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TepMuHbI U onpeaeIeHUs

Octpble JaumM@oOaacTHBIE JeHKO03bl — 3TO TE€TEPOreHHas TIpyNna KJIOHAJIbHBIX
3a00JIeBaHUN CHCTEMBl KPOBHM, BO3HUKAIOUIMX BCIEACTBHE MyTauuu B T- mnm B-knerkax-
IIPEIIICCTBCHHUIIAX.

Ph-HeraTuBHble ocTpblie JuMG00OJaCTHBIE JEeHKO3bl — 3TO TPYIIa, 00bEAUHSIIONAS

HECKOJIBKO TOATUIIOB OCTPBIX JTUMQOOIACTHBIX JEHKO30B, NMPH KOTOPBHIX HE OOHApy>KUBaeTcs

bunanensduiickas xpomocoma (t(9;22)(q34;q11)). B Hee Bkimrouenwsr Bce B-xierounsie u T-
KJICTOYHBIC OCTpbIe JTMM(POOIACTHBIE JICHKO3bI B TUM(OoOIacTHBIC TUM(OMBI.

Ph-nmo3uTuBHbI oCTpbIii  JMM(OOJACTHBIH JIeHKO3 — 3TO BapUaHT OCTPOTO
muM(pOOIACTHOTO JIeHKO3a, TpPH KOTOPOM METOJOM CTaHJAPTHOTO IIMTOT€HETUYECKOTO
uccnenoanus (G-banding) unu merogom FISH ompenensercs Tpancnokamus t(9;22)(q34;q11).
Juarao3 Ph-nmo3utuBHOTO OCTpOro JTUMQOOIACTHOTO JICHK03a HE MOXKET OBITh OCHOBAH TOJIHKO
Ha METOJI€ MOJIEKYJISIPHOW NEeTeKUHH XHUMEpPHOTOo TpaHckpunta. [{urorenernueckoe mnum FISH
(Meron ¢ayopecueHTHOW TUOpUIW3ALMU in Situ) WCCICNOBAHUS SBISIOTCS 00S3aTeIbHBIMU.
MeronoM moJMMEpa3HOW LIEMTHOW PEAKLUU OINpPEAEIeTCs BApPUAHT XMMEPHOI'O TPAHCKPHIITA,

KOTOPBIN B JJaJIbHEHIIIEM HCTIONB3YeTCs I MOHUTOPUHTA MUHUMAJILHON OCTaTOYHOU 0O0JIC3HHU.

IlosiHast peMuccHusi — 3TO COCTOSTHUE KPOBETBOPHOM TKAaHM, MPU KOTOPOM B ITYHKTATe
KOCTHOTO MO3Ta 0OHapyxuBaetcst 5% 1 MeHee OJIaCTHBIX KJIETOK TPU HOPMAIbHOM COOTHOIIICHUH
BCEX POCTKOB KPOBETBOPEHHMS, MPU KOJIMYECTBE HEUTPODUIOB B nepudepuyeckoit KpoBu Oojiee
1,0x10%/71, mpu KomudecTBe TPoMOOIUTOB Oonee uiam paBHoM 100x10°/m, mpu orcyTcTBHM
AKCTpaMeNyJUISIPHBIX O04YaroB Jeiikemuueckoro pocra. Koncraramuss Mopdolorndecku MoTHOU
pemMuccum (COOTBETCTBEHHO, OIEHKA PE3HCTEHTHOCTH) OCYLIECTBISIETCS JHMOO TOCie MNepBOii
(a3pl HTHAYKIIMOHHOM Teparnuy, 1100 nocie BTopoil. Ilpu oTcyTcTBUM MONHOM peMuccuu mocie
3aBepUICHMs] JIBYX STaloB HHAYKIMOHHOW TEpaluu perucTpupyercs pedpaxrepHas ¢dopma
octporo nuMdoOracTHOro Jseiko3a. B 3Toil cBA3M HEOOXOAUMO TOAYEPKHYTH, YTO Yy psla
MAIMEHTOB MMOCJIE 3aBEPIICHUsI BTOPOH (ha3bl MHAYKIIMOHHOW Tepanuy Ha (POHE BOCCTAHOBIICHUS
KPOBETBOPEHHSI MOCTIE IIUTOCTATUYECKOTO BO3ACUCTBHS B pAaHHHE CPOKH IOCJIE €T0 3aBEpIICHUS
MOKET ONPENENIThCSl YBETUUECHHBIN MPOLEHT OJacTHBIX KiIeTok (1o 10-12%). B sTtom cnyuae
(ocobeHHO ecnu ToTHAsE peMuccus Oblia 3adUKCHUpOBaHa ToCie MepBoi (Ga3bl HHAYKIIMOHHON
TEpaIum) Yepe3 HeIemro Ha (poHEe BOCCTAaHOBJICHHOTO KPOBETBOPEHUSI L1E1€CO00Pa3HO BHIITOIHUTD
MOBTOPHYIO CTEPHANBHYIO IMMYHKIHIO (TOMy4eHUE IUTOIOTHYECKOTo Tpernapara KOCTHOTO MO3ra

MyTEM MyHKIINN).

[TonHas peMuccHsi B TOM YHCIIE MOKET XapaKTepHu30BaThCs Kak: 1) ruToreHeTnyeckas, 2)

MOJIEKYJIsIpHAs, 3) C HETOJIHBIM BOCCTAHOBJICHUEM IOKa3aTelneil nepudepuyeckoil KpoBH, KOraa



yucno Heiitpodunos Meree 1x10°/1, a TpomGormTo Menee 100x10°/m. TMocneanss kaTeropus
OTOBapHBAETCSl CHENHAaIbHO, TOCKOJBKY, 1O PsSAy AAaHHBIX, MPOTHO3 y TaKUX TNAIMEHTOB
HECKOJIBKO XYyke. [Ipu 3TOM 3KCIepThl HE PEKOMEHIYIOT KOHCTATHPOBATh y TAKUX MAI[MUCHTOB
MOJIHYIO peMuccuio. TeM He MeHee BHE KIIMHUYECKUX HCCIeIOBaHUN 3Ty (POPMYIHPOBKY OTBETa

MPUMEHSIIOT PEKO.

YactuyHas pemuccus (YaCTHUHBIM OTBET) — 3TOT TEPMUH PEKOMEHAYIOT HCIOJIb30BaTh
TOJIbKO B KIWHUYECKHX wucchenoBanusx [-II ¢aspl, OIEHMBAIOIINUX TPOTUBOOITYXOJIECBYIO
3pPEKTUBHOCTb, TOKCHYHOCTb, MEPEHOCUMOCTh HOBBIX IIPEMapaToB M  ONpPEIeIONUX
ONTUMAaJIbHBIE JO3bI 3TUX IIPENAapaTOB.

Pe3ucrentHas d¢opma — 3ta dopma 3a00jeBaHUS, KOTOpas KOHCTaTHpPYeTCS IpH
OTCYTCTBHH IOJTHOW PEMUCCHHU TOCTIE 3aBEPