;, MyKoOpmMuko3 — nozakorazon™* no 200 me 3 paza 6 cymku

unu no 300 me 2 paza 6 cymku 6Hympsb, uzagykorazon no 200 me 3 paza 6 cymku 6 1-2 Onu u danee

no 200 me 1 paz 6 cymxku

PexomenayeTcsi IpOBOJIUTh BTOPUYHYIO MPOTUBOBUPYCHYIO MPO(HIAKTUKY OOJIEHBIM
OJUI, KoTOpBIM MPOBOJIUTCSI HIMMYHOCYIIPECCUBHAS Tepamnus, #auukioBupom™* 200 mr 3
pasa B CyTKH Wwin BajanukiaoBup mo 500 mr 2 pasa B cytku [1, 2, 240] (cm. paszzen 7.9).

YpoBeHb yoOeauTeqabHocTH pekoMeHgammii — C  (ypoBeHb 10CTOBEPHOCTH

J0KA3aTeJIbCTB — 5).

Pexomenayercsi mpOBOIUTH SMIIMPHUUECKYIO aHTUOAKTEPHAIIbHYIO Tepanuio 1-i TUHUU
npu ¢edbpunbHOi HelTponeHuHn y 6ompHBIX OJIJI BHYTpUBEHHBIMH aHTHOMOTHKAMH C
aKTUBHOCTBIO MPOTHUB IPaMOTPHUIATENILHBIX OAKTEpUH, BKIIIOUas CHHETHOMHYIO MAIOUKy —
#rounepanwumat|Tazobakram]|** 45 r 3 paza B Cyrku B/B WM
#uedernum+[Cynpbakram|** 4 r 2 pasa B cyTku B/B [1, 2, 240] (cMm. pasaen 7.9).

YpoBens yOenurteabHocTH pekoMenaaumii — C  (ypoBeHb /10CTOBEPHOCTH

0KA3aTEIbCTB — 5).

KommenTapwmii: [Jehenum™* 2 2 2 paza 6 cymxu 6/6 ocmaemcs npenapamom 6vloopa

moabko 051 bepemennvix ¢ OJII u peopunvHoll HetimponeHuell.

Pexomennyercsi mnpu  HedhD(HEKTUBHOCTH W OTCYTCBUU KIMHUYECKH 3HAYUMBIX
MUKPOOHOJIOTHYECKUX UCCIICIOBAHUN POBOIUTH aHTHOAKTEPUATBHYIO TEPAITHIO 3aMEHOMN
aHTHOAKTepUANBHBIX  MpemapaToB  CHUCTEMHOro  JedcTBusB  1-ii  nuHUM  Ha
AHTHUIICEBIOMOHAIHbIC KapOaneHembl (Mmunenem+ L{unacratuu]**, meponenem™*) [1, 2,
240] (cm. pazzgen 7.9).

YpoBenb yOenuTeqbHOCTH pekoMeHaaumii — C  (YpoBeHb 10CTOBEPHOCTH

0KA3aTeIbCTB — 5).
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KOMMeHTapHﬁ: Tokazanuamu x HA3HAYEHUIO AHMUNCEBOOMOHAOHbLX Kap6al’l€H€M06

(Umunenem+[L{unacratuu |**, meponenem™*) ¢ 1-1i aunuu pebpunvrotl nerimponenuu npu OJIJ1

SGNIAIOMCS CeNMUYECKULL WOK, NHEBMOHUA C ObIXamenbHoU He0OCMAamo4YHOCMbIO.

PexoMenayercss  SMIMPHYECKOE  Ha3HAYCHHWE  NPOTHBOTPHMOKOBBIX  IPENapaToB
CHCTEMHOTO JieiicTBus Ha 4-7 nHU (HeOpUITbHOM HEHTPOIICHUH B TPYIINE BHICOKOTO PUCKA
BO3HUMKHOBEHMSI HWHBA3UBHBIX MHKO30B IIpM YCJIOBUM OTCYTCBUSL Y HHUX JAPYTHX
KJIMHUYECKUX CUMIITOMOB M J1a0OpPAaTOPHBIX, MHCTPYMEHTAJIbHBIX JAHHBIX 32 HHYIO
undekuio [1,2, 240] (cm. pasaen 7.9).

YpoBenb yOenuteqbHOCTH pekoMenaaumii — C  (YpoBeHb 10CTOBEPHOCTH

J0KA3aTeIbCTB — 5).

KommenTapwuii: IIpenapam evibopa — kacnogpyneun™* 70 me 6/6 1-ii oenw, oanee no 50

me/cym, unu #mukagyneun™* 100 me 6/6 6 cymku, unu #anuoynagyneun™* 200 me 61-1i 0ens, oanee

no 100 me 6 cymxu 6/8; arbmeprhamughvle —# 60puxonazon™** 6 me/xe 6nympugenHo 2 pasa 8 cymxu

6 1-1i Oenv, danee no 4 me/xe 2 pasza 6 cymu, #ampomepuyun B** 0,8-1 me/xe 6/6 6 cymxu [240].
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4.

MenunuHckass peaOuauTAIIUSE MW CAHATOPHO-KYPOPTHOE JieYeHmHe,

MEAUIMHCKHUE IMOKAa3aHUA H IMPOTHBOIOKA3aHUA K IPUMEHCHHI0O METOAOB

MeI[HHl/IHCKOﬁ peaﬁnnnTaunn, B TOM 4YHCJI€ OCHOBAHHBIX HA MCIIOJb30BaAaHUHU

NPUPOAHBIX Je4yeOHbIX (PAKTOPOB

Cneyuanvhvix memooog peadourumayuu npu OJIJ1/JIBJI ne cywecmsyem.
Pexomenayercss manmueHTaM —IMPOBEJACHHE PpeaOMIMTAUUMU T[PU  BO3HHUKHOBEHUH
OCIOKHEHUH Tmocne 3aBepumieHus nporpammel  Teparmu  OJUI/JIBJI B pamkax
COOTBETCTBYIOIIMX Ho30ormit [110, 111].

YpoBeHb yOeauTeJbHOCTH pekoMeHaanmuii — C  (YypoBeHb 0CTOBEPHOCTH

JA0KAa3aTeJbCTB — 5).

KomMmeHTapum: nocie oKoHuawus JnedyeHusi pekoMeHOYemcs 8ecmu 300posbviii 00pas

HCU3SHU, UCKTIIOYUUNTb UHCOJIAYUIO U qbus'uomepaneemuqecme npoueaypbz.

5. IlpoduiakTuka ¥ JAUCHAHCEPHOE HAOJIOAeHHEe, MeIAUIUHCKUE

MOKA3aHUA U NMIPOTHBOIIOKA3aHUA K IPUMEHCHHUIO METO/10B HpO(l)I/IJIaKTI/IKI/I

Ipogpunaxmuxu eoznuxnosenuss OJIJI ne cywecmsyem.

Pexomennyercst nocie okoH4aHus nporpammsl Tepanuu OJIJI BBIIOTHATE Hcce10BaHue
OAK kaxplii Mecs1 B TeYEHHE TEepBbIX 2 JIeT U 3ateM | pa3 B 2—3 mecsua 10 5 JeT ot
HavaJia JICYCHHUs C LEJIbI0 PAaHHETO BBISIBIICHUS peluuBa 3adonesanus [1, 2, 4, 5].

YpoBeHb yOenuTeqbHOCTH pekoMmeHmanmii — C  (YpoBeHb JJOCTOBEPHOCTH

JI0KA3aTeJILCTB — D).

Pexomennyercst nocine okoH4anus nporpammel tepanuu OJUJI B Teuenue nepsoro roja
BBINOJIHATH MOTy4e€HUE HUToJIorHueckoro npenapata KM myrem myHKIUH (CTEpHAIBHYIO
nyHkuuio) 1 pa3 B 3 mec, ganee — 1 pa3 B 6 Mec B TeueHue 2-To roja, fauee — 1 pa3 B roa
70 5 j1eT HaOJIFOICHUS C IENbIO JMHAMUYecKoro Habmoaenus [1, 2, 4, 5].

YpoBenb yOeauTeqabHocTH pekoMmeHmaumii — C  (YpoBeHb JIOCTOBEPHOCTH

JI0KA3aTeJIbCTB — D).

Kommentapum: guennanosoe uccneoosanue KM nokasano npu evisagnenuu nio0vix

UBMEHEHULL cemocpammaol. bonvuuncmeo peuudueo@ npoucxodﬂm 6 meuenue 1-5 nem nocne

OKOHUYAHUA mepanuu.
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6. Opranu3anus oxKa3aHusi MeJUIMHCKONH MOMOIIH

MenunuHckas IoMOIIb, 38 UCKJIIFOYEHUEM MEIUIIMHCKOM IMOMOILHY B paMKaX KIMHUYECKOU
ampoOary, B COOTBETCTBUH C (enepanbHbiM 3akoHOM OT 21.11.2011 Ne 323-@3 (pen. ot
25.05.2019) «O6 ocHOBax OXpaHbI 3I0POBbs Tpaxkaad B Poccuiickoit deaepanumy opraHu3yeTcs
1 OKa3bIBAeTCS:

— B COOTBETCTBUU C TOJOKEHHUEM 00 OpraHU3aIlK OKa3aHHUs MEIUIIMHCKON MTOMOIIH O
BUJAM MEIUIIMHCKOH TIOMOIIHM, KOTOPOE YTBEPXKAACTCS YIMOJHOMOUYEHHBIM (heaepanbHbIM
OpraHOM MCIOJIHUTEIbHOMN BIAaCTH;

— B COOTBETCTBUU C TOPSIAKOM OKa3aHHsA TOMOIIM MO NPOPUII0 «IeMaTOJOTHUs»,
00s13aTeNbHBIM JJIS1 HCTIONTHEHHS Ha TeppuTopun Poccuiickoii @enepaul BceMU MEIUIIMHCKUMHI
OpraHM3alUsIMy;

— Ha OCHOBE HACTOSLIMX KIMHUYECKUX PEKOMEHAALIMII;

— C YYETOM CTaHJapTOB MEAMUIMHCKONW IOMOIIHU, YTBEPKIAECHHBIX YIOJHOMOYEHHBIM
(benepaabHBIM OPraHOM HCTIOJIHUTEILHON BIIACTH.

[lepBuuHas crnenuaaM3upoBaHHAs MEIUKO-CAaHUTApHAs IOMOIb OKa3bIBAETCS BpPavOM-
reMaToJioroM U HWHBIMH  BpadyaMu-CIIEUAIMCTAaMH B IIEHTpe  amMOyJaTOpHOU
reMaToJIOrMueCcKOil/OHKOJIOTHYECKOU MIOMOIIH 6o B MEPBUYHOM
reMaTOJIOTHYECKOM/OHKOJIOTHIECKOM KaOWHEeTe, TMEePBHYHOM TI'e€MaTOJIOTUYECKOM OTICNICHHH,
MOJINKJIMHUYECKOM OTJIEJIEHUH OHKOJIOTHYECKOTO TUCIIaHCepa.

[Tpu BBIsIBNEHUU Yy 00JBHOTO OCTporo JumdobdnactHoro neiikosa (manee — OJUI) wnum
MI0JIO3PEHUH Ha HErO Bpayl-TepareBThl, Bpaul-TEPaIrieBThl y4aCTKOBbIE, Bpaun OOIIeH MPaKTUKH
(cemelinble BpauM), Bpauu-CIEUAINCTBI, CPEIHNE MEAUIIMHCKHE PAOOTHUKU B YCTAaHOBJIEHHOM
MOpAJKE  HANpaBisAlOT  OOJBHOTO  HAa  KOHCYJNbTALIMIO B LEHTp  aMOyJaTOpHOMU
reMaTOoJIOrMYECKOW/OHKOIOTMUECKOW MOMOIIM MO0 B MEPBUYHBIN reMaTOJOTMUYeCKuil KaOuHeT,
MIEPBUYHOE T'E€MATOJIOTMUECKOE OTJEICHUE MEIMLMHCKON OpraHu3aluy JUIsl OKa3aHUs €My
MIEPBUYHOM CHEUAIN3NPOBAHHON MEIUKO-CAHUTAPHON ITOMOIIN.

Bpau-rematosor amMOys1aTOpHOTO WM CTallMOHAPHOIO 3BE€HA reMaToJI0rM4e€CKON TOMOIIH
OpPraHu3yeT BBINNOJHEHHE AMArHOCTMUYECKUX HCCIeOBaHUN, HEOOXOJUMBIX AJISi YCTaHOBJIEHUS
JIMarHo3a, BKJII0Yask pacpOCTPAHEHHOCTh M CTa/INI0 3a00JI€BaHuUs.

B cnyyae HEBO3MOXXHOCTH MPOBEACHUS JIMArHOCTUUECKHX HCCIIEOBAaHUM MalMeHT
HaIpaBJIeTCs JIeYalluM BpadyoM B METUIIMHCKYIO OpPraHU3allI0, OKAa3bIBAIOIIYI0 METUIIUHCKYIO
MOMOIIlb OOJIBHBIM C TeMaTOJIOTMYECKMMHU 3a00JI€BaHUSAMHU JUIsl YCTAHOBIIGHHS JMarHosa u
OKa3aHUs CHEUATM3UPOBAHHOM, B TOM YHCJIE BBICOKOTEXHOJIOTUYHOM, MEIULIMHCKOM ITOMOIIIH.

[Tpu BeisiBienun OJIJI nnu moJo03peHnn Ha HEToO B XO/1€ OKa3aHHsl CKOPOH MEIUIIMHCKON

oMo 00JILHOTO NEPCBOJAAT WJIKW HAIIPaBJIAOT B MECAUIWMHCKHUE OPraHu3alun, OKa3bIBAIOIINEC
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MEAUIMHCKYIO MOMOIIb OOJIbHBIM C T€MaTOJIOTUYECKUMHU 3a00JeBaHUSAMHU, IJI ONpeaAeTeHUs
TaKTUKH BEACHHMS M HEOOXOAMMOCTH NPHUMEHEHHUS [OMOJIHHUTEIBHO JAPYTUX METOJOB
CIELMAIM3UPOBAHHOIO IPOTUBOOITYX0JIEBOTO JIEUEHUSI.

Crneunanu3upoBaHHas, B TOM 4YHCJE BBICOKOTEXHOJOIMYHAs, MEIMULMHCKAs IOMOIb
OKa3bIBAETCSI BpayaMU-TEMATOJIOraMH B  MEIMULMHCKUX  OpPraHU3alMsaX, OKa3bIBAIOIIMUX
MEIUIMHCKYI0 ToMolb OonbHbIM OJIJI, uMeronmx JuneH310, HEOOXOAUMYI0 MaTepHalbHO-
TEXHUYECKYIO 0a3y, CepTUPHUIIMPOBAHHBIX CIIEHUAINCTOB, B CTAIIMOHAPHBIX YCIOBUSIX M YCIIOBHIX
JHEBHOTO CTalMOHapa W BKIIOYaeT B ce0si NpopMIAKTUKY, IHArHOCTHKY, JI€YCHHE
reMaToJIOTMYecKux 3a0oJeBaHuil, TPEOYIOIIMX HCHOJIb30BAHUS CHEIUAIBHBIX METOJIOB U
CIIOKHBIX YHUKATbHBIX METUIIUHCKUX TEXHOJIOTHIL, a TAaKKe METUIIMHCKYIO peadMIUTaIHUIO.

B mMemunuHCKON opraHu3aniy, OKa3bIBaroIIel MEIUIMHCKYI0 momouls 6onbHbM OJIL,
TaKTHKa MEJMIMHCKOIO 00CIe0BaHUs U JICUEHUs] YCTAaHABIMBAECTCSI BpauaMHU-TEMATOJIOIaMHU C
MPUBJICYECHUEM TPU HEOOXOAUMOCTH JAPYTUX Bpayeil-CleNUaIncTOB, MPH HEOOXOJUMOCTH C
MPOBEJCHUEM KOHCWIMyMa. PemieHue KoHcuinyma Bpaued odopMisieTcss MPOTOKOJIOM,
MOJNKCHIBAETCS YYaCTHUKAMU KOHCUJIMYMa Bpayeil 1 BHOCUTCS B MEIMLIMHCKYIO JOKYMEHTAIUIO
OO0JIBHOTO.

[TokazaHus K roCIUTAIA3AMHU B KPYTJIOCYTOYHBINA WJIW THEBHOM CTAIllMOHAP MEIULIMHCKOMN
OpraHu3allM, OKAa3bIBAIOLIEH CIEHUAJIU3UPOBAHHYIO, B TOM YHCII€ BBICOKOTEXHOJOTHYHYIO,
MEIUIMHCKYI0  MOMOIIb O  MPOPUII0  «reMaTOJOTUS»  OMPENENSIOTCS  BpPauoM-
reMaToJIOrOM/KOHCHIIMYMOM Bpaueil ¢ MpHUBICYEHUEM IPH HEOOXOAMMOCTH IPYTUX Bpaueii-
CHEIHAUCTOB.

IHoka3zanus A MVIAHOBOM rOCHUTATH3ALMH:

1. ITono3penue/ycranosienue quarsosa OJLI.
2. Inarnoctuka peruansa OJUIL.
3. IIpoBenenue ouepeanoro kypca XT B yclIoBUSIX KPYIVIOCYTOUHOTO JTMOO THEBHOTO CTAllMOHAPA.
4. IIposenenue 3amnanuposanHon TI'CK.
5. BeInoHEeHNE MIaHOBBIX XUPYPrUUYECKUX BMEIIATEIbCTB.
6. BrinosiHeHNE MJIaHOBBIX 3KCTPAKOPIOPAIbHBIX METO/I0B OUMILEHUS KPOBH U 3aMECTUTEIIbHOMN
MOYEYHOUN TEpaIuu.
7. IIpoBeneHune 3aMeCTUTEIBHON TEMOKOMIIOHEHTHOM TE€panyH.
Ioxka3zaHus AJid IKCTPEHHOM IOCIIUTAIU3ALUN:
Heotnoxueie coctosinus y nanuentoB ¢ OJIJI u npu nogo3pennn Ha OJI:
— nedikoruTo3 Gomee 100 x10%n
— (eOpunbHast TUXOpaaKka U MHPEKIHMOHHBIE OCIOKHEHUS Ha (JOHE HEHTPOINEeHUH IMocie Kypca

XT;
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— TEMOPPArUYECKU CUHAPOM;

— TPOMOOTHYECKUE OCII0KHEHUS;

— HE0OXOAMMOCTb MPOBEACHUS IKCTPEHHON 3aMECTUTENIbHON T€MOKOMIIOHEHTHOM TEparui;

— JIpyrue CUCTEMHBbIC HapyleHHs, OOyCJOBJICHHbIE TEYEHHEM OCHOBHOTO 3a00JIEBaHHS WIIH
pa3BUBIIMECS BCIIEACTBUE POBEICHHOIO JICYEHUS.

IToxa3aHus K BbINMCKe MALMEHTA U3 CTAllMOHAPA:

1. BoccTanoBieHue mokasaTeneii nepudepuueckoil kposu (Ieiikoruthl 6omee 1x10%/m,
rpanynonuTsl 6oiee 0,5x10%m, TpomGonuTe! Goee 50x10%1, remorno6un Gosee 80 r/m) mocne
ouepenHoro kypca XT.

2. Hopmotepmust B TedeHue 3—5 cyT U OTCYTCTBUE HEKOHTPOJIUPYEMBIX MH(EKIMOHHBIX
OCJIO)KHEHUH B MOCIEKYPCOBOM MEPHOJIE.

3. KynmupoBaHue reMopparn4eckux OCIIOKHEHHIA.

4. KynupoBaHue TpOMOOTHYECKUX OCIIOKHEHHH.

5. KynupoBaHue CHUCTEMHBIX HapylleHHH, OOYCIOBICHHBIX TEYEHHUEM OCHOBHOTO
3a00JIeBaHUs WM PA3BUBIIUXCS BCIEACTBHE TPOBEICHHOTO JICUCHUSI.
3akioYeHne O IeJIeCOO0pa3HOCTH TepeBoJa OONBHOTO B NPOPHIBHYIO METUIHHCKYIO
OpraHU3alMI0 OCYLIECTBIIAETCS MOCHE MPeIBAPUTENbHON KOHCYIbTALUU 0 MPEAOCTABICHHBIM
MEIULMHCKUM JIOKyMEHTaM W/WJIU NpeABapUTEIbHOIO OCMOTpa OOJBHOTO BpayaMH —
CHeLUAINCTaMH1 MEIULIMHCKONW OpraHU3allK, B KOTOPYIO IJIAHUPYETCs IEPEBOJI.

[lepen HawaaoM MpOBEICHUS TEPATUU PEKOMEHAYETCS HHPOPMHUPOBATH BCEX MALIMEHTOB O PUCKE
Oecrurons mocye MPOBEACHUS TEPAIMU U MTOTEHIIMAIBHBIX METO/IaX COXpaHeHHs (PepTUIHHOCTH,
a TaKkKe 0 He0OXOAMMOCTH HCHOJb30BaHUA 3((HEKTUBHBIX METOJ0B KOHTpALCNIUU B TEUCHHE

MHUHUMYM OJHOT'O I0Jia ITOCJIC 3aBCPIICHUA TCPAIINU.

7. JonoanuTteabHas nuHpopMmanus (B TOM unciie (paKTOpPbl, BJIUSONIAE HA

HUCXO0/1 3200J1eBAHUSUIIN COCTOSTHUA)

7.1. IlosHomeHHOe COO/MI0CHHE TPOTOKOJIOB JieYeHUs1 (peKuMa Tepanmuu) OCTPOro

JuM¢o0/1acTHOTO JeliKko3a/JIuMEPoMbI
CriocoOHOCTh 3aBEpIINTh MOJHBIN KypC MHIYKIIMOHHO-KOHCOJIMJALIMOHHOM Tepanuu B
TEYEeHHE YKA3aHHOTO TEepHOJa BPEMEHH, a 3aTe€M BBINOJHATH MOJJICPKUBAIONIYIO TEPaNUio B
MOJIHOM  0oOBbeMe  SBISETCS  YETKUM  IPOTHOCTUYECKUM  (PAaKTOpOM,  HEOJHOKPATHO
MIPOAEMOHCTPUPOBABIINM CBOIO 3HAYMMOCTH B POCCHIMCKHX HccieqoBanusaX. C 3Toi KOHLEN e
COTJIaCHBI M 3apyOekHbIe HccienoBarenu. AneksatHoe X T Bo3zeiicTBue octaercst pyHIaMEeHTOM
ycremHoro jgeuenus. K cojkaneHnuto, HeaJeKBaTHOCTD BBIMOJIHEHUS MPOTOKOJIOB JIEUSHHS IO CUX

SBJIIETCS OJHOW W3 OCHOBHBIX MPUYMH 3HAYUTENIbHO MeEHbIIEH 3((EKTUBHOCTH JIeUEHUS
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IMaIMEHTOB C OCTPBIMU JIEIKO3aMH BO MHOT'HX I'€MaTOJIOTHISCKHX LHECHTpax.

7.2 IIpopunaKTHKA, AUATHOCTHKA U JIeYeHHE NeMOPPArH4eCKUX OCJI0KHEHHUH Y NAIUEHTOB ¢
OCTPBIM JIMM(}P0OIaCTHBIM JIeiiKko30M/JIuM oMot

I'emopparuueckue npossnenns y naruentos ¢ OJIJI/JIBJI ornuyaioTess MHOT0oOpa3uem u

MOTYT OBITh OOYCIIOBJIEHBI KaK CAaMUM 3a00JIEBaHUEM, TaK U €ro OCIOXHEHUSIMH, B TOM YHUCIIE

BCJIEJCTBHE IPOBEJCHUs ClEeUU(UUECKON Tepanuu, a TakXke IIOSBUTbCS B pe3yibTare

IIPOBOJUMON aHTUTpoMOOTHUecKOW Tepanuu. [Ipodunakruka, AMArHOCTHKAa M JICUEHUE

reMopparuucekux ociokHeHnit y manumeHtoB ¢ OJUI/JIBJI mpoBoauTcss B COOTBETCBUU C

JCUCTBYIOIIUMH MeToIuYecKiuMU pekomenaarmsmu [103, 104, 240].

7.3. IlpopunakTuka U Je4yeHHe MEHOpPpParuii y NanMeHTOK C OCTPbIM JUM(}OoOIaCcTHBIM

JIEKO30M

AHomainbHble MaTouHble KpoBoTeueHHs (AMK) — pacnpocTpaHeHHas MaToyiorus y
KCHIIUH C OCTPhIMH JIMM(OOIACTHBIMU JICHKO3aMH, KOTOpas BKIIOYAeT HapyIICHUS
MEHCTPYaJIbHOTO IIMKJIa, CBS3aHHBIE C YaCTOTOM, PEryJSIPHOCTHIO, MPOJIOJDKUTEIBHOCTHIO U
o0BeMOM TepsieMoil KpoBH y manueHToK. Yacrtota Bctpeyaemoctd AMK B oOmieil nmomynsuuu
XKeHIIUH BapbupyeT oT 14 no 30%, yacTora y MAalMEHTOK C OCTPHIMU JUM(OOIACTHBIMU
neiiko3amMu HemsBecTHA. [IpoduitakTrka, TUArHOCTUKA W JICYCHHE MEHOPPAruil y MalHeHTOK ¢

OJUI/JIBJI poBOAUTCS B COOTBETCBHM C JCHCTBYIONTUMHU METOIUYCCKUMH PEKOMEHIAITUSIMU

[112, 113, 240].

7.4. BHyTpuuepenHble KPOBOU3JIHUSIHUSI y NAIHEHTOB € OCTPbIMH JHM(OOIACTHBIMHI

JIeKO3aMH.

Buyrpuuepennsie kpoBouznusaus (BUK) — sTto Hepenkoe (okuaaemoe) OCIONKHEHHE
OCHOBHOT'O 3a00JIeBaHUSI W/MIM clieu(HUUecKoro (B TOM YHCIE, XUMHOTEPareBTHUECKOTO)
JIeYeHHUs] Y MAIMEeHTOB C OCTPbIMHM JUMQOOIACTHBIMH JIEHKO3aMH, YacTO CONPSIKEHHOE C
[aTOJIOTUeH MTa3MEHHOTO W/iiH TpoMOoITapHOro remocrasa [114]. be3 oka3aHus HEOTIOXKHOI
Helpoxupypruueckor nomomu MaccuBHble BUK y 6ompHBIX OJIJI 3akOHOMEpPHO NMPHUBOIAT K
(haTtamTpHOMY HCXOY.

Juarnoctuka u neueHre BUK, Bo3HHKalONMX y MAlEHTOB C OCTPBIMU JTUM(OOIACTHBIMU
JIEMKO3aMH, OCYILECTBIIAETCS HEINOCPEACTBEHHO B IIEPUOJ IIPOBEACHHS IPOTHUBOOIYXOJIEBOIO
XUMHOTEPANEeBTUYECKOTO JICUeHUsI OoCcTporo Jelkosa. IlpodunakTrka, JUarHocTUka U JieUeHHe
BHYTpUYepenHbIX KpoBousnusHui y maruentoB ¢ OJIJI/JIBJI mpoBoautcs B COOTBETCBUU C

JCUCTBYIOIUMH METOJIMUECKUME pekoMeHaanusmu [114, 240].
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7.5 llpopnaakTuka, TMATHOCTHKA U JIeYeHHEe TPOMOOTHYECKHUX OCJI0KHEHM i

[Tpu OJIJI, kak nepBUYHO, TaK U B MPOILIECCE XUMUOTEPANIEBTUYECKOTO X UHOTO JICUCHUS
4acTO BO3HUKAIOT TPOMOOTHYECKHE OCIOKHEHUS, Tpelyomue MNpoQUIaKTUKH U Teparuu.
YacTora TpOMOOTHUECKUX HAPYIICHUH MPHU OMYXOJSX CUCTEMbl KPOBH pasiMyuHA, MPOBEICHHE
XUMHOTEPANUH YBEIUYUBAET YaCTOTY TPOMOOTHUECKUX OCJIONKHEHMH IPaKTUYECKU B 2 pasza ¢
2.21% no 4.24% otHocutenbHo ucxoauoro yposus [109, 110]. [IpodunakTrka, 1MarHOCTHKA U
JIieYeHUE TPOMOOTHIECKUX ociiokHeHu# y maruenToB ¢ OJIJI/JIBJI mpoBoAUTCS B COOTBETCBUH C
JCUCTBYIOIIMMH METOIUYeCKIMHU pekoMennarmsamu [109, 110, 111, 240].

JlnarnocTtuka u jgedyeHue TpOMOOTHUECKUX OCIOXKHEHHH, 3aKOHOMEPHO BO3HUKAIOLIUX Y
naueHtoB ¢ OJIJI, ocymecTBisieTcss  HENOCPEACTBEHHO B IEpUOJ  MPOBEICHUS
MPOTHUBOOITYXO0JICBOI0 XUMUOTEpaNeBTHUeCKOro JieueHus [240].

Jl1s oueHKH pucKa pa3BUTUS TPOMOOTHYECKUX HapylleHuM u ux peuuausos npu OJIJI
HEOOXO/JMM TIIATENBHBI cOOp aHaMHE3a C YTOYHEHHEM HaIW4Hsl TPOMOO30B y IAlMEHTa H
POJICTBEHHUKOB TEPBOW JIMHHM, a TaKXkKe OIEeHKa OOIIero COCTOSIHHS MAllMeHTa U BBISBICHUE
COIYTCTBYIOIIUX 3a00JICBaHHIA.

JlabopaTopHyI0 OLIEHKY COCTOSIHMSI CUCTEMbI CBEPTHIBAHUSI KPOBHM OCYILLECTBIISIOT IPU
MIEPBUYHOM 00CIIEIOBaHUH OOJIBHOTO, IO Hadaia MpOBEACHUS Cenn(UIECKOl Teparnuu, B TOM
quclie nepe KaxapM Kypcom X T (o moka3aHusiM), a TakKe B Clydae pa3BUTHUS TPOMOOTHYECKHUX

HapymeHI/Iﬁ Ha JIFIOOOM 3Talle JUAarHOCTHUKH, Ha6J'H-OI[eHI/I${, JICUCHHUA.

7.6. InarHocTHKA M JieYeHHe HeBPOJIOTHYEeCKUX MPOsIBJIEeHUI Mpu ocTpoM JuMGo01acTHOM

JIeiiKko3e
Bosneuenne nentpanbHoil HepBHOW cuctembl (HHC) u nepudepuueckoir HepBHOM
cucteMbl MoxeT BbBIATBCA npu OJIJI. HeBponormueckue mnposiBIEHHs MOTYT OBITh Kak
MPOSIBJICHUEM crelu(rUIeckoro nmopaxeHus: HepBHO# cuctemsl (omyxoseBoe nopaxkenue LITHC),
Tak U mpossieHreM ocnoxkneruit OJIJI u ero neuenus (remopparuueckue, TpOMOOTHUECKHE,
TOKCHYECKHE MOpPaXEHHsI HEPBHOM cucTeMbl). JlJil NMarHOCTUKU U JIEYEHHUS] HEBPOJIOTHYECKHUX
nposiBiieHU# u ocnokHeHui OJIJI nmpumeHseTcs: KOMIUIEKC HEBPOJIOTMUECKUX MCCIEA0BAaHUN U
Tepanusi cOOOpa3HO BHIY HapyIICHHs, C y4eTOM XapakTepa OCHOBHOro 3aboneBanusi [240].
Cnenunduyeckoe omyxoneBoe nopaxenue [IHC c BoBimeyeHueM rosioBHOrO Mo3ra, CIIUMHHOTO
MO3ra U 000JIOUEK MOXKET OBITh MPOSIBIIEHHEM OCTPOTo JUM(GOOIacCTHOTO JIeiKko3a. Yaire Bcero
onyxoneBoe mnopaxenue I[HC nokamusyercs B noOHoi nonme — 50%, pexe oTmedaeTcs B
MO30JIMCTOM TeJIe ¥ TIIyOUHHBIX CTpYKTypax mMo3sra (40%) mynbrudoxansHoe nopaxkenue (35%),
JIenTOMeHUHTealnbHoe nopaxeHue (16%), n3onupoBaHHOE MOpakeHHe CMUHHOTO Mo3ra (1%).
Kpome Toro, cnenuduaeckoe mopaxkenne [[HC moxeT pa3BuBaThCS MO THUITY JICHKEMHUUYECKOM

MHOUIBTpaUU 000JI0UEK MO3Ta U MOPAXKEHHUS] CIIMHOMO3TOBOM JKUAKOCTH (HelposiekeMus).
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[Ipodunaktrka, AMarHOCTHKA M JI€UEHUE HEBPOJOTMUECKUX TMPOSBICHUNH Yy MAIUEHTOB C

OJUJI/JIBJI mpoBOaUTCS B COOTBETCBHUHU C JACHCTBYIOIIMMHU METOAUYCCKUMH PEKOMEHAAIUSIMU

[240].

7.7. IlpopunakTuka si3BeHHOH 00JIe3HH KeJyAKa U 12-mepcTHOH KUIIKU HA ()OHe Tepanuu

riokoxkoprukonaamu npu OJIJI

B abcomoTHOE OOJBIIMHCTBO MPOTOKOJIOB MPOTHBOOIyXojeBoro JedeHuss OJIJI
BKJIIOUEHBI BbICOKHUE A03bI TokokopTrkon1oB (I'KC). f3Ba xenyaka win JBeHaALIAaTUIIEPCTHON
KUIIKA SBISETCS OJHHUM U3 CepbE3HbIX N000YHBIX 3PdekToB Tepanuu ['KC. Mexanuszm
ynbleporenHoro aeiictBus ['KC 3axirodaercst B MOBBIIIEHUH CEKPEIUU COJISHOM KHUCIOTHI B
KEIyJKe, W3MEHEHMHM KaueCTBEHHOIO COCTaBa  CIIM3M, TOPMOXEHUM  pPEreHepanuu
noBepxHoctHoro snurenusa. Ilpu coueranHom npumenennn ['KC ¢ HecrepouaHbIMu
IIPOTUBOBOCIIAJIUTENILHBIMU U IPOTUBOPEBMATUUECKUMHU CPEICTBAMU U aHTUTPOMOOTHUHECKUMU
CPEICTBAaMHU PHUCK Pa3BUTHs CTEPOUAHBIX 3B BO3pacTaeT. B CBsI3M ¢ yJabLEpPOreHHOCTHIO, MPU
ucnons3oBannud ['KC HeoOXoauMO MPOBOAMTH AHTUCEKPETOPHYIO TEPANUI0 C  LENbI0
npodUIakTUKK cTepouaHbiX 38 [115, 116, 118, 119, 240]. IIpodunakTuka s3BEeHHOM 0OJIE3HH
xenmynka U 12-mepctHoit kumku y manueHtoB ¢ OJUJI/JIBJI mpoBoauTcss B COOTBETCBHU C

JCUCTBYIOIIMMH METOIMYECKIUMHU pekoMeHaarmsmu [115, 116, 240].

7.8. HpO(l)I/I.]'IaKTI/IKa, AUATHOCTHKA H JICICHUE ACCIITUYCCKUX OCTCOHCKPO30B Yy NMAINUCHTOB C

ocTpbIMH JTUM(PO00JIACTHBIMH JIEHKO3aMH.

Acentuuecknii ocreoHekpo3 (AOH) y mnamueHToB ¢ OCTphIMH JHUM(OOIACTHBIMU
JIeWKO3aMU OTHOCHUTCSI K TpYIIE BTOPUYHBIX OCTEOHEKpPo30B. Ero passutue cCBs3aHO C
HapylIeHHeM KPOBOCHAOKEHHS U THOETbI0 KOCTHBIX KJIETOK B OINPECICHHOM y4acTKe KOCTHOM
TKaHM Ha (POHE XUMHOTEpanuH WIM BO3JEHCTBUS TIIOKOKOpTHKOMAOB. Hambonee uvacto K
pazButuo AOH mpuBOIUT Tepamnusi ocTporo JuMQoOIacTHOrO Jeiko3a (TTIOKOKOPTUKOUIBI U
JpYTHUE TpenapaThbl) U TPAaHCIUIAHTAIUS aJUIOT€HHOTO KOCTHOTO MO3Ta.

AOH y GOJIBHBIX OCTPBIMH JICKO3aMH MPEUMYIIECTBEHHO JIOKAIM3YETCS B JUIMHHBIX
TpyOuaThix koctsx. [lo pacmonoxeHuro B TpyO4aToil KOCTH O4aru MOTYT BBISBIATHCSA KakK BHE
CBSI3M C dMH(PU3AMHU, 3TO MEIYJUISIPHbIE OCTEOHEKPO3bl, TaK U MOPaKaTh AMUPU3HI, CYCTaBHbIC
OTHIeNbl TPYyOUaThIX KOCTeH. B ATHX ciydasx OCTEOHEKPO3 OMPEAeIsIOT, KaKk — aCeNTUYSCKUN
HEKpO3, W Jajiee, Ha3BaHWe H»mudu3a, HAIPUMEP, ACENTHUYCCKUN HEKPO3 TOJIOBKH OEAPEHHOMN
koctu. Kak CHHOHHMM, YacTO HCIHONB3YyeTCs OMpeNeNleHHe — aBacKyJspHbIi Hekpo3 (ABH)
TOJIOBKM O€IPEHHON KOCTH WM JPYruX JOKaTU3alliidi OCTEOHEKPO30B SMU(DHU30B UIMHHBIX
KOCTEH, XOTs, CJIOBOCOUYETAHUE «aCENTHIYECKUN HEKPO3» 00JIee TOUHO OTPaKAeT MaTOJIOTHISCKUN
nporecc (aBacKyJsPHBIM HEKPO3 KOCTH YacTO COMPOBOXKIAaeT WH(MEKIIMOHHBIC 3a00JICBaHUS

KOCTe M CyCTaBOB, YTO HE OTHOCHTCS K paccMmarpuBaeMoil mpobieme). IlpodunaxTika,
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JTUArHOCTUKA W JICYEHWE acenTHYeCKUX Hekpo3oB y mamueHToB ¢ OJIJI/JIBJI mpoBomutcs B

COOTBETCTBHH C JACHCTBYIOMMMH METOIMUECKUME pekoMeHaausamu [240].

7.9. InarHocTka U JiedeHne UHPEKUMOHHBIX OCJI0KHEHUH NMpPH 0cTPOM JUMG001acTHOM

JIeiiKo3e

WNudexnun sSBISIOTCS BEAYIIMMHU OCIOKHEHHSIMH TPU JICYCHUH 3a00JCBAHUIA CHCTEMBI
kpoBu. Hambosiee BbICOKas 4acToTa ONpenensercs y MalUueHTOB C OCTPbIMH JIEHKO3aMH U Y
PELIMIIMEHTOB AJVIOTEHHOIO TPAHCIUIaHTaTa CTBOJOBbIX remonostuueckux kierok (TI'CK),
BapeupyeT oT 30 10 90%. Tak, y manueHToB ¢ OCTPhIMU JTUM(OUTHBIMU JICHKO3aMHU UHPEKIIUN
pa3BHUBAIOTCSl NPEUMYILECTBEHHO Ha JTane HHAYKUUM pemuccun (55%), pexxe — B mepuon
koHconmupanuu pemuccun (10%), y peuunuentoB amiorenneix TI'CK — B mepuon
I'paHyJIOLUTONCHUN HA 3Tale IPUKUBIIEHUS FeMONo3THYeCKUX KieTok (40-70%) u npu pa3BUTHH
peakuuu “TpaHciuiantar npoTuB xo3suHa” (10-70%) [49, 122]. Yacrora HHGDEKIMOHHBIX
OCJIO’)KHEHUH BBIIIE B IEPUOJT UHIYKIIMH PEMUCCUU, TIPU PE3UCTEHTHOM BapUaHTE OIYyXOJIU, IIPU
BBICOKOJIO3HOW XHMMHOTEpaNuM, HPU CONYCTBYIOIIEH TIUIOraMMarioOyJuHEMUU, B MEPUOJ
BBIHY)KJICHHO! T'MIIOJJUHAMUU U OCTOSIHHOT'O [TOCTEJILHOTO PEKUMA.

OCHOBHBIM  (paKTOPOM, OIPENEIAIONUM PA3BUTHE WH(MEKIMOHHBIX OCIIOKHEHUH Y
namuentos ¢ OJIJI, sBasercs meiftponenus (meiirpodmmsl <0,5x10%m) wim neiikomenus
(nefikormTel <1 000x10%01), a Takke IIUTENBHOCTh HEHTPOIGHHMH — YacTOTa HHQEKIMii
CYIIECTBEHHO BO3pacTaeT IMpH AJUTEIbHOCTH HeWTponeHuu Oosiee 10 nueit. Puck pasButus
MHOEKIUI Bo3pacTaeT Npy HapylmieHnH (aronutapHoil GpyHKIMH HEHTpodUIoB, mpu nedexTax
KJIETOYHOTO ¥ TYMOPAJIbHOIO MMMYHHUTETA, MOBPEKICHUM CIU3HCTBIX O0OJIOYEK KEITYyAOYHO-
KHIIeYyHOro Tpakta (ocodenHo myko3utax III-IV crenenn), HaaMUuM LEHTPATbHOTO BEHO3HOTO
karerepa (LIBK). Mcrounukom pa3BuTHS HHQEKIUHM, KaK MPaBUJIO, SIBISETCS KeNyI0YHO-
KMILIEYHBIN TPAKT, KOI/1a aKTUBHO NMPOUCXOIUT TPAHCIOKAIUS MUKPOOPTaHU3MOB CO CIM3UCTON
000JI04KH, MOBPEKJICHHONW B pe3yjibTaTe XUMHOTepanuu. J[pyrue OCHOBHBIE BXOJIHBIE BOPOTa
uHoexkuu npu Heirponenun — [IBK. Jluarnoctuka u nedeHne MHPEKIMOHHBIX OCIO0KHEHHH,
3aKOHOMEPHO BO3HMKaroumx y naneHtoB ¢ OJIJI, ocymecTBiaseTcss HENOCPEACTBEHHO B MEPUOL
MPOBEJICHUST TPOTHBOOITYXOJIEBOTO XHUMHOTepaneBTiueckoro jeuenusi [240]. Tlpodunakruka,
JUArHOCTHK M JiedeHHe MH(EKIMOHHBIX ocnoxkHeHuil y naruentoB ¢ OJUJI/JIBJI npoBoautcs B

COOTBETCBHUHU C JCHCTBYIOIIUMH METOIUICCKUMHU peKoMeHaanusamu [122-124, 240].
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Kpurepuu oneHkH kayecTBa MeAUIUHCKON MOMOLIU

Kpurepumn kavyecTBa

Ounenka
BBIIIOJIHEHHU

b |

[lpn nocTaHoBKe jamarHoza Uil BepU(UKAIMK JHArHO3a
BBITIOJTHEH 00N (KIIMHUYECKUH ) aHAIIN3 KPOBU Pa3BEPHYTHIH
(c moxcyeToM JIEHKOIMTApHOW (OPMYINIBI M HCCIEIOBAaHHEM

YPOBHS TPOMOOITUTOB)

Ja/Her

BbInmosHEHO  MOJy4eHHWE  LMUTOJIOTMYECKOro  Ipernapara
KOCTHOTO MO3ra IyTeM IYHKIUHU (CTepHaJbHAs ITyHKIIHS,
TYHKIIUS 3agHen OCTH MOJIB3IOIIHOMI KOCTH) "
[IMTOJIOTHYECKOE HCCIENIOBaHUE Ma3Ka KOCTHOTO MO3Ta
(MuenmorpaMma) H3 CTEPHAJIBHOTO IYHKTaTa C LEJbI0

BepU(UKALMU JUATHO3A U OTIPEICIICHUS TPOTHO3a MAIlUEHTOB

Ja/Her

BeinosnneHo LUTOXUMUYECKOE UCCIIe/IOBaHHE
MUKpoIpenapara KOCTHOro Mo3ra (6mactabix kietok KM) c

[eJTbI0 Bepru(HUKAIK TUarHo3a

Ja/Her

Beinonneno npu nepsuuHoi quarsoctuke OJIJI, a takxe npy
00cieI0BaHUU 110 MOBOAY JHWAarHOCTUPOBAHHOTO pELUANBA
OJIJI nuToreHeTnyeckoe HcciaeoBaHuEe (KapUOTHI) KIIETOK
acrypaTta KOCTHOIO Mo3ra M Hccie0BaHHe OMONCHIHOTO
(omepalioHHOr0) MaTepualla TKaHed MM KOCTHOIO Mo3ra ¢
pUMEHEHHEM MeTo/1a (DIIyopecleHTHON ruOpuan3anuu in Situ
(FISH) c uenpto Bepudukanuu auar€Ho3a W OINpeaeleHUs

TPYIIIBI pUCKa U TAKTHUKU JICUCHU A

Ha/Her

BbinosHeHO HMMMYHO()EHOTHUIHPOBAHUE TIE€MONOATHUECKUX
kieTok-npeamectTseHHul; B KM ¢ wnensto Bepuduxanuu

nuartosa

Ja/Het

BrimonHeHa kommnbloTepHas ToMorpadus H/WIM MarHUTHO-
PE30HAHCHOM ToMorpaguu TOJOBHOTO MO3Ta, OpPraHoB
rpyIHON 1 OPIOIIHOM MoJoCTeH, a TaKkke APpYyrux odjacTel mo
MMOKa3aHUsAM, JUIS BBISIBJICHUS BO3MOXKHBIX O4aroB IMOPaXKEHUS

Y COIYTCTBYIOIIEH MAaTOJIOTHH

Ja/Her
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BrimmotHeHa CITMHHOMO3rOBast IOYHKOUA C OHUTOJOTHMYCCKUM
HCCICOJOBAaHUECM KJIIECTOK CIIMHHOMO3TOBOM KHUAKOCTH
(MI/IKpOCKOHI/I‘-IeCKOC HUCCICIOBAaHUC CIMHHOMO3TOBOM
KHAKOCTH, IIOJCYET KICTOK B CUETHOM KaMepe) JJIA

WCKITIOUCHHS/ToATBepKaAeHus BoBiedeHus: [[HC.

Ha/Her

BrimonHeHa B KauyecTBe MNPOMUIAKTUKH HEHUPOIEHKEeMUH
CIIMHHOMO3IOBbIE IMYHKLUHUW C UHTpPaTEKaJbHbIM BBEACHHEM
(BBenenue nekapCTBEHHBIX MpeENapaToB B CIIMHHOMO3TOBOM
KaHaJ) Tpex MpemnaparoB: #meroTpekcara** (15 mr mr) [1, 4,
158], uurapabuna** (30 mr/m?), #npeauuzonona** (40 mr)
[251] umu #nexcamerazona™* (4 mr)[ 1, 4, 251] corntacHo cxeme

BLI6paHHOFO IIpOTOKOJIa

Ja/Her

B3pociomy naruenty ¢ Ph-werarusasivm OJUJT nmposenena XT,
COIJIaCHO OJIHOMY us3 IBYX MIPUHITUIIOB
XUMHOTEPANEBTUYECKOTO  BO3JCUCTBUS: 1) HMMIYJIbCHOE,
BBICOKOJIO3HOE c MOCJIETYIOIICH IMOCTOSIHHOM
nojepxkuBarorieii Tepanueii (mporpamma Hyper-CVAD); 2)
Oosiee TpamuuuoHHOEe (craHmapTHoe) — 8-9-HenmenbHas
HENpephIBHASI MHIYKIUS C TIOCTEAYIONIMMHI HEOJHOKPATHBIM U]
BBICOKOJIO3HBIMA ~ MHUEIIOAOJSATUBHBIMH ~ KypcamMH H B

MOCJICAYIOIIEM — IMMOAACPKUBAIOIIUM JICUCHUEM

Ja/Het

10

BoinosiHeH BbIOpaHHBIN AJ JAHHOTO NAIlMEHTa MPOTOKOJ C

HEYKOCHUTEIBHBIM COOJTIOJIEHUEM BPEMEHHOTO PEerjlaMeHTa

Ja/Het

11

[TanrenTy, HE3aBUCUMO OT MIPUMEHSIEMOT0 IPOTOKOJIA (KpOMe
Tepanuu  3penoro  BapuaHta  B-OJUJI),  BeImonHeHo
NOJ/ICP)KUBAIOIIEE JICYEHUE, COCTOAIIEE: U3 €KEIHEBHOTO
npremMa MepKanTonmypuHa**, merorpekcara**  (103MpOBKa
COIJIACHO TPOTOKONYy) — | pa3 B HeAento, IMyJIbCOB
[IIIOKOKOPTUKOUI0B U BUHKPUCTHHA™* — 1 pa3 B MecsiI WK 110

cxeme POMP B Teuenue 2-x jet

Ha/Her

12

[Maruentam ¢ OJUJI/JIBJI u3 rpynmbl BEICOKOTO pUCKa U MPH
penuarBe 3a00JeBaHus, a TaK)Ke MX CHOJMHIaM BBIIIOJIHEHO
onpenenenne  HLA-antureHoB ¢ menblo  MOMCKQ

noreHuuaibHoro qonopa I'CK

Ja/Het
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13

[TanuenTy Ha dJTanax MHAYKIMM M KOHCOJUIALMM IEpe]|
HAyaJoM KaXJOoro mocieayrouiero srana aubo 1 pa3 B 2
MecCslla  BBINOJIHEHO KOHTPOJIbHOE  ucciienoBanue KM
(moxydenwue murosiornueckoro npemnapara KM myrem myHKImun
(cTepHanbHas NYHKLUS) M LUTOJIOIMYECKOE HCCIIEI0BaHUE

Mazka KM (MuenorpaMma) U3 CTepHaIbHOTO ITYHKTATA)

Ja/Her

14

[Taniuenty Ha (oHe mommepkuBaromerd Tepanmuu 1 pa3 B 3
Mecsilia B TeYeHHe 2 JIeT U B JajbHeIleM, MOocie CHATHUS C
JICUCHHSI, KOKABIE TIOJIT0/1a 10 3 JIeT HaOJIIOICHHSI BBIITOJTHEHO
KOHTPOJIBHOE UCCIIEIOBAHNE KM (momyuenue
nuTojoruyeckoro  mpemapara KM mytem  myHKIuM
(crepHanbHAs MYHKIUS) M IIMUTOJOTHYECKOE HCCIIEIOBaHUE

ma3zka KM (MuenorpaMma) U3 CTepHaJIbHOI'O ITyHKTATa)

Ja/Her

15

[Marenty ¢ mo3guuM permausoM OJUJI/JIBJI Ha3sHaueHa craHmapTHas
tepanuss OJUJI 1-if nuHMH wimm apyrue BapHaHThl 2-H JHHUM Teparuu
(Bo3mozxubie XT xombunaruu FLAG-Ida, FLAM unu Hyper-CVAD, nu60o

#0ooprezomuba** B komOnHammu ¢ XT (Hampumep, #MUTOKCAHTPOHOM **,

nexcameTazoHOM™*  m  acmaparmHazoi**  wam  MIMMYHOTEpanuio
(6avHaTyMOMaboOM*™* nan MHOTY3ymab 030rammnumH**), a Takxe

Tepanuio #BeHeTOK/IaKC** B coueTaHun ¢ #aeuntabmHom**

Ja/Het
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Ipunoxenne A2. MeronoJiorust pa3padoTki KJIMHAYECKHX PEeKOMEH AN M

HeneBasg aynuTOpUs KJIMHHYECKUX PEKOMEH AU

® BpayM-reMaTosory;

® BpayM-OHKOJIOT'H;

e BpayM-TEPaIEBTHI;

® BpayM-aKyLIEPbI-TUHEKOJIOIH;

e  Bpa4yM-aHECTE3UOJIOTH-PECAHUMATOJIOTH;
e Bpauu-KJIMHUYECKHE (HapMaKoJIOTH.

Poccuiickas uccnenoBaTenbckas Ipynna MO HU3YYEHHMIO OCTPBIX Jeiiko3oB ¢ 1995 r.
nposesnia 3 mHoroneHTpoBbix KU no neuenuto nauuentoB ¢ OJIJI B Bo3pacte ot 15 no 55 ner, B
KOTOPBIX MPUHUMAIM y4acTUE IeMaToJorMueckue LeHTpsl u3 6onee yem 30 ropogos Poccum.
PesynbTaThl 3THX HCCIIEIOBaHUI HEOJHOKPATHO OIYOJIMKOBAHBI M OOCYXIECHBI Ha €KErOJIHBIX
paboumx COBEIIaHUSIX MCCIIE0BATENBCKOM Tpynbel. Kpome Toro, mpu co31aHu HAIIMOHAIBHBIX
PEKOMEHAALUI HCII0JIb30BaH ONBIT M OTAENbHBIX (eepabHbIX MeMaTOJOTHUYECKUX LIEHTPOB, B
KOTOPBIX KOHIIEHTPUPYIOTCS 0OJIbHBIE 3TUM 3a00JIEBAaHHEM.

Poccuiickas uccnenoBatenbckas rpynmna mo JedeHuro OJLJT B3pocnsix (manee — RALL)
SIBJISIETCS] YYaCTHUKOM OOIIEEBPOIECHCKOM KOOTEepaluy B 3TOM 00JIaCTH FeMaTOJIOTHH M BXOJIUT B
eBporneickyto pabouyto rpynmy no usydenuto OJIJI u o6beaunser 14 uccnenoBaTeabCKux Ipymnn
U3 pa3IM4HbIX eBpolneiickux crpaH. [lpu pa3paboTke pekoOMeHJalMi TaKKe YUYHUTHIBAJICS OIBIT
aMEepUKaHCKUX UccienoBareabckux rpynn u pekomenaanun NCCN.

[Tockonpky OJIJI mnpencraBnsier co0oil peakoe 3abojeBaHUE M XapaKTepU3YeTCs
CYIIECTBEHHON IeTepOreHHOCThbIO, B HacTosee BpeMs obuieil nporpammsl jedenus OJIJI He
cymectByioT. Tepanus OJIJI yetko nuddepennponana. B ocHoBe Poccuiickux pekomMeHganum
JeXaT pe3ysbTaThl COOCTBEHHBIX HccienoBaHMi, EBporelickue pekoMeHIaluu MO JICUYEHUIO
OJUI, Amepukanckue pekomermarua NCCN.

Tab6auuna 2. Hlkana onenku Y /11 1151 METO10B AMATHOCTUKH (AMATHOCTUYECKUX BMEIIATEIHCTB)

YA Pacun¢pposka

1 Cucremarndeckue 0030pbl UCCIEIOBAaHUN C KOHTPOJIEM peepeHTHBIM METOJI0M WIIN

cucreMatuyeckuit 0630p pannomusruposanubix KU ¢ npuMeHnennem meraananmsa

2 OTnenbHbIE HCCIENOBaHUA C KOHTPOJEM pedepeHHBIM METOJIOM WM OTHENbHbIE
pannomusupoBanHble KM u cucrematmueckue 0030pbl HCCIEIOBaHUN J1I000TO

JM3aiiHa, 3a UCKIIF0YEHEM paHaoMu3npoBaHHbix KU, ¢ mpuMeHeHrneM MmeTaaHainsa

3 HccnegoBanus 0e3 MOCJICAOBATCIIBHOTO KOHTPOJIA pe(bepCHTHBIM METOJOM HMIJIN

ucciacagoBaHusa C pe(bepeHTHLIM METOJAOM, HE ABIAIOIMUMCA HCE3aBUCHUMBIM OT
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HCCICAYEMOI'0 METOJa NI HEPAHAOMU3SUPOBAHHBIC CPABHUTCIIbLHBIC UCCIICAOBAaHNs, B

TOM YHUCJIC KOI'OPTHBIC NCCIICAOBAHUA

4

HGCpaBHI/ITCHBHbIe HCCIICO0BaHNUA, OIIMCAHNUEC KIIMHUYCCKOT'O CiIy4das

5

Hmeercs auip 000CHOBaHUE MEXaHU3Ma ,HGfICTBHH HJIM MHCHUE SKCIIEPTOB

Taboauua 3. [xana onenku YJIJ| amsa MeronoB npoduUIaKTUKH, JICYCHUS W peaOUIUTAIIIN

(mpounakTHUECKHX, IeUeOHBIX, PeaOUIUTALMOHHBIX BMEIIATEIHCTB)

Y Pacun¢poska

A

1 | Cucremaruueckuii 0630p pangomusupoBanHbix KM ¢ mpuMenenuemM MeTaananmnsa

2 | Otnenpuble panpomm3poBanHble KM u cucremarnyeckue 0030pbI HCCIEIOBAHUN
moboro au3aiiHa, 3a HCKJIIOYEHUEM paHjoMu3upoBaHHblx KU, ¢ npumeHeHuem
MeTaaHalIn3a

3 | HepanmoMu3upoBaHHBIE CpPaBHUTEIbHBIC HCCICIOBAHUSA, B TOM YHCIE KOTOPTHBIC
UCCIIEIOBaHUS

4 | HecpaBHUTEIbHBIE HCCIIEAOBAaHMs, OINMCAaHME KIMHUYECKOTO Cilydas WM CEepUu
CIIy4aeB, UCCIIEJOBAHUS «CIIydaill — KOHTPOJIb)»

5 | Nmeetcs nuiib 000CHOBaHME MEXaHU3Ma JICHCTBUS BMELIATENIbCTBA (JOKIMHUYECKUE
UCCIIEIOBaHMsI) MJIM MHEHUE 3KCIIEPTOB

Taboauua 4. [llkana ouenku YYP s MeTonoB mpodUIaKTHKW, TUATHOCTHKH, JCUYCHHS W

peabumuranyu  (MPOPIIAKTUYSCKUX, JUATHOCTUYCCKUX, JICYCOHBIX, pPEaOMIMTAMOHHBIX

BMEIIATENILCTB)

YYP Pacun¢poska

CunpHas pekoMeHJalus (Bce paccMaTpuBaeMble KpUTEpUH 3PGEKTUBHOCTH
(Mcxonpl) SIBISIOTCS BaXHBIMH, BCE HCCIEJOBaHMS HMEIOT BBICOKOE WIIU
YIOBJIETBOPUTEIBHOE  METOJOJIOIMYECKOE  KadeCcTBO, MX  BBIBOABI IO

HHTCPCCYIOIIUM UCXOAaM SABJIAIOTCH COFJ'IaCOBaHHLIMI/I)

VYcnoBHas pekomeHaalus (He Bce paccMaTpuBaeMble KpuTepuu 3¢ (HeKTUBHOCTH
(Mcxonpl) SIBISIFOTCSL BaXKHBIMH, HE BCE€ HCCIIEJOBAHMSI MMEIOT BBICOKOE WIIM
YJIOBJIETBOPUTEIBHOE METOAOJIOTUYECKOE KayecTBO W/WIM HX BBIBOABI IO

HHTCPCCYIOIINUM UCXOAaM HE ABJIAIOTCA COTJIaCOBaHHBIMI/I)

Crnabas pexomeHaanus (OTCYTCTBUE T0KA3aTEIHCTB HAISKAIIETO KauecTBa (Bce
paccMmarpuBaemMble KpuTepuu 3G (HEKTUBHOCTH (MCXO/bl) SBJISIOTCS HEBAXKHBIMU,
BCE MCCIIEJOBAHUS UMEIOT HU3KOE METOA0JIOTMYECKOE KaueCTBO M UX BBIBOJIBI IO

HHTCPCCYIOIINUM UCXOAaM HEC ABJIAIOTCA COTJ'IaCOBaHHBIMI/I)
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IMopsinok 00HOBJIEHUS KIMHUYECKUX PeKOMEHIalM i

Mexanusm ooHoBieHUs: KU pegycMaTrpuBaeT nx CHCTEMaTHYECKYIO aKTyaTHu3aluio — HE
pexe uem | pa3 B 3 rojia wiim pu MOSIBIIGHUY HOBOUM MH(OPMAIIMK O TAKTUKE BEJACHUS MAIUCHTOB
C JaHHBIM 3a00JeBanueM. Pemmenue 06 o6HoBIeHnN npuHuMaeT M3 P® Ha 0CHOBE NpeAIOKEHHIH,
MPE/ICTABICHHBIX MEAUIIMHCKUMH HEKOMMEPUYECKUMHU MNPOPECCHOHANBHBIMU OpraHU3alUsIMU.
ChopmupoBaHHble TNPEATONKEHUS [IOJDKHBl YYUTHIBATH PE3YJbTAaThl KOMIUIEKCHON OIICHKU
JICKApCTBCHHBIX IIPCriapaToB, MCIAUIIMHCKUX I/I3I[GJII/II71, a TaK¥KXC PpC3YyJIbTAaThI KIIMHAYECKOM

anpooanuu.
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IIpunoxenne A3. ChonpaBouHble MaTepHajbl, BKJIKYasg COOTBETCTBHE
MOKAa3aHMUIl K NMPUMEHEHWI0 U NMPOTHBONOKA3AHNI, CIIOCOO0OB NMPUMEHEHUsI 1
A03  JIEKAPCTBEHHBIX  MpenaparoB, WHCTPYKUMH 10 NPHUMEHEHHIO

JIEKAPCTBEHHOT0 Mpenapara

Hpuioxkenne A3.1. IIporoxkoant Jedenus OJIJI
IMpoTokon poccuiickoii uccienoBaTeabckoii rpynnbsl s Ph-meratuBubix OJLJI y
NAIHEeHTOB B Bo3pacTe MoJioxke 55 et — «OJIJI-2009» [1, 66]
Cxema nporokoJa «OJIJI-2009»

Ilpeogpaza: npenuuzonon™* 60 mr/m?, 1-7-i nHA

- Hynxkuusa KM Ha 8-ii 1eHb —_—

<25% 0OmactoB >25% 0OiracToB
| paza unoyxkyuu | paza unoyxkyusa
Ipeonuszonon™** 60 Mr/m?, Jlexcamemaszon** 10 Mr/m?,
8—28-ii 1uu + 7 THEH OTMEHBI 8—28-1i quu + 7 THEH OTMEHBI

o JlayHopyoumma** 45 mr/m?, 8, 15, 22-it mau

e Bunkpuctua** 2 wmr, 8, 15, 22-ii 1au

e Acnaparunaza** 10 000 EJI/m?, 29-i, 36-i nH1
Hynkuusa KM Ha 36-ii 1eHb

v

Il ¢paza unoykyuu
e MepxkanTomypun** 25 mr/m?, 43—70-it ntau
e [luxmodochamun™* 1000 mr/m?, 43-it 1eHb
o [lurapabun** 75 mr/m?, 45-48-i1, 59-62-i nau
e Acmaparunaza** 10000 EJ/m? 50, 57, 64-it gHun wu
moracnapraza** 1000 EII/m? 50-ii, 64-it nau

Hyuxuusa KM na 70-ii nenb

«— T

<5% OnacToB >5% OmacToB
Konconuoayus | Ilpocpamma
o Jlekcamerazou** 10 mr/m2, 71-84-ii guu + 7 qHEH OTMEHBI Jleuenus
o Jlokcopyounma** 30 mr/m?, 71-i, 85-i qHM pe3ucmeHmuvlx ghopm

e Bunkpuctua** 2 mr, 71-i1, 85-i auu Monuduramms 10361
l MepKanTonypuHa** B
122 3aBUCHUMOCTH oT

YPOBHSA JIEHKOIIUTOB U

TPOMOOIIUTOB



Konconuoauusn 11
Mepxkanronypua™** 50 mr/m?, 92—105-i 1amn
Acmaparunaza** 10 000 EJI/m?, 92-i1, 99-ii nau

nmyu maracmnapraza** 1000 EJI/m?  92-it neHp

|

Konconuoauus 111

Mepxkantonypun** 25 mr/m?, 106-133-i1 1au
Huknodpochamun®* 1000 mr/m?, 106-i neHb
Hurapadbun™®* 75 mr/m?, 108—111-#1, 122-125-i naun
Acmaparunaza** 10 000 EJI/m?, 113-i, 127-ii nau wjm

moracnapraza** 1000 E/I/m?> 113-i neHn

_/

Konconuoauusn \V
Mertotpekcar** 1,5 r/m? (B Teuenue 24 u), 134-ii neHp
Jexcamerazon** 30 mr/m?, 134-136-it nan

10 000 E//m?,

Acrmaparunaza** 136-i1 gesp wWwiIm

maracnapraza** 1000 EJI/m?> 136 nenn

"

Konconuoauus \V

Iurapabun** 2 r/m?, 2 pa3a B 1eHb, 148-ii neHb

Jexcamerazon** 30 mr/m?, 148—150-it nan

Yucjo ‘{n*c.ﬂo Jo3a

JelKouu | TpoMOOIl | MepKanT

TOB HUTOB OIypHHA
*x

Bonee 2,0 | Bonee 100 | 100 %

x 10%n | x 10%n J103b1

Or Or 50 x |50 %

1,0x10%n | 10%n 1o | mo3sr

o 100 X

2,0x10%n | 10%n

Memnee Menee 50 | 0%

1,0x10%m | x 10%n

Acnaparunaza** 10 000 EJI/m?, 150-# nenp nnm moracmapraza ** 1000 EII/m> 150 nesb

|

Hoddepofcuealou(aﬂ mepanusn 6 medyenue 2 1em om momenma 3aeepuienun nocneonezo Kypca

KoHconuoauuu

Mesicdy yuknamu noooeprcusarouieil mepanuu Hem UHmMeEPEanos: 1-ii denv nocnedyrwuiezo

Kypca ciedyem cpasy 3a NOC1e0HUM OHEM NPeoulecmeyouezo

Hoooepicusarowman mepanus, yukiaot Ne 3(1-3):

Jlexcamerazon** 10 mr/m?, 1-3-ii gHu
Mepxkantomypun** 50 mr/m?, 4-28-i nHHA
Bunkpuctun®* 2 mr, 1-it nenp
Haynopyouuun** 45 mr/m?, 1-i n1eHp

#Metotpekcar** 30 mr/m?%, 2, 9, 16, 23-i1 nHu

\

Mopaudukamus 10361
MepKarnTonypuHa** n
#meroTpekcara®* B
3aBHCUMOCTH OT
YPOBHS JIEUKOIIUTOB U

TPOMOOIIUTOB

/

Acnaparunaza** 10 000 EJI/m?, 3-i1, 10-if qau wnm maracnaprasa ** 1000 EJI/mM? 3 neHb

123




(cymmapuas 003a aHmpayukiuHo8 U pOOCMEEHHbIX COCOUHEeHUl K MOMeHmy 3asepuieHusi 3-20

Kypca noodepacugaroweti mepanuu cocmasisem 360 me/m? 6 pacueme na daynopybuyun**)

Hoooeprcusaroman mepanus, yuxaot Ne 21(4-24):

Jlexcamerazon** 10 mr/m?, 1-3-ii gHU
Mepxkantonypun** 50 mr/m?, 4-28-it nau
Bunkpuctun** 2 mr, 1-it nenn
#Metotpekcat** 30 mr/m?, 2, 9, 16, 23-it 1HI

Acmaparunaza** 10 000 EJI/m?, 3-#, 10-# nau nium aracnaprasa ** 1000 EJII/m? 3 nens

Ilpogunakmuka neiiponeiikemuu

Nutparekanbro (utapadbun™* 30 mr, #MeroTpekcat** 15 mr, #nekcamerazon™* 4 mr): 0, 7, 14,

21, 28, 35, 70-i nau B Teyenne XT, 105-i1 nens koHconmuaanuu |1, kaxxnple 3 MecdAla B TEUEHUE

IIOAICPKUBAIOIIECH TEpaIUU.

Jleuenue neiiponeiikemuu

ITocne anarHOCTUKH HeﬁponeﬁKeMHH BCC 60J'ILHI>I€, IoJIy4Jaromue HpCI[HI/ISOJ'IOH**, MMEPCBOIATCA

Ha JiekcaMmeTa3oH™*. CIUHHOMO3TOBbIE MYHKIIMK BBIMOJIHSIOTCS ¢ 4acToToi 1 pa3 B 2-3 aHs 10

IMOJIYYCHUA 3 HOPMAJIbHBIX aHAJIN30B CITMHHOMO3TOBOI KHUJIKOCTH, 3aTCM ITYHKIIUH BBITTIOJIHATOTCSA

1 pa3 B Henento B TeueHue3 mec, 3areM 1 pa3 B 2 Hell B TeueHue 3 mec, 3areMm | pa3 B 2 mec 10

OKOHYaHMHA JICUYCHUA.

IMpoTokoa poccuiickoii ucciienoBaTelbckoid rpymnbl s Ph-weratuBubix OJIJI 'y

NAINMEHTOB B Bo3pacTe MoJioke 55 et — «OQJ1LJI-2016» [1]

Cxema nporokoja «ALL-2016»

Ilpeogpasza: Ipenuuzonon™* 60 mr/m* 1-7 nuu

- Hynkuusa KM Ha 8 nenb —_—

<25% OmacToB > 25% OacToB
Hnoykuusa | paza (8-36 onu) Unoykuusa | cpaza (8-36 onu)
IIpeonuzonon** 60 mr/m? Hexcamemaszon™* 10 mr/m?
8-28 nHu + 7 gHEl OTMEHBI 8-28 nHu + 7 gHEW OTMEHEBI

HNaynopyounusa™** 45 mr/m? 8, 15, 22 nuu

Bunkpuctun®* 2 mr 8, 15, 22 nuu

acmaparunraza** 10000 EII/m*> 29, 36 nuu

Cnunnomo3208as nyHKyus ¢ 66edeHuem mpex npenapamos (uurapabun** 30 mr,
#meroTpekcat** 15 mr, #nekcamerazon™* 4 mr)- 0,7,14,21,28,35 onu
HMyuxkuusa KM na 36 nenn
v
Hnoykuusa 1| gpaza (43-70 onu)
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Mepxkanronypun™** 25 mr/m?  43-70 qgau
Huxnodochamua** 1000 mr/m? 43 neHn
[Mutapabun** 75 mr/m>  45-48, 59-62 nau
acmaparuaaza** 10000 EIl/m> 50, 57, 64 nau wnm moracmaprasza ** 1000 EI/m? 50, 64 nau
Cnunnomo3seosas nyukyus ¢ 6gedeHuem mpex npenapamos(urapadbun™* 30 mr,
#merotpekcat** 15 mr, #nekcamerazon** 4 mr) 69 oenn

Hyaxkuusa KM na 70 nenb

«— T

<5% OnacToB >5% OmacToB
\oue}ma MOBb B K/M‘ npozpamma
Jleuenus
Konconuoayus | (71-91 onu) pe3ucmenmuuvix hopm

Jexcamerazon** 10 mr/m? 71-84 num + 7 qHEH OTMEHBI

Hokcopyourua™** 30 mr/m? 71, 85 nHu

Bunkpuctun** 2 mr 71, 85 nuu

Cnunnomoseosas nyHKyus ¢ 86edenuem mpex npenapamos (nurapadbun™** 30 mr, #metorpekcar™*

15 mr, #nekcametazon™* 4 mr) 84, 91 denv

Konconuoauusn 11 (92-105 onu) I
MepxkanTtonypua™** 50 mr/m*>  92-105 nuu
acmaparunraza** 10000 E[I/m* 92, 99 nuu

Moandukaumnsa oosbl
MepkanTonypuHa™*

B 3aBMCUMOCTW OT
unu maracnaprasza ** 1000 EJI/M*> 92 nenb

YPOBHA J'IeIZKOLIMTOB
Cnunnomoseosas NYHKYUs C 66eoeHuem

mpex npenapamog (uurapabun** 30 mr, #merorpekcar’{* 15 wmr, #aekcamerazon™* 4 wmr)

105 oenw

! v
Konconuoauus 111(106-133 onu) \
Mepxkantonypun®* 25 mr/m*>  106-133 nuu
Huknopochamun®* 1000 mr/m> 106 nenp
Hurtapabun** 75 mr/m>  108-111, 122-125 naun
acmaparuraza** 10000 E[I/m> 113, 127 nuu

nnu maracmaprasza ** 1000 EJI/m? 113 nens
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Cnunnomoseos8as nyHKyusi ¢ 68edeHuemM mpex npenapamog (muTapadbun™* 30 wr,
#meroTpekcat** 15 mr, #nekcametazon** 4 mr) 119 oenw
onenka MOB B k/M (1enb +133)|
Konconuoayus 1V (20-23neoenu)
Mepxkanromypua®* 50 mr/m*>  134-161 nau Ameno Ameno Hosa
HeﬁKOHHTOB TpOM60HI/ITOB MEpKaImTo-
#Metotpekcar** 30 mr/m? 134, 141,148,155 nau p—
Hexcamerazon™* 10 mr/m2 134-136 namn Goxee Goxee 100% nosw1
2,0x10%n 100x10%1
acnaparunaza** 10000 EJI/m? 135,142,149,156 naun or  L.Ox107x | or 50x107x 20 | 50% or aosm
9 9
unu meracnaprasza** 1000 EI/m? 135, 149 quu A0 2,0x10%x | 100x10%x
MeHee menee 50x10%n | 0%
CnuHnOMO03208a5 NYHKYUS C 86e0eHUeM 1.0x10%1

mpex npenapamos (nutapadbun** 30 mr, #MeroTpekcar**
15 mr, #nexcamerazon** 4 mr) 140, 154 onu
Konconuoauus N (24-27 neoenu)

Jexkcamerazon™* 10 Mr/m? 162-164 nau

Mepxkantonypun®* 25 mr/m? 165-190 nuu

172-175, 185-188 nam
acmaparmaaza** 10000 EJl/m? 162, 169, 176, 183 nenb

i maracmapraza** 1000 EJl/m?> 162, 176 nau

[urapabun** 75 Mr/m?

Cnunnomo3206as nynKyus ¢ 66edeHuem mpex npenapamog (uutapadbun™* 30 mr, #metorpexcar**

15 mr, #nexkcamerazon™** 4 mr) 177, 190 onu

‘OHGHKa MOB B ¥/M (1eHb +190)‘

|

Hodbepofcuealomaﬂ mepanus 6 meuernue 2 nem om momenma 3aeepuienun nocneonezo Kypca

KoHcouoayuu

Meotcdy wuuxknamu nooodepircueaiouwieit. mepanuu  Hem

unmepeanoe:

nocnedyrwuieco Kypca ciedyem cpasy 3a ROC/1e0HUM OHeM RPeOutecmeyIouie2o

Ioooepocuearomas mepanus, yukiavt No3 (1- 3)(nauano 28 neoenu, +191 oens)

1-3 mam
4-28 nHu

Hexcamerazon** 10 mr/m? I
MepxkanTtomnypun** 50 mr/m?
Bunkpuctun** 2 mr 1 nesp

Jaynopyouyun™* 45 me/m? 1 oens

#Merotpekcat** 30 mr/m? 2, 9, 16, 23 nuu
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acnaparunaza** 10000 EJl/m*> 3, 10 nuu

unu maracnaprasza ** 1000 EJI/m? 3 nenn

(cymmapuas 003a AHMPAYUKIUHOE U POOCMBEHHBIX COeOUHEHUl
mpemve20 Kypca noooepicusaroueli mepanuu cocmaegisem
360 ye/m? 6 pacueme na Jlaynopy6uyun™*)
Ioooeprcusaroman mepanus, yuriot No9 (4 - 5)
Jexcamerazon** 10 mr/m?  1-3 gHun

Mepxkantonypun** 50 mr/m?>  4-28 nHu

Bunkpuctun®* 2 mr 1 nesn

#Merotpekcat** 30 mr/m? 2, 9, 16, 23 nuu
acmaparuaaza** 10000 E/m> 3, 10 qau

wim mracmapraza** 1000 E/l/m?> 3 nesb
Hoooepicusaroman mepanus, yukiaovt Nel2 (6 - 24)
Hekcamerazon™* 10 mr/m> 1-3 nHHM

Mepxkantonypun** 50 mr/m?>  4-28 nHu

Bunkpuctun®* 2 mr 1 nenn

#Merotpekcat** 30 mr/m? 2, 9, 16, 23 nuu

Ilpogunakmuka neiiponeiikemuu

K MOMeHm)y 3a6epuleHusl

Moandukaumnsa oosbl
MepKanTonypuHa™* u
#meTOoTpekcaTta™ B
3aBUCUMOCTH oT
YPOBHSA NenKounToB

n TpomMboumnTOB

Wutparekansio (Lutapadbun™* 30 mr, #Metotpekcat** 15 mr, #/lekcametazon™** 4 mr): Bo

BpeMs unaykuuu: n1uu 0, 7, 14, 21, 28, 35, 69;

e BO BpeMs KypcoB KoHconuaauuu Ha 1THU 84, 91 (| xoHcommmanus), 105 (Il koHCONMMAanus),
119 (Il xonconumanus);140, 154 (IV xoucomunmarms), 177 (V koucomumarus), 190(V

KOHCOJIUIAIIHS)

e KaxJple 3 Mecdlla B X0€ 2 JeT MOAAEPKUBAOLIEH TEPANUH 10 3aBEPUICHUSI BCEU MPOTPaMMBbI

JICYEHHUS M0 MPOTOKOIY (8 MyHKIIN)

Jleuenue neiiponeiikemuu

[Tocne nuarHocTUKY HelposelikeMuu Bce O0JIbHbIE, TOJIyYalolue MPEeIHU30JI0H*™, IepeBoAsITCS

Ha I[CKCB.MCTSBOH**. CIMHHOMO3TOBEIC IMYHKIIUU BBITIOJIHATOTCS C 4acTOTOM OJMH pa3 B ABa-Tpu

AHA 00 TMOJYUYCHUA TPEX HOPMAJIBHBIX aHAJIIU30B COHMHHOMO3TOBOH KHUJIKOCTH, 3aTEM IIYHKIUH

BBIITOJIHAKOTCA OJJUH Pa3 B HEACIIO — B TCUHCHHUEC TPEX MCECALICB, 3aTEM OAWH pa3 B JIBC HCIACIH — B

TEUYCHHUEC TPEX MECALCB, 3aTEM OJIUH pa3 B ABa MECALIA 10 OKOHYAHUSA JICYCHUA.

IIporokoa HeMenkoil ucciaenoBareabckokii rpynnbl GMALL (06/99 and

07/03) [5, 254]

®da3a Tepanuu Jo3a, nyTs BBe1eHUs Bpems BBeenus

IMpeadaza (quu 1-5)
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Jlexcamerazon™* 10 Mr/m? BHYTpB Juu 1-5
Huxnodochammm™** 200 mr/m? B/B (1 1) Jau 3-5
#MetoTpekcar** 15 Mr uHTpaTeKaIbHO Hens 1

IepBas ¢a3a naaykuun (quu 6-20)

Jlexcamerazon™* 10 Mr/mM? BHYTpb Juu 6-7, 13-16
Bunkpuctun®* 2 mr B/B (00110CHO) Huu 6, 13, 20
HNayHnopyounua™** 45 mr/m? B/B (15 Mun) HMuun 6 - 7,13-14

Bospacm >551 30 me/m?
[Isracnapraza™* 1000 ex/m? B/B (2 1) Jens 20
Bospacm >551 500 eo/m?
Ounrpactum™* 5 MKI/KT ITOJAKOKHO Hauunag ¢ 6-ro qus
Y nayuenmoeg ¢ ucxoonvim
Konuuecmeom Hetimpodunos <500/mxn Hauunas ¢ 1-ro nus
TakTka BeleHUs MAIMEHTOB C MCXOIHBIM KOJUYECTBOM HeutpoduioB <500/mMki (umu
pa3BUBILKMCS B TeueHue 1-x 5 nHei):
o [IP unu vacmuunas pemuccus Ha 1 1-ii Oens: 86edenue daynopyouyuna**, gunkpucmuna™**
u dexcamemaszona** npu Heo6Xo00UMoCmu Moxicem 6vimsb nepeHeceHo 00 0CCMAHOBIeHUs
yucaa neumpo@unog >500/mxn (Makcumym na Heoero).
o [Ipu pesucmenmHocmu uiu npocpeccull: NPoOoJICeHUue mepanuu.
Onenka pemuccuu: 11-it u 26-i nuu (c ouenkoit MOB).

Il dpaza unaykuun (26—46-i 1HM)

Huknodpochammm™* 1000 mr/m? B/B 26-ii, 46-i1 oK
[Hurapabun™** 75 mr/m? B/B 28-31, 35-38, 42—-45-ii nuu
MepxkanTonypun** 60 Mr/M? BHYTpB 26—46-i1 qHUI
#MetoTpekcar** 15 Mr uHTpaTeKanbHO 28, 35, 42-i1 nau
Ounrpactum™** 5 MKI/KT MOAKOKHO Ha4YMHAas ¢ 26-TO THI
O6myuenue [THC 24Tp

[Taruentam ¢ T-OJIJI ¢ nmopaxkeHHeM CpeloCTeHHs B Hadajie BTOPOH (a3bl MHAYKLUU
BbinosHsAeTcst KT-konTposb. [Ipu octarounoii onmyxonu >2 ¢M nociie Bropoi ¢a3bl MHAYKLIUHU B
MPOrPaMMHYIO TE€PAIUIO BKIIOYAIOT O0TydYeHHE.

Onenka pemuccuu: 46-it nens (c onenkoit MOB).

Koncoaunamuus | (71-i nenn)

JlekcameTa3zon™* 10 Mr/m? BHYTpS 1-5-it nau
Bunkpuctun** 1 mr/m? (max 2 mr) /B (GomrocHO)  1-ii 1eHb
MeTtoTpekcar** 1.5 r/m? B/B (24 u) 1-it neHp
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Bospacm >355 nem
#Otoro3un**
[urapa®un**

Bospacm >355 nem

1,0 2/m? 6/
250 mr/m? B/B (1 )
2 r/m? 2 pa3a B 1ieHb B/B (3 1)

1 r/m? 2 paza B JieHb B/B

4-1, 5-f1 tHU

5-11 nenn

dunrpacTum™* 5 MKI/KT IIOAKOKHO HayWHasA ¢ 7-ro IHI
#MeroTpekcaT** 15 mr

[urapa®un™** 40 mr MHTPATEKAJIBHO 12-it nenn
#]lekcamerazon™** 4 mr

Onenka pemuccun: 71-i nens (¢ onenkoid MOB).
Janee npoBoautces mooOmau3aus u coop CKK Bcem manmeHTaM CTaHIAPTHOTO PHCKa U
BCEM NAI[MEHTaM BBICOKOTO U OY€HBb BBICOKOTO TPYIIN PUCKA, Y KOTOPBIX HET JOHOPA.
Cxema JanpHEHIIEr0 JICUCHUS 3aBHCHT OT TPYIIBI PUCKA, K KOTOPOW MPHHAJJICKUT
MaIMEeHT.
JI1sl Tpynnbl CTAHIAPTHOTO PHCKA:

Kouncoaunaanus sropas (16-1 Heaest)

MetoTrpekcar** 1.5 t/M? B/B (24 1) Hens 1, 15
Bospacm >55 1 1.0 2/m? 6/8

[Tsracnapraza™* 500 ex/m? B/B (2 u) Juu 2, 16

MepKanTomypun™* 60 MT/M? BHYTpB Hun 1-7, 15-21

Onenka pemuccuu: Hepens 16 (¢ ouenkoit MOB).

Pennaykuus | (22-1 Henens)

#IIpenuuzonon™** 20 mr/m? B/B 3 pBI 1-14-i1 quun

Bunkpuctun** 1 mr/m? B/B (60MIOCHO) 1-7-i nHu

JlokcopyOoumun** 50 mr/m? B/B (15 MuH) 1-7-11 nuu

#MetoTpekcar™** 15 mr

[utapaOun** 40 Mr MHTPATEKAIbHO 1, 15-i1 qaun

#]lexcameTazon™** 4 mr

Pennaykuus 11

Huxnodochammm** 1000 mr/m? B/B 26-i1, 46-i1 1HU

[utapaOun** 75 mr/m? B/B 28-31, 35-38, 42-45-i1 nau

MepxkanTomnypun** 60 Mr/m2 BHYTpPb 26—46-i1 THU
Ouenka pemuccun: 30-s vHeaens (¢ onenkoir MOB).

Koncoaunamus 111 (30-s1 Hemesist)

MertoTtpekcat™* 1.5 r/m? B/B (24 ) Mun 1,15

Bospacm >55 n 1.0 2/m? 2 6/s
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IIsracnapraza** 500 en/m? B/B (2 u) Jau 2,16

MepKanTonypun™* 60 Mr/M? BHYTpB Huum 1-7, 15-21
Konconunamus 1V (36-1 Hexelist)

[utapaOun** 150 mr/m? B/B 1-5-i gun
#Otomo3un** 100 mr/m? B/B (2 9) 1-5-ii nau
#MeroTpekcaT** 15 mr

[urapa®un™** 40 mr HUHTpATEKaJIbHO 1-i1 nenp
#]lekcamerazon™** 4 mr

Koncoaunamus V (41-s1 Hemesist)

Huxnodochamumm™** 1000 mr/m? B/B 1-1 Henens
[uTtapa®un** 500 mr/m? B/B (24 u) 1-1 nenens
#MetoTpekcar™** 15 mr

[urapabun™** 40 mr WHTPaTEKAJIbHO 1-s Hepens
#]lekcamerazon™** 4 mr

Onuenka pemuccun: 46-s neaens (¢ ouenkor MOB).

Koncoaunamus VI (46-s1 Hemxens)

MeroTpekcaT** 1.5 r/M? B/B (24 u) Hens 1,15

Bospacm >55 1 1.0 2/m? 6/8
[Tsracnapraza™* 500 ex/m? B/B (2 u) Juu 2, 16
MEpKanToIypuH™* 60 Mr/M? BHYTpB Huum 1-7, 15-21
HNutpaTexkanbHoe BBedeHHe penapaToB (52-1 Hexesis)
#MeroTpekcar** 15 mr
[{utapaOun** 30 mr MHTPATEKAJIBHO 52-s1 Hepens
#]lexcameTazoH™** 4 mr

Orenka pemuccun: 52-s1 Heaens (¢ onenkoir MOB).
Hanee npoBoautcs crpatudukaiys no MOb-cratycy nanuenra:
e [ pynna nHuskozo pucxka no MOKB: okonuanue mepanuu.
e [pynna gvicokoco pucka no MOB: TI'CK unu unmencugnas noooepicusarowds mepanus
U Mmepanusi 8 pamKax UCCie008aHuUl.
e [pynna cpeonezo pucka no MObB: unmencusnas noooepaicusaroujas mepanus.
JlJ1st rpynnsel BBICOKOTO M O4€Hb BHICOKOI0 PHCKA:
IIpu nanuuuu oonopa:
o  Anno-TI'CK poocmeennas unu HepoOCmeeHHas.
Ipu omcymcemeuu oonopa:

Koncoanmanus 11
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OJIJI u3 B-tipeaimecTBeHHUKOB

#U napyourma ** 10 mr/m? B/B (15 MuH) 1-#, 3-i qaUM
Bospacm >55 nem 7 me/m? 6/s

#Dmynapabun™* 30 mr/m? B/B (1 1) 1-5-it nau

[Hutapabun™** 2 r/M? B/B (2 ) 1-5-ii nHM

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

¢bunrpactum™>* 5 MKr/KT HayuHas ¢ 7-ro JIHA
#MeroTpekcar** 15 mr

[urapabun™** 40 mr WHTpaTEKAJIbHO 1-it nenn
#]lekcamerazon™** 4 mr

Ouenka pemuccuu: 16-s1 nepens (¢ ouenkoit MOB).

OJIJI u3 T-npeanieCTBEeHHUKOB

#KnanpubOun 0,2 mr/kr B/B (24) 1-5-ii nHU
#Itomozum** 60 mr/m? B/B (2 49) 1-5-11 nau
[urapaOun™** 1,5 r/m? (90 mun) 1-5-i1 nuu

Bospacm >55 nem 1 2/m? 6/
dunrpacTum™* 5 MKI/KT HayuHad ¢ 6-ro qHs
#MeroTpekcaT** 15 mr
[urapabun™** 40 mr WHTPaTEKAJIbHO 1-i nenn
#]lexcamerazon™* 4 mr

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

AyTto-TI'CK

[TarueHTHl M3 TPYMI BBHICOKOTO W OYEHBb BBICOKOTO PUCKOB, KOTOPHIM HE MOXET OBITh
BBITIOJTHEHA TpaHCIUIAHTAIKs, Toiay4daroT XT 1o mporpamme Tpynmbl CTaHAAPTHOTO pPHUCKA C
cootBercTByOIIMM MOb-koHTposieM. Ilocrme roga Tepamuu BHOBb TMOJHMMAETCS BOIPOC O
BoinosnHeHun TT'CK.

ITporokoa M.D. Anderson CRC RxHyper-CVAD/HMA [56, 61]

Iportoxoa Hyper-CVAD coctout u3 uepenoBanus cooctseHHo kypcoB Hyper-CVAD (1,
3,5, 7) u kypca HMA — nurapabuna™* u merorpekcata** B BbICOKHMX a03ax (2, 4, 6, 8) u
JaJTbHEWNIIEeH OAIep)KUBAIOIICH TEPANIMU B TEUEHUE 2-X JIET.

[Manuentam ¢ CD20-no3utuBHeiMu B-OJUI/JIBJI (B Tom uucne npu 3pensix B-OJII) B 0
JIeHb (TO CTh 3a JIeHb JI0 Hauana Kypca XT) BeITIoNHsAETCS BBeAieHHEe #putykcumada™* (R) B mose
375 mr/m? B/B 32 6-8 4acoB
da3a Tepanuu [o3a, nyTs BBe1eHUSA Bpems BBeneHus

Hyper-CVAD
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Huxnodochammm™* 300 mr/m? 2 pa3a B eHb B/B (2—3 1) 1-3-if aHM

(Bcero 6 BBeneHUN)

Bunkpuctun** 2 MT B/B 4-i, 11-i nam
JlokcopyOuIuH** 50 mr/m? B/B (24 u) 4-i nenb
#]lexcamerazon™** 40 mr B/B WJIK BHYTPh 1-4-i, 11-14-i namn
HMA

MetoTrpekcat** 1 r/m? B/B (24 u); 1-it nenn
[utapabun** 31/Mm 2 pa3a B JicHb B/B (2 4) 2-#1, 3-11 guun

Bospacm >60 nem 1 2/m? 6/s
(Bcero 4 BBeneHUS);
MeTtwinpe tHu30I0H* * 50 mr 2 pa3a B IeHb 1-3-i1
(Bcero 6 BBenEHUN)
[Tpopunaktuka nopaxenuss LIHC mnpoBoaurcs Ha KaxaoMm Kypce, cymMMapHo 16
MHTPATEKAJIbHBIX BBEJCHUI:
e MeroTpekcar™** — 12 Mr UHTpaTeKaIbHO, 2-ii ICHb.
e [lurapabun™* — 100 Mr HHTpaTEeKaJIbHO, 7-1 JICHB.
Bceem nmanmentam ¢ OJUUI/JIBJI (kpome narueHToB co 3pesnsiM B-OJIJI) neoOxonumo npoBeneHue
IIOIIEP/KUBAIOLLIEH Tepanuu B TeueHue 2-x jet. [Tonnepkuparomas Tepanus HaYnHAeTCs yepes 2
HEJIeNIU 1I0CII€ OKOHYAHNS HHTEHCUBHOM TEpaIuu.
e MepxkanTomypua** 50 Mr/M? B ieHb BHYTpPb €KeTHEBHO
e #Merorpekcar** 30 mr/m? BHYTpb | pa3 BHEJEINIO
Jlo3a mepkanronypuHa™* u merorpekcara™™ kopperupyercst B 3aBUCUMOCTH OT IOKa3aTeseu
neiikonutoB U TpomOouutoB. Ha ¢QoHe mnoanepkuBaromeil Tepanuu BBITOJIHSIOTCS
MHTpaTeKallbHbIe BBeeHUs | pa3 B 3 Mecsua.
ITIporoxkoa «OJIJI-2009», ananTupoBaHHbIN A5 JedeHus nanueHToB ¢ OJIJI
crapiueii Bo3pacTHoii rpynmnsl (55 et u crapure) [1]

Ilpeoghaza: npennuzonon 60 mr/m?, 1-7-i qau

- Hynxkuusa KM Ha 8-ii nenb —_—

<25% 0macToB >25% 0acToB
| paza unoyxkyuu Il ¢paza unoyxkuyuu
Ipeonuszonon™** 60 mMr/m?, Jlexcamemaszon** 6 Mr/m>,
8-14-i1 nHu + 7 QHENR OTMEHBI 8—-14-i1 nau + 7 qHENR OTMEHBI

e JlayHopyOouuumu** 45 mr/m?, 8-it u 15-it nuu
e Bunkpuctun** 2 mr, 8-t u 15-if 1M

e Acnaparunaza** 6000 EJI/m?, 29-i1 u 36-i1 mHM niu moracnapraza*™
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600 EJI/m?, 29-ii neHb

Hynkuus KM na 36-ii nenb

v

Il paza unoyxyuu

e Mepkantonypun** 25 mr/m?, 43—70-i nHH

o [uxmopochamun™* 1000 mr/m?, 43-ii neHb

o [lurapabun** 50 mr/m?, 45-48-i1, 59-62-it nau

e Acmaparunaza**

6000 EJiM,

maracnaprasza** 600 EJI/m?, 50-it u 64-i1 neHb

Hyaxkuusa KM na 70-ii nenn

-

<5% OnacToB

'

Konconuoauus |

Jlexcametazon** 6 mr/m?, 71-84-it nam + 7 qHEH OTMEHBI

Hokcopyournua** 30 mr/m?, 71-it u 85-ii naA

Bunkpuctun®* 2 mr, 71-it u 85-it nuu

Konconuoauus 11
MepxkanTtomypua** 50 mr/m?, 92—-105-i1 1an j\
Acmaparunaza** 6000 EJI/m?, 92-it u 99-it o1

unu maracnapraza** 600 EJI/m?, 92-ii nenb

|

Konconuoauus 111

om momenma 3a6epuiteHusn nocneonezo

MepxkanTtonypun** 25 mr/m?, 106-133-it 1au
Huknodpochamun®* 1000 mr/m?, 106-it neHp
Hurapabun** 50 mr/m?, 108-111-i1, 122-125-i
JTHH

Acnaparunaza®* 6000 EJI/m?, 113-ii u 127-it nau
nnu maracmapraza** 600 EJI/m?, 113-i nenn

Iloooepotcusarouwias mepanus ¢ meuenue 2 1em

I kypca

KoHcouoayuu.

Mestcdy wuurknamu noooepicugarouieii. mepanuu Hem UHMEPBAIOE:

nocnedywuieco Kypca ciedyem cpasy 3a ROCJ1e0HUM OHeM RPeouecmeyouie2o.
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Hoooepicusaroman mepanus, yuxiaot Ne 8(1-8): I

e Jlekcamerazon** 6 mr/m?, 1-3-it gHuU

e Mepkantonypun** 50 mr/m?, 4—28-it nHI
Monudukammst 103sl

e Bunkpuctua** 2 mr, 1-ii 1eHb s
> MEpKaITOIypUHa™™* 1

e #Metorpekcar** 30 mr/m?, 2, 9, 16, 23-i1 nau #veToTpexcata*® B

e Acnaparunasza** EJI/m2, 3-11 neHb
cniaparnnasa** 6000 EZl/m?, 3-i ne 3aBHCHMOCTH OT YPOBHS

i maracmapraza** 600 EJI/m?, 3-it neHn

Hoooeprcusaromasn mepanus, yuxaot Ne 21(9-24):

JIEHKOLIUTOB U TPOMOOITUTOB

e MepkanTonypun** 50 mr/m?, 4—28-it nHI
e Bunkpucrun** 2 mr, 1-ii n1eHb
e #Metorpekcar** 30 mr/m?, 2, 9, 16, 23-i1 nau
Ilpoghunaxmuxka neiponeiikemuu
WnuTparekanpHo (murapadbun™* 30 mr, #merorpekcar™* 15 mr, #nexkcamerazon™®* 4 mr): 0,
7,14, 21, 28, 35, 70-i1 nuu B teuenne UT, 105-# nens xouconumanuu |1, kaxxaere 3 Mec B TeueHme
MOIJIEP>KUBAIOIIEH Tepanuu.

Jleuenue neiiponeiitkemuu

[Tocne nuUarHOCTHMKKM HEWPOJEHKEMUU BCE NAI[MEHTHI, IOJIyYalOLUe IPEIHU30JI0H™*,
IepeBOJATCS Ha JekcaMeTa3oH**. CIIMHHOMO3IOBbIE TYHKIIMH BBIIIOJIHAIOTCA € 4acTOTOM 1 pa3 B
2—3 1HS 10 NOJTyYeHHsI TPEX HOPMaJIbHBIX aHAJIN30B CIUHHOMO3TOBOM KHU/IKOCTH, 3aT€M ITyHKIIUU
BBINIOJIHAIOTCA | pa3 B Heelto B TeueHue 3 Mec, 3ateM 1 pa3 B 2 Hell B TeueHue 3 Mec, 3ateM | pa3

B 2 Mec JO OKOHYaHHA JICUCHHA.

IIpoTokoa eBpomneiicKoii rpynnbl Mo JieYeHUI0 NanueHToB crapiie 55 jet ¢ OJLII [5]

Mpendasza: nexcamerason** (mepopambHo, 10 mr/m%, B 1-5-if 1HHM), MeToTpekcar™**
(uaTpaTekanbHO 12 mr, B 1-i 1eHb).

Huayxuus, dasa I: nexcamerason** (mepopansro, 10 mMr/M? B 6-7-it*, 13—16-it xum);
BUHKPUCTUH** (BHYTpUBEHHO, | Mr B 6-i, 13-ii nHK); #ugapyOuuuu** (BHyTpruBeHHo, 10 mr, B
6—7-11, 13-14-ii nuu); MetoTpekcar** (BHyTpuoOosoueuHo, 12 wmr) + #uekxcamerazoH™*
(BHYTpHOOONOUEYHO, 4 Mr) + nutapadbun** (BHyrpuobonoueuyno, 40 mr) B 12, 20, 27, 34-ii nHu;
¢unarpacTumM™* (IOJKOXKHO, 5 MKI/KT, B 6-1 1I€Hb, 10 BOCCTAHOBJICHUSI KOJIMYECTBA HEUTPOPUIOB
>1,0x10%m).

HNupykums, gasza Il: muxnopochamua** (BHyrpuBenno, 300 mr/mM? B 20—22-ii ILHI/I)l;
uutapabun** (BHyTpuBeHHO, 60 Mr/M? B 21-24-i, 28-31-if 1HM).

lan yka3aHbl OTHOCUTENHHO Hayana npedasbl TeparuH.
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Koncomupamus (kaxzaeie 4-6 Hen): mukisl 1, 3, 5 — merorpekcar** (1000 mr/m?%; y
nanuenTos >70 et — 500 Mr/M?, BHYTpUBEHHO, B 1-if 1eHb); acmaparuraza** (10000 EJl/m?; y
nauenTos >70 et — 5000 EJI/M2, BHYTpUMBIIIEUHO, BO 2-if IEHB); UKL 2, 4, 6 — UTapaOun**
(1000 mr/m?%; y narenToB >70 net — 500 Mr/M2, BHYTPUBEHHO, B 1, 3, 5-if q1um).

IMoanep:xkuBaronias Tepanus (JITUTSIBHOCTHIO 110 2 JIET): IeKcaMeTa3oH** (mepopasibHo,
40 mr B 1-2-ii nHW); BUHKpUCTHH** (BHyTpuBeHHO, 1 Mr B 1-il JeHB), MepKanTOmypuH**
(nepopainbho, 60 Mr/M? B 1-90-it HK); MeTOTpeKcaT** (BHYTpUBEHHO, 25 Mr/M%, 1 pas B Heziemo).

Tepanus no nporpamme POMP (moanep:kuBamoias Tepanusi  mporpamMma JJisi JIuig
crapiue 55 jer) [56, 241] - 1 uuka cocraBiaser 28 aHeii:

e TIpemumsonon** 60 Mr/mM% BHYTpb 1-5 nHK
e Bunkpuctun** 1,4 Mr/mM? (2 Mr MakcHMaibHO) B/B 1-ii JeHb
e MepkanTtomypua** 60 mr/m? BHYTpS 1-28 1HE
e #MetoTpexcar** 20 mr/m? BHYTpS 1,8,15,22 1uE
Iporpammubl JiedeHus Jeiiko3a/aumdomsl bepkurra JIB-M-04 [63, 1]

Cxema sieyeHus: npeagasza — 4-6 6J1okoB (-A-C-)

IIpendgaza:

o Huxnodochamua™** 200 mr/m? B/B, 1-5-it nuu

o Hexcamerazon™* 20 mr BHYTpb, 1-5-i1 1HU

Baok A:

. #Udbochamua** 800 mr/m? B/B, 1-5-if auu

. Mertotpekcar** 1,5 r/m? B/ (B Teuenue 12 u), 1-if 1eHs

. Bunkpuctun®* 2 mr B/B, 1-i1 1eHb

. Jloxcopyoumua** 50 mr/m? B/B, 3-if 1eHb

. Hurtapabun** 150 Mr/M? B/B kaxapie 12 1, 4-5-i 1un (Bcero 4 BBeneHNS)
. #3tomozum** 100 mr/m? B/B, 4-5-if 1HU

. #]lekcamerazon™* 10 mr/M? B/B, 1-5-it nau

Baok C:

. Mertotpekcar** 1,5 r/m? B/ (B Teuenue 12 u), 1-if 1eHs

o #Bunbmactua** 5 mr/m? B/B, 1-if 1eHb

. Iurapabua** 2 r/m? B/B Kaxable 12 1, 2-3-if quu (Bcero 4 BBeNCHNU)
) #9romosua** 150 mr/m? B/B, 3-5-if mHE

. #Jlexcamerason** 10 mr/m? B/B, 1-5-if HK

[Ipodunaktuky HeipoaeikeMun MPoBOAIT B 1-i aeHb npendassl U B 1-i IeHb KaKI0TO
O5oka B BUJE MHTpaTeKkaabHOro BBeAeHus XT: murapabun** 30 mr, #merorpekcat** 15 wmr,

#npeaHuzonon** 30 mr.
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[Tpodunaktuka npu npoBeneHun tepanuu #udpochamuaom™* - mecHa** 20% ot 1036l
#udochamuma** Bo BpeMs BBeACHUS MpernapaTa u 4epe3 4 u 8 4acoB, IPH MPOBEICHUH TEPAITHH
METOTPEKCATOM** - KanbIus (honuHaT** 25 Mr/M? B/B U BHYTph Kaxk/ble 3-6 4acoB uepes 24 uac
u 2-7 cyTOK IocIIE.

#Purykcumab** 375 Mr/M? BBOIAT B 0-if JIeHb KakI0T0 OJ10Ka (Bcero 4 BBeneHUS )
Hyper-CVAD/HMA [56]
Hukas 1, 3,5, 7 (Hyper-CVAD):

. Huxnodochamum** 300 mr/m? B/ kaxsie 12 4, 1-3-ii nau (Bcero 6 BBeneHHUN)
. #Jlexcamerazon** 40 mr B/B uiu BHYTpb, 1—4-ii, 11-14-i1 nau
. Jlokcopybuuun** 50 Mr/m? B/B HempepblBHOH 24-4acoBoil MH(Y3HEH B IIEHTPANbHbI

KaTtetep, 4-il IeHb

. Bunkpuctun** 2 mr B/B, 4-i1, 11-i qau

Hukasl 2, 4, 6, 8 (HMA):

. Mertotpekcatr** 1000 mr B/B HenpepbIBHOM 24-yacoBoii nHdy3ueH, 1-i neHp

. Hurapabun** 3 r/mM? (y 60mpHBIX cTapmre 60 neT — 1 r/m?) B/B Kaxaple 12 4, 2-3-if aun

(Bcero 4 BBenEeHUS )

. Metunnpeaanzonon™** 50 mr B/B kaxeie 12 4, tau 1-3-i qau (Bcero 6 BBEICHMIA)

. #Putykcumab** 375 mr/m? B/B, 1-it, 11-if nam (st 1, 3) n 2-it, 8-if (wukist 2, 4) — Beero
8 BBeneHuit

. [Ipodunaktuka nopaxenus [[HC mnpoBoauTcs Ha KaXIOM Kypce, cymmapHo 16

MHTpATEeKaJIbHBIX BBEACHUI: MeToTpekcaT** 12 Mr uHTpaTekanbHo, 2-i eHb, tuTapadbun™* 100
MI UHTPATEKAIBbHO, 7-i1 IC€Hb
. [MonnepsxuBatomias Tepamnus mo cxeme POMP B Teuenue 2-x et

R-DA-EPOCH [241]

. #Putykcumab** 375 mr/m? B/B, 0-if eHb

. #3tomozum** 50 mr/m? B/B 3a 24 4, 1—4-if naut

. Jlokcopyouuua** 10 Mr/M? B/B 3a 24 4, 1-4-ii nan'
. #Bunkpuctun** 0,5 mr B/B 3a 24 4, 1-4-i1 nuu

. [pexuusonon** 60 mr/m? BHyTpS 1-5-i qHI

. [uknodochammm** 750 mr/m? B/B, 5-if neHB?

NHL-BFM 90 (B-HXJ12004 ma6.) [63]

CxeMma neyeHus:

2 B 3aBucumocTu ot TMEPEHOCUMOCTHU NPEABIAYIHICTO KypCa 03I MPEapaToB YBEINIYNBAIOTCA UJIUW YMCHBINAIOTCA Ha

20 %.
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I'pynma vuskoro pucka: V—-A-B
I'pynnma mpoMexyTo4HOro pucka Win BbicOkoro pucka: V. — AA — BB, nanee —
pecTaiupoBaHue
eciu [IP, To AA — BB (— AA — BB — y maniyieHTOB BBICOKOT'O PHCKA);
eciu HenoJHbii oTBeT, To CC, nanee — pectaiupoBaHue;
v’ ecnu gocturayra Bropast [P wiim OTCYTCTBHE OITYXOJIEBOM TKAHH, M0 JAHHBIM I10-
BTOpHOU O6uorncuu, To AA — BB - CC

v/ eci OIyXo0JieBasi TKaHb, 110 JaHHBIM IOBTOPHOM Onorcuu, To ayro-TTCK

Ipodasa (V):

#[Ipennau3onon** 30 mr/m? BHYTpb WM B/B, 1-5-if 1HH
Huxnodochamum** 200 mr/m? B/B, 1-5-it 1uu
MeTtotpekcat** 12 Mr uHTpaTekanbHo, 1-if 1CHD
Hurapabun** 30 Mr uHTpaTeKaibHO, 1-if 1eHB

#I1pemauzonon** 10 Mr UHTpaTeKAIBHO, 1-1 IeHb

Baok A:

#]lekcamerazon™* 10 MI/M? B/B WIIH BHYTpb, 1-5-ii AHU

#Udochamua** 800 mr/M? B/B, 1-5-it nuu

Mertotpekcar** 500 mr/m? B/B, 1-if nens (24-4yacoBas HHDY3HU)
Hurapabun** 150 mr/m? B/B kaxapie 12 41, 4-5-i 1un (Bcero 4 BBeneHUS)
#3tomozun** 100 mr/m? B/B, 4-5-if 1HU

MertoTpekcaTr** 12 Mr uHTpaTeKkaabHo, 1-it 1eHb

Hurtapabun** 30 Mr unTpaTekaabHo, 1-i AeHb

#IIpeaauzonon™* 10 Mmr uHTpaTEeKaIbHO, 1-ii 1EeHb

Bbaok B:

#]lexcameraszor** 10 Mr/mM? B/B WM BHYTpb, 1-5-if 1uu
uxnodochammm** 200 mr/m? B/B, 1-5-it 1aHI

Mertotpekcar** 500 mr/m? B/B, 1-if nens (24-yacoBas HHDY3HUS)
Jlokcopybuuua** 25 Mr/m? B/B, 4-5-it nHI

MertoTpekcaTt** 12 Mr uHTpaTeKkaabHo, 1-if 1eHb

[urtapabun** 30 Mr uHTpaTeKanbHoO, |-ii ACHD

#IIpenuuzonon** 10 Mr uHTpaTeKanbHO, 1-i 1eHb

Baoxk AA:

#]lexcameraszor** 10 Mr/mM? B/B Wi BHYTpS, 1-5-if 1uu
#Ubochamum** 800 mr/m? /B, 1-5-if 1HI

#Metotpekcar** 5 r/m? B/B, 1-# nens (24-uacoBas MHQY3MS) (TIPH JTEUESHNHN TI0 TPOTOKOIY

137



B-HXJT 2004 ma6. — 1 r/m?)

. Bunkpuctua** 1,4 mr/m? (re 6oxee 2 Mr) B/B, 1-if 1eHb

o Hurapabun™** 150 mr/m? B/B kaxaple 12 1, 4-5-i 1un (Bcero 4 BBeneHU)

. #9romosua** 100 Mr/m? B/B, 4-5-i mHHA

. Mertotpekcat** 12 mr unTpaTekansHo, 1-i, 5-i 1K

. Hurapabun** 15 mMr untparexanbno, 1-i, 5-if 1A

. #IIpenauzonon™** 5 Mr UHTpaTeKaNbHO, 1-H, 5-i1 THU

baok BB:

. #Jlexcameraszon** 10 Mr/mM? B/B WM BHYTpb, 1-5-if 1HI

o Huxnodochamua™** 200 mr/m? B/B, 1-5-it nHE

. #Merotpekcar** 5 r/m? B/B, 1-ii neHb (24-uacoBas nHAY3MS) (IIPH JEUESHUH 110 TPOTOKOIY

B-HXJT 2004 ma6. — 1 r/m?)

. Bunkpuctua** 1,4 mr/m? (ue 6omnee 2 Mr) B/B, 1-if 1eHsb

. Jloxcopyoumua** 25 mr/m? B/B, 4-5-it 1HHI

. #Merotpekcar** 6 mMr uHTpaTeKaibHO, 11, 5-i1 THU

. Hurapabun** 15 Mr uaTpatexansHo, 1, 5-i 1au

) #I1pemauzonon** 5 Mr HHTpaTeKaIbHO, 1H, 5-i1 THU

Baok CC:

o #]lekcamerazon™* 20 MI/M? B/B WIIH BHYTpb, 1-5-ii AHU

. Bunkpuctua** 1 mr/m? (He 6omee 2 Mr) B/B, 1-if 1eHb

. [urtapabun** 2 r/M? B/B Kaxxbie 12 4, 1-2-ii qHu (Bcero 4 BBeneHUS )
. #3tomozum** 150 mr/m? B/B, 3-5-if 1HU

. MeTtoTtpekcaT** 12 Mr uHTpaTeKkanbHO, 5-ii JCHb

. uTtapabun** 30 Mr HHTpaTeKaJIbHO, 5-if 1€Hb

o #IIpeaauzonon™* 10 Mr uHTpaTEeKAIbHO, S-i IEHb

. #PuTykcuma6** 375 mr/m? B/B 6-8 yacoB, 0-if eHb KaXKI0TO 010K (B paMKax IIPOTOKOIA

B-HXJI 2004 ma0. B 0-i1 nenp 1-x 4 6110K0B)

IIporpammel Jedyenns peuuauBoB U pegpakrepHbix popm OJLJI

Flag-l1da [241]:
o #Dnynapabun™* 25 mr/M? B/B 3a 30 MuH, kaxzpe 12 4, 1,2, 8, 9-if auu
e [urapabun** 100 mr/m? B/B 3a 45 MUH KaxIble 3 yaca (8 BBenenwit), 1, 2, 8, 9-it nHM
o #Unmapyoumma** 10 Mr/m? B/B 3a 15 Mun, 1-# n 3-i qan

o  dwirpacTUM™** 5 MKI/KT IOJAKOKHO C 7-TO JTHS IO BBIXO/a U3 ITUTOTICHUH

FLAM [241]:
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o #®aynapabun** 15 mr/M? B/B 3a 30 MuH, 1-5-if qHU
e Ilurapabuu** 2 r/m? B/B 3a 4 4 yepe3 4 4 nocne #paynapadbuna**, 1-5-it guu

e #Murokcautpon** 10 mr/m? B/B 3a 15 mMun, 3,10-i1 1uu

#bopre3oMud** + gexkcamerazoH** + HMHUTOKCAHTPOH™* + BHHKPHCTHH** +
acmaparmHaza**[1]
e #boprezomu6** 1,3 mr/m? B/B KanensHo, 1, 4, 8, 11-it 1uu
o Jlexcamerazon** 10 mr/m%, pasaenuB Ha 2 BBeeHUs BHYTpPb, 1—14-it quu
e #Murokcantpon** 10 Mr/m? B/B KanenbHo 3a 15-30 muH, 1-if, 2-# 1eHb
e Bunkpuctua** 2 mr B/B cTpyiiHo, 1, 8, 15-i 11
e Acnaparunaza** 5 TbIC. E[[/M2 B/B KanenbHO, 15-21-11 qun
Bcem nmanuenTaM mpoBOIUTCS MHTpATeKaNbHas Tepanus: B 1-i genp nurapadun™** 30 mr.
Ecnmu ectp BoBneuenue IIHC: unTparekanbHo #merorpekcar** 15 wmr, uurapabun** 30 wmr,
#nexcamerazon** 4 wmr, 8, 15, 22-i gHU. Y NAlMEHTOB C pa3BUBIIEHCS MOJIMHEHpONaTHEH 1032
BUHKpUCTUHA** penyuupyercs 10 1 Mr v BBOOUTCS B IHU 1-i 1 8-if AHU.
Bopre3oMu6 + 1ekcameTazoH** + #MUTOKCAHTPOH™* + BUHKPUCTHH** + acnaparuna3a**[1]
e #boprezomu6** 1,3 mMr/m? monkoxHo, 1, 4, 8, 11-it guu
e Jlexcamerazon** 10 Mr/mM%, pasaenuB Ha 2 BBeIeHUs BHYTpPb, 1—14-i quu
e #Murokcantpoun®* 10 Mr/m? B/B kanespHO 3a 15-30 mun, 1-i, 2-if 1e¢Hb
e Bunkpuctun** 2 mr B/B ctpyiiHo, 1, 8, 15-if 1au
e Acmaparunasza** 10 teic. EJI/M? /B KanensHo, 21-if jens unu maracmaprasa** 1000
EJI/M? B/B KanenbpHO
Bcewm nmanmenTam npoBoMTCS UHTpaTeKaabHas Tepanus: B 1-i qeHs nurapadbun™* 30 mr.
Ecimu ectp BoBneuenue IIHC: unTparekanpHo #meroTpekcar™** 15 wmr, uumrapabun** 30 wmr,
#nexcamerazon™* 4 wmr, §, 15, 22-if 1HU. Y MAMEHTOB C pa3BUBILEHCS MOJUHEHponaTuen 103a
BUHKpHCTUHA™** penynupyercs 10 1 Mr u BBoaAuTCs B AHU 1-it 1 8-it tuu. s mun crapiie 55 ner
— no3a acnaparunaszsr** 6 teic EJI/M2 wnu maracnapraza** 500 EJI/m2.
#Henapadbun™* + nukiaodochavua** + #rronozua**[1, 96]
Cxema: 6mok N m Onok CE mpoBomar ¢ uHTepBasoM 2 JHA MeXAy co0oil B IOOOH
MOCJIEeI0BATEIbHOCTH.
Buok N:

o #Hemapabun** 650 mMr/m? B/B KanenbHo 3a 1 4, 1-5-if quu (umm 8—12-i)

Baok CE:
o [uxnodbochamua™* 440 Mr/M? B/B KamnenpHo, 8—12-if qHu (wm 1-5-1)

#3rono3ua** 100 mr/m? B/B kanensHo 3a 1 1, 8—12-it xuu (umu 1-5-if)
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Cxema npoTtokosa «OJIJI-2012m» ans tepanun Ph-nozuruubix OJLJI [1, 158]
Hpeogpaza: Jlexcamerazon™*, 10 mr/m2, qau 1—7 (s i crapiue 55 et — 6 Mr/m?)
Nmatuan6**, 600 mr (mocie noarsepxkaenust Ph+ OJIJI) HenpepbiBHO

Hynkuusa KM na 8-ii 1eHb
Huovkuus I chaza (Onu 8—43)

Hexcamerazon™*, 10 mr/m? (6 mr/m> — Bo3pact ctapiie 55 ner), gau 8—22 + 5 qHe 0OTMEeHBI
Bunkpuctun**, 2 mr /B, nuu 8, 15, 22, 29, 36, 43
Nmatuan6**, 600 Mr BHYyTpS, THU 8—43
CnuHHOMO03208a51 NYHKYUsL C 66e0eHUEM MpeX npenapamos AHTpaTeKaibHo (muTapadun** 30 mr,
#merorpekcar™* 15 mr, #aexcamerazon™* 4 mr) — onu 0, 7, 14, 21, 28, 35
[yaxuus KocTHOro Mo3ra Ha 43-ii nenb (Mop@doaorus, FISH)

|

Huovkuus Il ghaza (onu 44—70)

Nmatuaun6**, 600 mr BHYTpSH, 1HA 44—70
#Umapyourua**, 6 mr/m?, nau 44, 58
CnunHOM03208a5 NYHKYUSA C 86e0eHUeM mpeX npenapamos UHTpaTeKallbHOo (uTapaduH™**
30 mr, #MeroTpekcaT** 15 mr, #1ekcamerazon™* 4 mr)— ouu 49, 63
Ilynkuus kocTHOro Mo3ra Ha 70-ii 1eHb

«— T

<5% OiracToB >5% OyacToB

¢

Koanu. onenka MOb Ilpozpamma neuenun pezucmenmusix popm

Konconuoauus I (onu 71—105)

Nmatunu6**, 600 mr BHyTph, 1HU 71—105 (ecau et [IMP, nepexon Ha nazatununo™*, 140 mr)

MepxkanTtonypun**, 25 mr/m? BHyTpb, 11 71—105 } Moandmkaums  Ao3bi

#MetoTtpekcar**, 30 Mr/mM° B/B Wi B/M, nuu 77, 84, 91, 98
Cnunnomo3206as NyHKYusl ¢ 66e0eHuemM mpex npenapamos sasncmmocTy
(murapabun™* 30 Mmr, #mMetoTpekcar™** 15 mr, #aekcamerazon™* 4 mr) — 76-1 Oef

Hynkuusa KM na 105-ii nenn

MepkanTonypuHa** B

YPOBHS NENKOLUTOB

n TpombounToB

Konconuoauus IT (onu 106—133)

Nmatunu6**, 600 mr BHyTph, 1HU 106—133 (nm nazatunu6**, 140 mr)
Hekcamerazon®*, 6 mr/m?, guu 106—120 + 4 q1HS OTMEHBI

Bunkpuctun**, 2 mr /B, nau 106, 120
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Cnunnomo3208as NyHKYUsL ¢ 66edeHUeM mpex npenapamos MHTpaTekaabHo (murapadbun™* 30 mr,
#meroTpekcat** 15 mr, #nekcamerazon™* 4 mr) — 106-17 dens

Hynxuusa KM na 133-i genb, kosiu4. onenka MObB na 133-ii n1enb

Koncoauwoauusn Il (onu 133—161)

Nmatuan6**, 600 mr BHYTph, 1HU 133—161 (vim na3atuHUO** 140 [ Kommuecrso | Kommuecrso | Hosa

JIeHKOIMTOB TPOMGOLMTOB MepKanTon
MT)
ypHuHa
MepKaHTOHypI/IH**, 25 mr/m? BHYTPb, THH 133—161 } bonee bonee IMomnas mosa
2,0 x 10%n 100 x 10%n (100%)

Hurapadbun**, 50 mr/m?, nuu 135—138, 149—152

Or 1,0 x10%1 | Or 50 x 10%n | 50% mo3b1
Cnunnomoszoseas NYHKYUA C eeedeHueM mpex npenapamoe 70 2,0 x 1091 10 100 x 10%1

HHTpPATCKAJIBbHO ouTa a6I/IH* * 30 MmMr #MeTOT eKcaT* * 15 MmMr Mernee Menee 0%
p p ) p 5
1,0 x 10%n 50 x 10%n

#nekcamerazon™* 4 mr)— 134, 161-1 dens

Hynaxkuusa KM Ha 161-i nenb, koaud. MOB Ha 161-i1 nenb

Hoooepotcuearomas mepanusa UTK ¢ meuenue 3 nem + kypcot XT, cuumas om nocieonezo ous
nocneonezo Kypca koucoauoauuu (nocine TI'CK nooodepiwcusarowas mepanus npoeooumcs

monvko UTK 6 meuenue 2 n1em)

Mesicoy Kypcamu noododepicugarouieii mepanuu Hem unmepeanos: I1-it 0env nocnedyrouieco
Kypca cinedyem cpasy 3a nOC1eOHUM OHeM RPeOuecmayIonu|ezo

Ioooeporcusarowasa xumuomepanus, 3 Kkypca (nauano 24-a neoens, 162-it oens)

#Jlekcamerazon™*, 10 mr/m? B/B, tHHA 1—3
Moandukaumnsa oo3bl
Bunkpuctun®* 2 mr B/B, neHs 1

MepKanTonypuHa** un
MepxkanTtonypun**, 25 mr/m? BHyTpb, 1HH 4—14
#meToTpekcaTta®™ B

#Merotpekcat**, 30 mr/m?, quu 8, 15
3aBMCUMOCTH oT
[lepepriB 28 nHel, nanee Hayalo CIEAYIOLIET0 Kypca XMMHOTEPAIIuy .
YPOBHA NENKoLuUTOB

(44-it nenr — 310 1-i1 IEHB CIEMYIONIETO Kypca)

Ilpogunaxkmuxa neiponeiikemuu

e HurparekanbHo (uutapabun** 30 mr; #metorpekcar™** 15 mr; #1ekcamerazon™* 4 mr)
BO BpeMsi uHaykuuu: nuu 0, 7, 14, 21, 28, 35, 49, 63-i1;

e B0 Bpems KypcoB koHconmuaaiuu Ha 76 (I koncomunarms), 106 (II koncomunanms), 134-i
nuu (111 konconuaanus);

e Kax/ble 3 MecC. B X0Ji€ 3 JIeT NOAJEePKUBAOLIEH Tepanuy 10 3aBepIICHHs Bcel
IIPOrpaMMBbl JICUEHUS 110 MPOTOKOTY (9—12 myHKIHiA).

Jleuenue mueiponeiikemuu. CIUHHOMO3TOBBIE NYHKIIMM C WHTPATEKAJIbHBIM BBEICHUEM
(uutapabun™* 30 mr, #metorpekcat** 15 mr, #1ekcamerazon™* 4 Mr) BRINONHSIOT C YacTOTOH 1 pa3 B
2—3 mHS 10 TIOTYYeHUs 3 HOPMaJIbHBIX aHAJTM30B CHMTHHOMO3TOBOH KUIKOCTH, 3aTeM— 1 pa3 B Hell. B

TedeHue 3 mec, 3aTeM — 1 pa3 B 2 Hell. B TeueHue 3 mec, 3ateM — 1 pa3 B 2-3 Mmec 10 OkoH4YaHus 1-ro
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roJia MoAICPKUBAIOIICH TepaIuu.

Pexkumbl npumenenuss UTK npu Ph-nozutuBabix OJIJI B MoHOpe:kuMe (MOaaepKHBaKOIIast

Tepanusi) uiau B coueranuu ¢ XT (manpumep, OJIJI-2012m) [241]
- #nazatuan0** 140 mr/cyt 1 pa3 BHYTpb €K€AHEBHO

- #aunotuHUO** 400 Mr BHYTph 2 paza wiu | pa3 (Ipw pa3sBUTHU TOKCHYHOCTH) B CYTKH

€KETHEBHO

- #603yTuHNO** 500 Mr mnu 400 Mr (IpU pa3BUTHH TOKCHYHOCTH) | pa3 B CYTKH €XKeIHEBHO
- moHaTHHHO 45 Mr niu 30 Mr (TIpU pa3BUTHH TOKCUYHOCTH) 1 pa3 B CyTKH €KEIHEBHO

- #acuumuaNO 200 Mr wim 40 Mr (Ipu pa3BUTUN TOKCUYHOCTH) 2 pa3a B CYTKH €XKETHEBHO

Cxema Tepanuu 0iuHaTymomMaoom™* [1, 73]
Ipeada3za: 6muaarymomad™* 9 Mkr/cyt, 1-7-i JHH, KPYTJIOCYTOYHAsI HETIPEPhIBHAS UH(Y3HUS.
Kypc: 6nurarymoma0** 28 Mkr/cyt, 8-28-it nHU, KpyriocyTodHasi HenpepbIBHAS HH]Y3usI.
NB! Jlo3bl mpenapara j1s namueHTa Becom oojee 45 kr.
WNurepBan mexnay Kkypcamu — 14 nneil.
PexomennoBano 2—4 kypca.

[Ipu tepanuu nepcucrenuinu MObB — Hayano Tepanuu BO3MOKHO 0e3 IpoBeeHUs npeadasbl.

Cxema Tepanuu HHOTY3yMa0oM o3oramMuiuH [243]
1 muka (21-28 nHeit): nHOTY3yMaboM o30ramMHIMH JAeHb 1-it — 0,8 mr/M?, nerb 8- u 15-ii - 0,5
Mr/M2.
2-i ¥ TIOCJIeIYFOIIHE ITUKITBI: HHOTY3yMaOOM 030TaMUITUH JIeHb 1 -i, nenp 8-i u 15-i - 0,5 MI/M.

PexomennoBano 2—4 kypca.
Cxema Tepanuu #BeHeToKJIaKCe*™ + #neuuradun™* [158, 229, 233]

1-i ruko (28 ameit): #nermrabur** 20 mr/m?, 1-5-i qHu + #Benetokaakc** 400 mr, 1 p/cyT, 28
JTHEH.

Crnemyer oOpaTHTh BHUMaHHE Ha HEOOXOIUMOCTh KOPPEKIIUHU JT03BI #BEHETOKIIAKCa™™ B cirydae
ero ucnosib3oBanus BMecte ¢ uuruoutopamu CYP3A. Jlo3a #BeHeToknakca™* cHnxaercs Ha 50%
IPU COBMECTHOM MHCIIOJb30BaHMM C yMepeHHbIMH uHruouropamu CYP3A  (mampumep,
baykoHazor**, BopukoHazon**) u cHmkaercs Ha 75 % TpU COBMECTHOM HCIIOJIB30BAHUH C

morrabiMU uHTHOUTOpamMu CYP3A (Hanpumep, kapOdamazenuu**, GeHUTOUH**).
Cxema Tepanuu #BeHeTOKJIaKC™*™ + #azammTuaun™* [244, 158]

1-# kit (28 qHel): #azamuTuauH** 75 mr/M?, 1-7-it nau + #Benerokmakc** 400 mr, 1 p/cyr, 28
JTHEH.
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Crnenyer oOpatuTh BHUMaHUE Ha HEOOXOIUMOCTh KOPPEKIIMU 03Bl #BEHETOKIAaKca™** B cirydae
ero ucrnosb3oBanus Bmecte ¢ uHruOuTopamu CYP3A. Jlo3a #BeneTokinakca™* cHimkaercs Ha 50%
IpU COBMECTHOM HCIIONB30BaHMKM C yMepeHHbIMH uHruOuTopamu CYP3A  (mampumep,
baykoHazor**, BOpUKOHA301**) 1 cHMKaeTcs Ha 75 % TpU COBMECTHOM HCIIOJNB30BAHHH C
MonHbiMA HHTHOUTOpamMu CYP3A (manmpumep, kapOamazenun™*, heHuronn™*).

Pe:kuMbl NpPUMEHEHHs] TAPreTHBIX MPeNnapaToB B MOHOTEPanuM WJIH B COYETAHHH C
XT/ummynorepanueii [226, 228]

- #nazatmaNO** 140 Mr/cytr BHYTph exeqHeBHO + #OmmHatymomabd** 9 mkr/cyr 1-7 mnam, 28
MKT/CYT, 8—28-#1 THU, KPYTTIOCYTOUYHAsl HEeNpepbIBHAS HHY3HSL.

- #icopadenn6** 400 mr (mpu pa3BUTHH TOKCHYHOCTH WM IuToneHun — 200 mr) 2 pasa B JIeHb,
exenHeBHO + #OmmHatymoma0** 9 Mkr/cyrt 1-7 muu, 28 MKr/cyt, 8—28-i THHU,KPYTJIOCYyTOYHAsS
HeTpepbIBHAs HHY3HSL.

- #na3aTuENG** 140 Mr, BHYTps + #TpeTmHOMH** 45 Mr/M? BHYTpH 3a 2 TIpHeMa B J€Hb +
#onmuunatymomab™* 9 mkr/cyt 1-7 guu, 28 MKr/cyT, 8—28-i1 THU, KPYTJIOCYTOYHASI HENIPEPHIBHAS
uHpy3Us.

- #Benerokyakc** 400 Mr BHYTpb, exxenHeBHO (7-21 neHb B 3aBUCUMOCTU OT MEPEHOCHUMOCTH U
pa3BuTHs mMTONEHUM) + #HOmuHatymomab** 9 wmkr/cyr 1-7 mum, 28 wmkr/cyr, 8-28-ii nHwm,
KPYTJIOCYTOYHAsI HETPEphIBHASI HHY3HSL.

- #TpaMeTuHUO™** 2 MI/CyT BHYTpPb, €XKEeIHEBHO * #OnmHarymomad** 9 mkr/cyr 1-7 maum, 28
MKT/CYT, 8—28-#1 THU,KpYyTIIOCYTOYHAs HENpepbIBHAs HHDY3HSL.

- #pykconuTuHUO** 15 Mr 2 pa3a B JIeHb, eXKeAHEeBHO * #OonmuHatymomad™** 9 mxr/cyt 1-7 auum, 28
MKT/CYT, 8—28-11 THU,KpYyTJI0CYyTOYHAs HeNpepbIBHAs HHDY3HSL.

Tepanusi npu nepcucrenuun MOB uiau peunause T-kiaerounnix OJIJI [224, 225]
#Jlaparymyma06** 16 mr/kr B\B 1 pa3 B Heaento, 8 Heesb

Cxema CAR-T Tepanuu ¢ npuMeHeHueM #Tucareniexieinena [222, 256]
Jlumdonemnerupyromas tepanus: #haygapadbun** 25 mr/M? B nHH -6, -5,-4,-3,-2, B/B Kam 3a 30
MuH, nukinopochamua** 60 mr/kr B\B 3a 60 MuH B IeHb -3,-2, B JIeHb 0 mocie BBEICHUS

#roumnusymaba** 8 mr/kr 3a 30 MUH BBOJUTCS #THCAreHIIEKIeHIIeN

IMpunoxenune A3.2. loarocpounsbie pe3yabtaThl Tepanuu Ph-neratuBubix OJLJI B3pociabix B

3aBMCHMOCTH OT NPUHIUIIA XMMHOTEPANEBTHYECKOI0 BO3ACHCTBHS
Tabauna S. Jlonrocpounsle pesynbTarhl Tepanuu Ph-neratuBubix OJIJI B3pocibix B

3aBUCUMOCTH OT NPUHIOUIIA XUMHUOTCPANICBTHYCCKOI'O BO3ICHUCTBUS

IpuHIun HccaenoBareibcka IHauueHTHI AJL10TeHHasA S-nerusass OB

XUMHOTEpanes A rpynna TICK B 1 IIP
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THYECKOT 0
BO3/1eHCTBUSA
NmmynscHOE OHKOJIOTUYECKHHA n=178 Her 38 %
(Hyper-CVAD) HAYYHBIH LEHTP
numenu M. /1.
Annepcona [56]
TpanuuronHoe MRC UKALL n=1031, 1555 | PeanuzoBanay Ectp nonop =
XI/ECOG E2993 ner 76 % 53%
[62] Her nonopa =
45% (p=0,01)
GMALL [55] n =504, 15-55 | Peanu3oBaHay 54 %
neT 70% u3
TPYIIIIBI
BBICOKOT'O
pucka
[lennaTpuyecku PETHEMA [64] n=281, 15-30 Her Jlo 21 rona =
1 moaxon JIET, TpyIna 7%
CTaHIAPTHOTO B Bo3pacre ot 21
pHUCcKa 10 30 = 63%
HeunrencusHo OJ1J1-2009 [65] n=298,15-55 | Peanu3oBanay 60%
e, HO JIET 7%
HEeMpephIBHOE

Ipuioxenne A3.3. PekoMenaanuu mo npoQpuIaKTHIECKO#i MPOTHBOPBOTHOI Tepanun [240]

Ta6aunna 1. PekoMmenaanuu o npo@puiakTHYECKON MPOTUBOPBOTHOM Tepanuu

Puck
IMETOIreHH

oCcTHN

Bricokuit

KoMmOnnamms

biiokaropst

0JI0KaTOpOB

CCPOTOHNHOBLIX

CCPOTOHHMHOBBIX

SHT3-peuentopon

#nexcamerasona** [240] u anpenutanTa (y maueHToB ctapiie 18 er)

S5HT3-penenropos,

(BbiOupaercs 1 w3

MIPUBEICHHOTO TIEPEUHS ):
* OHJIaHCeTpOH™** (y mareHToB cTapiie 3 jet) (nepopaibHo, 16—24 Mr nuiau B/B,

8-12 mr)

* rpaHuceTpoH (y TMAIUEHTOB cTapimie 2 Jer) (mepopajibHO, 2 MI, HIU
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nepopanbsHO, 1 Mr, 2 pa3a B cyTku, wiH B/B, 0,01 mr/kr, Mmakcumym — 1 Mr)

* TpommceTpoH (y THamuMeHTOB crapiie 2 Jyier) (B MepBHId JeHb Ipenapar
HA3HAYaeTCsl BHYTPUBEHHO 3a KOPOTKHM IPOMEXYTOK BPEMEHH JI0 Hayaia
IIPOTUBOOITYXO0JIEBOM TE€palMK B3POCIBIM B JI03€ 5 MI' B CyTKU. B nmocnenyromue
5 nHell [uid HpeaynpexIeHUs: OTCPOUYCHHON TOLIHOTBI M PBOTHI Ipenapar
Ha3HA4YaeTcsi BHYTPb);

* #nanonocetpoH (nepopansHo, 0,5 mr, wim B/B, 0,25 Mr)

» #nexcamerazon** (mepopanbHo, 12 Mr, v B/B, B 1-#1 IeHb + MepopaibHO WIIN
B/B, 8 Mr, BO 2—3-1i THH);
 anpenutaT (y nanueHToB crapue 18 ner) (nepopanbHo, 125 mr, B 1-ii neHb,

WM nepopaiibHo, 80 Mr, Bo 2—3-i THH)

YMepeHHbIi

KomOunammst 0JIOKaTOpOB CEPOTOHUHOBBIX SHT3-penentopos u
nekcameTazoHa** (ampenurtaHT (y MMAlMEHTOB crapiie 18 IieT) MoOXKeT
MCIIOJIb30BATHCS Y OTJEIBHBIX MMAIMEHTOB, B 3aBUCUMOCTH OT ITOJTY4aeMOT0 UM

pexuMa XUMUOTEPAITHHN ).

1-i1 neus 2—-3-i1 nau

bnokaroper ceporonnnoBsix SHT3- | biaokaropsr  ceporoHmHOBBIX  SHT3-
peuentopoB  (BelOMpaercs | w3 | peuentopoB  (BeiOmpaercs 1 u3
MIPUBEICHHOTO IIEPEYHSI): IPUBEIEHHOTO MEPEYHS):

* OHJAHCETpOH** (y mMalMEeHTOB | ° OHJIAaHCETPOH** (y mMalMeHTOB
crapiie 3 jer) (mepopanbHo, 16—24 | crapme 3 set) (nepopaibHo, 16-24 wmr,

MT, WJIA B/B, 8—12 mr) unu B/B, 8—12 mr)

* TPaHUCETPOH (y  manueHToB | * IpaHUCETPOH (y MAalMEHTOB cTapiie 2
crapiie 2 jer) (mepopaibHO, 2 MT, | JIeT) (mepopaibHO, 2  MI,  HIH
WIK mnepopanbHO, | Mr, 2 pa3a B | mepopajibHO, 1 Mr, 2 pas3a B CyTKH, WIH
cytku, wumu B/B, 0,01 wmr/kr, | B/B, 0,01 mMr/kr, Makcumym — 1 mr)

MakcuMyM — 1 Mmr)

* #rpomuceTpoH (y  TMAIMEHTOB | * H#TPONMCETPOH (y MAllMEHTOB CTaplie
ctapuie 2 siet) (B/B, 2 MI); 2 ner) (B/B, 2 Mr);

 #mamoHoceTpoH (mepopanbho, 0,5 | ¢ #nmamoHoceTpoH (mepopaibHo, 0,5 Mmr,
MT, Wik B/B, 0,25 mr); uiu B/B, 0,25 mr);

* #nekcamerazoH**  (mepopaibHO | ¢ #oekcameTazoH™** (mepopalbHO MU
WM BHYTPUBEHHO, 12 Mr); B/B, 8 wiu 4 Mr, 2 pasza B CyTKH);

* ampenuTaHT (y MalMeHTOB CTapiie | * anpenuTaHT (y MaueHToB crapme 18

18 ner) (mepopanbHo, 125 Mr) ner) (mepopambHo, 80 wMr, eciu
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WCIIOIB30BAJICS B 1-i1 IEHD)

Huzkuit + #nexcamerazoH™** (mepopajibHO WK B/B, 12 Mr)

* #metoknmonpamua** (mepopanpHo wiu  B/B,10-20 wmr 1-3 paza/cyt

(MakcuMalbHas CyTOYHas 1032 - 60 Mr))

Munumans | Pytunnas npoduiaktuyeckas tepanus He TpeOyeTcs (CieayeT paccMOTpeTh
HBII BONPOC 00 MCIOJIb30BAaHUHU MTPOTUBOPBOTHBIX MPENAPATOB, IEPEUNCIICHHBIX IS

NEPBUYHON MPO(YUIAKTHKH TOITHOTHI/PBOTHI Y MAIIUEHTOB HU3KOT'O PHCKA)
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Ipuioxkenue b. AlropuTmsl 1eHCTBUH Bpaya

Puc. 1. Aneopumm npunamus pewenusi Ha momenm ouacnocmuxu OJIJ1
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Puc. 2. A]ZZOpMm.M NPpUHRAMUA peweHusl npu KoHcmamayuu pe3sucmenHmHocmu u paseumuu

peyuousa OJIJI npu ucnovzo8anuu nNPOMOKOI08 He POCCULUICKOU UCCe08aAMENbCKOU 2PYNNbl
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Puc. 3. AﬂeopumM NPUHRAMUA peuteHusl npu KOHcmamayuu pe3ucmenmyaocmu U paseumuu

peyuousa OJLJI npu npumeneHuu nPOMoOKOAA POCCULICKOL UCCIe008aMENbCKOU 2PYNNbl
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ObHapyKeHne
MyTaL i
BCR::ABL1

MoHotepanua UTK-2,3
BavHatymomab + UTK-2,3
MHoTy3ymab o3oramuumt + UTK-2,3
XT+UTK-2,3

Puc. 4. AﬂeopumM NpUuHAMUA peerus npu Koncmamayuu pesuCmeHmrocmu U paseumuu

peyuousa Ph-nozumuenozo OJIJ1
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HMpunoxenue B. Undopmauus 1/ manueHra

OJUUI mmm octpeiii muMdoOIacTHRIA JIEHKO3 — 3TO 3J0KaYyecTBEHHOE 3a0osieBaHUE
KpOBEHOCHOH cucrteMbl. KM, B KOTOpOM BBIpaOaTHIBAIOTCS KIETKH KPOBH, IMPOU3BOIUT
CJIMIIKOM OOJIBIIIOE KOJIMYECTBO HE3pelbIX OeNbIX KPOBSHBIX Telell. B Hopme y uenoBeka Bce
KJIETKHM KPOBHM pacTyT U OOHOBISIOTCS JOCTATOYHO PAaBHOMEPHO, MPOUCXOIUT CIIOMKHBIN
npouecc ux cozpeBanus. Ognaxo npu BozHukHOBeHUU OJIJI 3TOT mpouecc BBIXOAUT U3-TIOL
KOHTpOJIs1. bernble KpOBSHBIE TEIblAa HE PACTYT U BBI3PEBAIOT, IIPEBPAIIASICH B ITOJIHOLICHHbBIE
(GyHKLIHMOHATBHBIE KJIETKHM, a HAYMHAIOT OBICTPO M OECKOHTPONIBbHO AenuTbes. IlocTosiHHO
YBEJIMYMBASACh, OHU BBITECHAIOT 3[0pPOBbIE Oe€lible KJIETKHM KpPOBHM (JIEHKOLMTHI), KpacHbIE
KJIETKH KpOBU (IPUTPOLUTHI) U KpPOBSHBIE IUIACTUHKMU (TpoMOouuthl). B pesynbrare
pa3BUBaeTCAd HEXBAaTKa HEOOXOAMMOTrO 4YHCIa 3A0POBBIX KJIETOK. ManokpoBue (aHemws),
MHOEKIUN U KPOBOTOUMBOCTh SABISAIOTCS He Tosbko ciencrsueM OJIJI, HO u ero mepBbIMU
cumnToMaMu. M3HayanbHO JI€MKO3bl HE OTPAaHMUYMBAIOTCA KAKOH-TO ONPEIECIIEHHOM 4acThIO
orpanusma. Pacnpoctpanssice u3 KM B KpoBb, OHU MOpPaXaroT U JIMM(ATUYECKYIO TKaHb
(Mmumdarnyeckass cucTema), U Jpyrue OpraHbl, M, KaK CIEACTBUE, BCIO CHCTEMY OPTaHOB.
IloaTomy, kak u octanbHble Jelko3bl, OJIJI OTHOCUTCA K CHCTEMHBIM 3J10Ka4€CTBEHHBIM
3aboneBanusaM. Teuenue OJIJI octpoe. be3 neuenus nelikeMuueckre KIETKH YBEIMUUBAIOTCS
U MOpaXarT OpraHbl 4YelloBeKa. 3a0osieBaHME IPUHUMAET TsDKeIble (OpMbI, CMEpPTh
HACTyNaeT 4epe3 HECKOJIBKO MECSIIEB.

OJIJI — camast pactipocTpaHeHHast popma JielKo3a y JeTel U OIPOCTKOB, OH COCTABIISIET
NpUOIM3UTENIBHO OJHY TPEThb OT YMCNA 3JI0KAUYECTBEHHBIX 3a00J€BaHUN B JETCKOM H
noapoctkoBoM Bo3pacte. OJIJI moryTr pa3zBuBarbcsi B JIF0OOM BO3pacTe, B TOM YHCIE U BO
B3pocsioM. OJTHaKO Yallle BCEro OHU MOopaxkaroT aeteil oT 1 10 5 neT, a MaabYMKOB — HAMHOTO
yaiie, 4eM JCBOYEK.

[Tpu OJIJI mpouCXOIUT 37I0KaueCTBEHHOE W3MEHEHHME (MyTalusi) He3pelblX KIEeTOK-
MpPeIIECTBEHHUKOB JTUM(POIUTOB. MyTanus MOKET MPOUCXOAUTh Ha Pa3IMYHBIX CTaIUSIX
pa3BUTHS KJIETKH. A 3TO 3HAUUT, YTO MOPAKAIOTCA HE TOJNBKO PA3JIUYHBIE TMOATPYIIHI
JUMQOIUTOB, HO U UX poaoHadanbHUKHU. [TosTomy B OJIJI cymecTByeT MHOXkeCTBO (hopMm
3aboneBanus. Hanpumep, B-knerounas ¢opma OJIJI Ha3piBaeTcs Tak MO MMEHU KIIETOK-
MpenuecTBeHHUKOB B-nuMdonuTto, T-kiaeTouHbIe TeMKO3bI YKa3bIBAIOT HA IPOUCXOKICHHE
OT KJIETOK-TIPEIIIECTBEHHUKOB T-muM@ouuToB. BaxkHO 3HATH, YTO CYIIECTBYIOT pa3HbIE
¢dopmbl nim noasapuantsl OJIJI. OHM MOTYT JOCTATOYHO CUIIBHO OTIMYATHCS JIPYT OT JIpyra
U 10 Te4eHUIo0 OO0JIe3HH, U IO BO3MOXKHOCTH H3JIEUUTHhCA (TMPOTHO3). DTU pas3avyus

YUUTBHIBAIOTCS B BEIOOpE TEPANIEBTUYECKOM CTpaTeTuu.
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Cumnromsl, ¢ KoTopsix HaunHaeTcs OJIJI, kak mpaBWiio, pa3BUBAIOTCA 3a HECKOJIBKO
HeNleNb. 3JI0KAYEeCTBEHHbIE KIETKH pacnpocTpaHstorcs nmo KM u apyrum opraHam.
becnpensarcrBeHHO pasmHOkasich B KM, neHKO3HbIE KIETKM HE JAIOT PacTd HOPMAJIbHBIM
kieTkaM KpoBu. [lostomy y 3abonemux OJIJI cHavana MOSBISIOTCS OOIIHME CHUMITOMBI
00JIE3HEHHOTO COCTOSIHHSI: BSUIOCTb, CJIA0OCTh, OyieqHOCTh (aHEeMusi). DTH CHUMIITOMBI
OOBSCHSIOTCS HEXBATKOM KPACHBIX KPOBSHBIX TeJlell, KOTOPBIE JOKHBI JOCTABISATH KHCIOPO/
JUTSL IPYTUX KJIETOK opranu3Ma. JleuIuT moIHOICHHBIX OCNIbIX KPOBSHBIX TeMel] (Harpumep,
TUMQOIIUTOB U TPAHYJIOLMUTOB) MPUBOAUT K OCIA0JICHUI0O UMMYHUTETA, PA3BUBAIOTCS YaCThIE
nH(pEKINHU ¢ BBICOKON Temmeparypoil. M3-3a orcyTcTBHS TPOMOOIIUMTOB, OTBETCTBEHHBIX 3a
OBICTpOE CBEPTHIBAHHWE KPOBU, MOTYT BO3HHKATh TOUYEYHbIC KPOBOMBIIMSHHSA Ha KOXE U
KPOBOTEUEHHSI CIIM3HCTBIX 000JI04eK. PacmpocTpaHssch MO OpraHu3My, JEHKEMHYECKHE
KJICTKH TIPUBOJSAT HE TOJBKO K M3MEHEHHSIM B COCTaBE KPOBHU. Y NEeTel MOSBISIOTCS 00NN B
pa3MyHbIX OpraHax. Tak Kak JIEMKO3HbIE KJIETKU 3aIOJIHSIOT KOCTHbIE mojoctd U KM, To
KOCTH HAyMHAIOT O0JeTh, MpPEeX A€ BCEro KOCTH PYK M HOT. 370KAYE€CTBEHHBIE KIIETKH
3aIOJTHSIOT TMEYeHb, CENIE3eHKY M JTUMQarndeckue y3ibl. VX oTek mpuBOIUT K OONsM B
KUBOTE. B mpuHIMIE HU y OJHOTO U3 OPraHOB HET 3AIIUTHI OT JEUKEMHUUECKUX KIIETOK. Y
nauueHToB ¢ OJUJI 3510kauecTBEHHbIE KIETKM MOTYT NMPOHUKHYTh U B MSTKYIO MO3TOBYIO
000JI0YKY, MO3ITOMY MOSBISIOTCS TOJOBHBIE OOJH, Mapaiuy JHIIEBOTO HEPBAa, HapyllIeHUE
3penus u/unu ppora. Cumnromsl OJIJI MOTYT CUITBHO OTIMYATHCS Y Pa3HBIX JroAei. OuH Win
Ja’ke HECKOJBKO CHUMIITOMOB HE O0s3aTE€IbHO YKa3bIBAIOT HAa TO, YTO YEJOBEK 3aboeln
neiikeMuel. MHOTrHe U3 HUX MOSIBIISIFOTCS IPU CPABHUTENBHO 0€300MIHBIX 3a00JI€BaHUsAX, HE
MMEIOIUX OTHOIIEHUS K Jeiko3y. OIHako eciau MOSBISIOTCS OONM, MBI PEeKOMEHIyeM
HEMEIJIEHHO O0pamiaThCsi K Bpady, 4TOObI BBISICHUTH WX mpupoay. M ecnu geiicTBUTETHHO
noctasiieH auarHo3 OJIJI, ero Hy’)KHO CPOYHO JICUUTb.

Ecnu B ucropuu 6ose3Hu (aHaMHE3) WK JaHHBIX OCMOTpa Bpad HaxoauT npusHaku OJ],
MalUeHT TOJIy4aeT HalpaBi€HUE HAa Pa3BepHYTHIM aHanu3 KpoBU. Ecnu omnpeneneHHbie
W3MEHEHHUS B TeMOorpaMMe (3alrcH COCTaBa KPOBH) MOATBEPKAAIOT MOAO3PEHUS Ha JIEHKO3,
TO /1711 OKOHYATEJIbHOTO IMarHo3a HE0OX0AUMO NOJYyYUTh KIETKH KOCTHOro Mo3ra. [Toatomy
Bpau JaeT MalUeHTy HalpaBlIeHHEe Ha JajbHeillee oO0ciaenoBaHWE B CTalMOHAp,
CHEIHATM3UPYIOIMUNACS Ha O0JIE3HSIX KPOBU M 3JI0KaUECTBEHHBIX 3a0oneBanusx. [1o ananmzy
KpoBU 1 KM MOXHO TOYHO ONpenenuTh HaJIu4Khe U BUJ Jieiiko3a y mamueHTa. Kpome Toro,
COBPEMEHHBI MMMYHOJIOTHYECKHI M TFeHeTHUeCKUi Jab0opaTOpHBIM aHaIM3 MO3BOJIAET HE
ToabKO BbLAEUTh OJIJI U3 Apyrux BUIIOB JieiK03a, HO U onpeaenuTh KOHKpeTHbIN Tun OJIJI.
DTO BaXKHOE YCIIOBUE ISl MJIAHUPOBAHUSI TOYHOM Tepamuu, MOTOMY YTO PA3JIHYHbBIE THUIIbI

OJUI ornuuaroTcss Apyr OT Apyra Ha KJIETOYHOM M MOJIEKYJISIPHOM YPOBHE, IO-pa3HOMY
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MPOTEKAET X0/ 0O0JIE3HH, TTO-PAa3HOMY OIEHUBAIOTCS IIAHCHI HA BBI3JIOPOBJICHHUE (TIPOTHO3) U
YyBCTBUTEIBHOCTh K Tepanuu. Kak Tonmpko nocrtasieH nuarHo3 OJUI, nns miana nedeHus
BBIICHSAIOT, IOPAXKEHBI JIM JICMKEMUYECKMMM KJIETKaMu Jpyrue oprassl, kpome KM,
HampuMep, TOJIOBHOW MO3T, MEYCHb, CeIe3eHKa, TMM(paTHISCKUE Y3JIbl WIH KOCTH. J[naraos
OTIpeeNsieTCs M0 N300PAKEHUI0 U3 PA3IMYHBIX MCCIEIOBAaHUM, TAKUX KaK YIbTPa3ByKOBOE,
PEHTT€HOBCKOE, MAarHMTHO-PE30HAHCHAasT M KOMIBIOTEpHAass Tomorpadus, cHUHTUTpadus
Kocteil ckenera. UtoOwl ompenenuts, nopakena ym [{HC, 6epyr mpoOy CIMHHOMO3TOBOMA
YKUJIKOCTH U MCCIEAYIOT €€ Ha HAJIMYNE JICMKEMUYECKUX KJIETOK. J(ambHenas noaroroBka K
JICYCHUIO 3aKIIOYaeTcsi B IPOBEPKE CEPIEYHON MEeATENbHOCTH U (DYHKIHMOHAIBHOTO
COCTOSIHMSI MO3Ta. M3MeHeHus, KOTOpble MOIYT IMPOM30MTH BO BpeMs TEpaluu, IOJKHbI
OIICHUBATBbCS HAa OCHOBAaHWU OTHUX HWCXOTHBIX JaHHBIX. KOMIUIEKCHBIE IJlabopaTopHbIS
HCCIIE0OBAHMS TTIOMOTAIOT OIICHUTH OOIIIEE COCTOSTHUE MAIMEHTa U YCTAHOBUTD, UMEIOTCS JIU Y
HEro HapylieHus: 0OMeHa BEeIeCTB Wi (YHKIUN KaKUX-THO0 OpraHoB (HarpuMmep, Mo4YeK Win
MEYEeHH), BO3HUKIIUX U3-3a JIEHKO03a, YTO MOXET OBITh OCOOEHHO Ba)KHO JIO WJIM BO BpeMs
nedyeHus. [ BO3MOXKHO HEOOXOJMMBIX MEPEIMBAaHUN KPOBH CJIEAYET YCTAaHOBUTH TPYIITY
KpOBH IAIUEHTA.

He Bce wuccrnenoBanusi o0si3aTeNbHBI A Kaxkaoro mnanueHta. OT MEIUIIMHCKUX
pabOTHUKOB BBl IOTYyYUTE HH(OPMALIHIO O TOM, KaKHE€ UMEHHO JUArHOCTUYECKUE MPOLIETYPHI
HEOOXOIMMBI JIsI IJITAHUPOBAHUS TepATUU.

B cnyuyae mnonrBepxkaenuss naumarHo3a OJIJI manueHTa CpoYHO HANpaBisIOT B
reMaTOJIOTHYECKOE OT/ACJIICHUE WU IIEHTp, TJI€ HMEITCS M BO3MOXXHOCTH HauOoiee
COBpEeMEHHOT0 U 3(P(PEKTUBHOTO JIEUEHHS, M Y3KHE CHEI[HATHUCTHI MO TeMaTOJIOTHYEeCKUM
3a0oneBaHusAM (BpauyM, MEICECTpbl). Bpauu crenuannu3upoBaHHBIX OTAEICHUN MOCTOSHHO
HaxoJsTCs B TECHOM paboueM KOHTAaKTe, JICYCHHE MaIllMeHTa MPOBOJAUTCS UMHU 110 COBMECTHO
pa3pabOTaHHBIM U CUCTEMATUYHO YCOBEPIICHCTBYEMBIM IJIAHAM TEpaIuHu.

LentpansHoe MecTo B teueHun OJIJI 3anumaer XT. XT — 310 neyeHne Mme1uKkaMeHTaMu,
KOTOpBIE MEUIAIOT POCTY KIETOK (IIMTOCTATUKH). Y HEKOTOPHIX MAlMEHTOB JOMOTHUTEIHHO
obmyudaercsa [IHC (o6imyuenue ronossl). B HEKOTOPBIX ciiydasix mpuMeHsieTcsi X T BRICOKMMHU
no3amu nipenaparoB ¢ nocieayromed TI'CK. Lenp nedeHus: — mo BO3MOKHOCTU TOJIHOCTBIO
YHUUYTOXKUTH JIEHKEMUYECKHE KIETKH BO BceM opranusme, 4roosl KM BHOBB cMmor paboTarth
KaK KpPOBETBOPHBIK oOpraH. MHTEHCHBHOCTh M MPOJIOJDKUTENBHOCTh X1, HE0OX0IuMOCTh
ob6myuenust [IHC nnm TI'CK, a Takxe mporao3 00Jie3HU 3aBUCST MPEXKE BCETO OT TOTO, KAKUM
umenHo tunom OJIJI 6oneH manueHT, HaCKOJIBKO JIEUKEMUYECKUE KJIETKU PaCTIPOCTPAHHUIINACH
M0 OPraHM3My U Kak JIeHKO3 pearupyer Ha Tepanuio. JleueHue 3penokaeTouHoi B-dopMer

OJIJI ornmyaerca OT JjedyeHUs Bcex ocTanbHbIXx nmoaruroB OJIJI. IlammeHTsl ¢ Takum
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JMAarHo30M MOJIy4aloT Ty K€ Teparuio, YTO M MAIlMEeHTHl ¢ HEXOHKKUHCKOM nuMdomMoil u3
3penbix B-knerok. [lostomy crnenyromas nuHbopMaius o Xo/1e JIeYeHHUs] K HUIM HE OTHOCHUTCSI.
Jleuenue marmuenToB ¢ nuarHo3oM OJIJI (kpome 3penoxnerounoit B-dopmer OJIIT)
nojpasnensercs Ha 4 Oonpiux dtana. YeTsipe (a3bl Teparuu OTINYAI0TCS APYT OT ApYra o
MPOJOJIKUTENIHOCTA, TI0 HCIHOJB30BAHMI0O HEKOTOPBIX MEAMKAMEHTOB, a Takxke IO
WHTEHCUBHOCTH M ueiaM JjedeHus. 1. Muaykuus: stan uHTeHcuBHOM XT, ero menp —
YHUUYTOKUTh 32 KOPOTKOE BPEMsI MAaKCHMaJIbHOE YMCIO JIEMKO3HBIX KIETOK MU JOCTUYb
pemuccu. Jleuenue qnurces NpuOIUM3UTENBHO OT ISTH 10 BOCbMH Henelb. 2. Konconupanus
Y UHTEHCUBHAs TEpaIusi: JJeYeHNE IPOBOAUTCA HECKOIBKO MeCALEB (IIPUMEPHO OT 2 110 5), ero
uelb — C TIOMOIIbI0 HOBBIX KOMOMHALUW TpenaparoB MPOJOJDKUTH YHUUTOXKECHHE
JEMKEMUYECKUX KIETOK U 3aKpeluTh PEMHUCCHIO. BaXHBIM 3JIEMEHTOM  SIBISIETCA
npodmnakrtuka nopaxenus: LIHC (mpeBenTrBHOE sedenne). st 3T0ro B CHUHHOMO3TOBOM
KaHal BBOJSATCS MEIUKAMEHThl M MpPH HEOOXOJUMOCTH JIOMOJIHHUTEIHLHO Ha3HAYaeTCs
00Jy4eHHe TOJIOBHOTO MO3ra (HalpuMmep, eciu UMeroTcs ganuble o nopaxenuu [IHC). Otot
3TaMn JI0JKEH HE JOIIYCTUTh MONaAaHNs JEMKEMUYECKUX KJIETOK B TOJIOBHOM U CIUHHOW MO3T
WM, 4TO OBIBAET Yallle, X pa3MHOXKEHHUS. 3. PEMHIyKIMS: IeueHne IPOBOUTCS KaK B IEPUOJ
WHIYKIIMH, €TO IeJIb — OKOHYATENIbHO Pa3pyIIUTh BCE JEHKEMUUECKHE KIETKU U TEM CaMbIM
MUHUMHU3HUPOBATh PUCK BO3BpaTa Oosie3Hu. OO0I1asi MpoA0KUTETbHOCTh PEUHIYKIIMA MOXKET
COCTaBJISITh OT HECKOJIBKUX HEAENb 0 MECSIIEB, Ha ATOM dTarne (a3bl UHTEHCUBHOTO JICUCHUS
yepenytores ¢ nayzamu B XT. 4. [lognepxuBaroniee Je4eHUE I JUIUTENbHAS Tepanus: Ha
ATOM 3Talle Ha3HayarTcs HEBBICOKKE 103bI X T. OCOOEHHOCTD JIEUEHUS 3aKII0YAETCs B TOM,
YTO OHO NMPOBOAUTCS JAJTUTEIBHOE BPEMs, KaK MIPABUJIIO, TOKA €ro OO CPOK HE COCTABUT 2
roga. JleueHre mpoucXoAMT B OCHOBHOM aMOyNaTOPHO, €ro Iefib — YHUYTOXHUTh BCE Te
JeKeMUYeCKUE KIETKH, KOTOPhIE CMOTJIN BBKUTH J1aXe MOCJI€ MHTEHCUBHOW TEPAITHH.
Bbonboit mporpecc B Tepanuu 3a NOCIeIHUE TPU AECSITUIETHS 3HAUUTEIIBHO YBEIUYNII
mancbl u3neuuthes oT OJIJL. braromaps BHEIpEHUIO COBPEMEHHBIX METOJIOB UCCIIEIOBAHUS U
O6onee S(PPEKTUBHBIX CTAaHAAPTU3UPOBAHHBIX MPOTOKOJNOB KoMOMHHpoBaHHOW  XT
BbI3JI0paBiuBatoT okojio 70% 3abonesBmux OJUJI. Ecnu mauueHT mpoXun mocie jJedeHus 5
neT 6e3 pelnIMBOB, OH CUUTAETCS 3JOPOBBIM (5-J1E€THSISI BBDKMBAEMOCTh). Y 4acTH MallMeHTOB
MOJKET HaOIroAaThcst BO3BpaT 3aboseBanus (peuuanB). Kak mpaBuiio, peuinB HACTYIaeT B
nepBble 2-3 roja 1nocie yCTaHOBJICHUS JUarHo3a U B KpaifHe peKUX CiIydasx — Iocie 5 Jer.
B menoM maHCHl BBI3IOPOBETh NPU PEIHMIUBE 3HAYUTENBHO HIDKE, YeM TNPU NEPBUIHOM
3a00JIeBaHNHU, XOTS Y HEKOTOPHIX 3a00JIEBIIMX MOBTOPHOE JIEUEHUE JOCTUTAET XOPOIIETO
pesynbrata. Heobxonumoe 3aMedaHue: Ha3BaHHBIE MPOLEHTHI BBI3IOPOBEBIINX SBISIOTCS

CTaTUCTHYCCKUMM IToKa3aTesiMu. OHU TOYHO U AOCTOBCPHO OIIMCHIBAIOT JIMIIL COBOKYITHOCTDH
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3aboneBmux OJIJI. CratncTtrka HE MOXET MPEACKa3aTh, BBI3JOPOBEET MAIMEHT, WM HET.
Jleiiko3bpl Aake TPH CaMbIX OJArONPHUATHBIX WM HEOJArONMpPUATHBIX YCIOBHSIX MOTYT
nporekarb abconoTHO Hempeackazyemo.llpunoxkenue I'. IlIkansl OIEHKH, ONMPOCHUKH H
;[pyrI/Ie OILICHOYHBIC I/IHCTp}’MeHTBI COCTOsSAHHUA IIallMCHTA, HpI/IBGI[eHHBIe B KIIMHHUYCCKHUX

PCKOMCHAAHAX

Hpuioxkenne I'l. Hlkana ouenku odmero cocrosinus namuenta no sepcun ECOG
IIkajia oeHKH 0011ero cOCTOAHUA nanuenTa no Bepcun ECOG
OpununansHoe Hazanue: 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].
Tun: mkana oleHKH.
Haznauenue: kimmanyeckas OLCHKAa O6HIGFO COCTOAHUS ITAIIMCHTA.
ConeprxaHue U MHTEpIIpETaLIUS:

Tabmuma 1. [IIkana oreHku o01Iero coctosHUs nanuenta 1o sepcuu ECOG

Cratyc (6amibn) Ornucanue 00IIero COCTOSHUS MaIlHeHTa

0 ITarueHT MOJIHOCTHIO AKTHBCH, croco0€eH BEITOJIHATE BCEC, KaK

u 10 3a0071eBaHus

1 [TaniueHT HE CHOCOOEH BBHIMIOJIHATH TSIKEIYIO, HO MOXET
BBITIONHATE JICTKYIO WU CHISYYI0 paboTy (Hampumep, JIETKYIO

JIOMAIITHIOKO UJTH KaHIIENSIPCKYIO paboTy)

2 [Tanuent JCYUTCS amMOynaTopHo, criocobeH K
caMooOCTyKMBaHUIO, HO HE MOXKET BBIMOJHATH padoTy. bonee 50%

BPEMCHHU NPOBOAUT AKTUBHO - B BCPTHUKAJIIBHOM IMOJIOKCHUN

3 [Tarment crioco0eH JUILB K OTrPaHUYEHHOMY
caMo00CITy’)KHBaHUIO, IPOBOJIUT B Kpecie win noctenu 6onee 50%

BpEMEHH 0O0JIPCTBOBAHUS

4 WuBanua, coBeplIeHHO HE COCO0EH K caMOOOCITYKHBaHHUIO,

IMPUKOBAH K KPECJIy UK MMOCTCIIN

IIpunoxenue I'2. UMmyHos1ornueckas kiaccupuxanus OJIJI
I[Ipu wummyHonmormyeckoit xapaktepuctuke OJIJI  ucnonezyercss  kinaccuduxanus
EBporeiickoii rpynmnbsl IMMYHOJIOTHYECKOH XapaKTepPUCTHKH OCTPBIX Jeiliko3oB (EGIL).
Hns B-OJIJI B He#lt BbiAEnsioT 4 UMMYHO(DEHOTUIIMYECKUX BapUaHTA, YCIOBHO
COOTBETCTBYIOIIME CTaIusAM pa3BUTUs B-kieTounsix npeamectseHHukoB (Tabnuma 1).

e Bl (npo-B-OJUUI) — OnactHble kieTku skcnpeccupyor CD19, cyCD79a, cyCD22,
saepuayto TdT, orcyrerByer CD10, TsbKenbie U JIeTKUE e KIMMYHOTTIO0 Y THHA.
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e BIl (“common” B-OJIJI) - CD10 no3uTHBEH, TSHXKENbIE U JIETKHE e KMMYHOTJIO0YTHA

OTpULATCIIbHBI.
e Blll (mpe-B-OJIJI) — BeIsIBNIsIETCA IUTOIIIA3MAaTHYECKAs TshKeIas [lelb MMMYHOTJIO0yJIMHA

(IgM).

e BIV (3pensiii B-OJIJI; nepexoausiii npe-B-OJIJI) — onmyxosieBble KJIETKH TO3UTUBHBI 110

MEMOpPaHHBIM TSHKETBIM U/WiH JIErKuM 1ersm [gM.

B cnywae BbuiBienust manHoro Bapuanta B-OJIJI wacto HeoOXOIMMBI JOMOJHHUTEIbHbIC

MCTOABI HCCICIOBAHUSA (I‘I/ICTOJIOI‘I/I‘-ICCKI/IG, HUMMYHOTUCTOXUMHUYCCKHUEC, TUTOTCHCTUUCCKHC,

MOJIEKYJISIpHO-TeHeTHYecKue) s nuddepeHIanbHoil TUarHoCTUKN 3peioro Bapuanta B-

nuMdoOacTHOTO Jeiko3a u 3penoil B-kinetounoit nmumdomsl (hommmkynsipHoi TUMQPOMBI,

mimpomsr  bepkurra,  JIBKKJIL,  B-knerounoid  nuM@omMBl  BBICOKOW  CTENEHHU
3JI0KQYE€CTBEHHOCTH).
Tabmuua 1. EGIL xnaccudukanus B-OJIJL

Mapxkep Pro-B (BI) Common B (BII) Pre-B (BIII) B-ALL (BIV)
CD19 + + + +
cyCD22 + + + +
cyCD79a + + + +
CD10 - + +/- +/-
CD20 -+ +/- +/- +/-
CDh34 +/- +/- -+ -
HLA-DR + + + +
nuTdT +/- +/- +/- +/-
cylgM - - + +
Surf IgM - - - +

Cy — QUTOILIa3MaTU4YCCKas SKCIIPECCUsl. Surf — MMOBCPXHOCTHAs SKCIIPCCCH. Nu — SAACPHAs DKCIIPECCUs.

[To anamorum co cTagusMU HMHTpaTUMUYecKod uddepeHpoBky T-mumdoruToB

BbLensAt0T 4 BapuanTa T-OJUI: mpo-T, npe-T, koptukaneusiit T, mexyispuslit (3penstit) T-OJII.

B xiaccudpukammu EGIL >ti BapuanTer HazeiBatores T1, T, T, TIV (Ta6muma 2).

e TI - skcnipeccus Toabko paHHUX MapkepoB (CyCD3, CD7, Bosmoxno CD10, HLA-DR,
CD34) u orcyrcteue CD4 u CD8, CD1a.
e TII - nossaserca CD2 u/unu CD5.

e Tl (koprukanbhbrit T-OJIJI) - o6s3atenpro Hannune CD1a; memOpanubiii CD3 -/+.

o TIV (menymmsapusiii T-OJIJI) xapakrepusyercst spkod sKcnpeccueid MmemopanHoro CD3

u/wnm skcnpeccueit T-kaerounoro penentopa (TCR); CD1a orpuniateneH.

Mapxkep

Pro-T (TI)

Pre-T (THI)

Cortical T
(T

T-ALL

cyCD3

+

+

+
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CD7 + + + +
CD2 - + + +
CDla - - + -
CD10 +/- +/- -1+ -
CD5 - + + +
CD34 +/- +/- +/- +/
HLA-DR +/- +/- +/- +/
TdT +/- +/- +/- +/
+
Surf CD3 - - -[+ SIpK
IKCIIPE
CD4+CDS8 - - + -
CD4 wu CD8 - - +/- +
TCRab WIIH i i i .
TCRgd

Tabmuna2. EGIL xnaccudukanus T-OJIJL.

Cy — uuroma3MaTuueckas dKerpeccus. SUurf — moBepXHOCTHAsE SKCIPECCHs

B xnaccudukanmu BO3 2016 otnensHo BbiAcnsercs T-mumgoOaacTHBIN Jeiiko3 u3
panHux npexmecrBennukoB (early T-precursor (ETP-ALL). bnactabie kierku npu ETP
UMEIOT IPU3HAKH MUEJIOUIHBIX U CTBOJIOBBIX KJIETOK, UMMYHO(EHOTHII JOJKEH COOTBETCTBOBATh
OTIpeICIIEHHBIM KPUTEPHSIM:

e T-nuueitnas HanpasieHHocTh (CYCD3+CD7+)
CD1a u CD8 orpunarenshbie (<5%)
CD5 no3utuBHBEI MeHee 75% OmacToB, ciabasi SKCIIpeccust aHTUTEHa.
MO3UTHBEH XOTsI ObI OZMH U3 cieayromux Mapkepos: CD34, CD117, HLA-DR, CD13,
CD33, CD11b, CD65.
B cnyuae sipkoit u 6onee MmoHOMOp¢HOI 3kcripeccuu CDS (>75%), HO BBINOJIHEHUH OCTABHBIX

KpUTCPUCB T'HI/IMq)O6J'IaCTHOI‘O JIeliko3a Hu3 paHHUX NPCANICCTBCHHUKOB, YCTAaHABJIIMBACTCA

nuarno3 near-ETP-ALL, uto MoxHO nepeBecTH Kak «moao0Hbi-ETP-ALLY.

IIpunoxenue I'3. OcHoBHBIE reHeTHYeckHe aHOMAa MU ipu OJIJI

Tabmuua 1. OcHoBHbIe reHeTHYeckre aHoManuu npu OJIJI

OJIJI AHomaus Bosieyenunsie Yacrora Metoa nerekunu
reHbI
B- t(9;22)(q34;q11) BCR::ABL1 B3spocnsre: OT-IILIP
KJIETOUHBIN 30 %
Hern: 3 %
t(12;21)(p33;022) | TEL::AML1 B3pocbre: OT-IIIIP
<1%
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Hern: 20 %
t(4;11)(g21;923) MLL::AF4 B3spocnbie: OT-IIIIP
5%
Hetn
MUTAIIIETO
BO3pacrTa:
60 %
t(1;19)(g23;p33) E2A::PBX1 5% OT-IILIP
t(8;14)(q24;932) c-MYC::IgH 1% FISH
t(17;19)(q22;p33) | E2A::HLF <1% OT-IILIP
t(11;19)(g23;p33) | MLL::ENL <1l% OT-IILIP
Myranuu reros | 10 % CekBeHUpOBaHKE
JAK1/2/3
T-knerounsiit | 1(10;14)(g24;q11) | HOX11::TCRA/B B3spocnsie: OT-IILP
t(7;10)(q34;924) HOX11::TCRP 31 %
Hern: 7 %
t(5;14)(935;932) HOX11L2::TCRA/B | B3pocibie: OT-IIIP, FISH
13 %
Hern: 20 %
t(1;14)(p32;911) TALI::TCRA/B 1-3% OT-IILP
Hopmanehsiii Ip32 | SILTALI 9-30 % OT-IILIP
inv(7)(pl5q34), I'enst HOXA TCRP | 5% FISH, OT-IIIIP
t(7:7)
t(10;11)(p33;914- | CALM::AF10 10 % FISH
21)
t(9;9)(q34;034) NUP214::ABL1 6 % FISH
t(9;14)(q34;934) EML1::ABL1 <1l% FISH
Mytanun NOTCH | NOTCH1 50 % CexBeHHpOBaHUE
1
Myramuu JAK1 JAK1 18 % CexBeHHpOBaHUE

IIpunoxenue I'4. Pacyer TpaHCIUIAHTALIMOHHOIO pucka 1o mkane EBMT

OI_ICHKa TPAHCINIAHTAIUOHHOT'O pPHUCKa ITPOBOAUTCA HE Ooiee ueM 3a 10 JHEW 10 Haydala

MPEATPAHCILIAHTAIIMOHHOTO KOHIUITMOHUpoBaHus [218].

®DaxTopbl pUcKa

XapakTeprcTHKa (PaKTOPOB PUCKa

bamer
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Bospacr <20 ner 0
2040 ner 1
> 40 ner 2
Craryc 3a601eBanus’! Pannuit 0
IIpomexyTo4HBI 1
PazBepHyTbIi1 2
Bpems oT mocTaHOBKM IMarHo3a o TICK? <12 mec 0
> 12 mec 1
Jonop HLA-uneHTHuHblil cCHOIUHT 0
Heponcreennslii 1oHOp 1
[Ton goHOpa U penunueHTa JIOHOp — >KeHIIMHA, PELUITHEHT — 1
MY>KYHHA
[pyrue coueranus 0

! He npumensiercs y marueHTOoB ¢ AA.

Pannuit — octpsiit netikos B [1P1; MJIC B I1P1 nnu 6e3 npemmectytoriero aeuenusi; XMJI B 1 xpoHrueckoit
daze; HXJI neneyennas v B [1P1; MM nHeneuennas wiu B [1P1.

[IpomexxyTounslii — ocTpsiii sieliko3 B [1P2; XMJI 3a uckimouennem xporanyeckon ¢gassl 1 1 BK; MJIC B [1P2
nma YP; HXJI B I1P2, UP unu crabunm3anus 3a0oneanus; MM B 11P2, UP nnm ctabunm3aiys 3a00JIcBaHMS.

PazBepHyTBIN — OCTpBIN J1€liK03 B Apyrux craausax kpome [1P1 u I1P2; XMJI B BK; MJIC Bo Bcex apyrux
cragusx; HXJI Bo Bcex apyrux cragusix; MM Bo Bcex Ipyrux CTausix.

2 He npumMensieTcsl y mamuenTos B [1P1.

[Tstunernss neransHOCTH (%), CBA3aHHAsI C TPaHCIUIaHTALMEH, cornacHo mikaie pucka EBMT

bannsl 0 1 2 3 4 5 67
OMJI 14 20 25 30 36 40 41
OJIJI 15 23 24 30 40 47 53
XMIJI 15 22 30 38 45 52 55
AA 18 26 40 49 52 - -
MJIC 25 28 30 35 38 46 50
MM - - 29 35 40 42 52
HXJT 15 24 28 30 34 36 38
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IIpuno:xkenue I'S. Pacuer TpancmiianTanmoHHoro pucka no mxajge HCT-CI
OneHka TpPaHCIUIAHTALMOHHOTO PUCKAa MPOBOJAUTCS TMPU TMEPBUYHOM PACCMOTPEHUU
MalKeHTa B KauyecTBe KaHauaara Ha nposeaeHue awio-TI'CK u moBTopHO HE Gonee dem 3a 10
JHEH 10 Havyasa MpeATPaHCINIaHTAlMOHHOTO KOHuIMoHupoBanus [219,220].
Huskuii puck — 0 6amios.
[TpomexxyTounblii puck — 1-2 Gasia.
Bricoknii puck — 3—4 Gasia.

Kpaiine Beicokuii — 5 u 60see 6ajos.

Craryc basibt

HBIXaTeJ'IBHaH cucreMa

O®DB1 66-80% unu oapIiiKa Mpu HEOOIBLION (PU3NUECKOM HArpy3Ke 2

ODBI1 < 65% nnm oJIpIIKa B TIOKOE WM TTOTPEOHOCTH B KUCIIOPOTHOM MOICPKKE 3

Cep,[[e‘lHO-COCYI[I/ICTaH CUCTEMa

MepHaTeJ'IBHaH APUTMUA UK TPCIICTAHNC Hpencepzu/lﬁ, CHUHAPOM cnabocTu CUHYCOBOI'O y3JIa

WY JKEITyJJOYKOBBIE apUTMUU !
Nmemmueckast 00J1€3Hb cep/aiia, 3aCTOHAs cepAeyHas HeI0CTATOYHOCTh, MH(PAPKT MUOKapAa
i (pakims Beiopoca meHee 50% .
[Topoku cepana 3a UCKIIIOYEHHEM TTPOJIaca MUTPAIBHOIO KJlaraHa 1
XKKT

Xponuueckuii rematut, owmpyoun 1o 1,5 nopm um AJIT 6o ACT no 2,5 Hopm 1
Huppos, oumpyoun 6osee 1,5 nopm i AJIT mu6o ACT Gonee 2,5 Hopm 3
bonesns KpoHa nimy s13BeHHBII KOJIHUT 1
S3BenHas 60s1e3Hb, TPEOYIOIIAst JICUCHUS 2
Hapymenue oOmena

Caxapnblit tuadeT, TpeOyroImui JIeueHUst 1
WHpexce Macch Tena > 35 kr/m? 1

Hesponornuecknii cratyc

Tpan3uropHas uieMuyeckas ataka WM OCTpoe HapyllleHHe MO3rOBOI0 KpOBOOOpAIIIEHHs B 1

dHaMHE3¢€

[Tcuxudeckuii craryc

Jleripeccust i TpeBoOTa, TPEOYIOIIME KOHCYIbTAIMN Bpada-TICHXHAaTpPa WIIH JICUCHUS 1
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MO‘IGBBII[CJII/ITGJIBHEIH CUCTEMAa

Konmenrparus kpeaTHHUHA CHIBOPOTKH >176 MKMOJIB/JI, U3 WIIN TIOYSUHBII

TPAHCIUIAHTAT

CucreMHbIe 3a00JI€BAaHUAS

CucremHast KpacHast BOJTYaHKa, PEBMATOUTHBIN apTPUT, MOJIMMHUO3UT U JApyrue 00JIe3HN

COG,Z[I/IHI/ITGJ'IBHOI‘/'I TKaHU, Tpe6yfoume JICUCHUA

Nudexium

Nudexumonnbie 0cI0KHEHNS, TPEOYIOIIEe TEPATUH 0 U MOCJe TPaHCIUIaHTalluu

OHKoJIOrHYecKue 3a001eBaHus

JIroOble omyXxoJu B aHaMHe3e, KpoMe paka KoK (MCKITI0Yasi MEeIaHOMY)
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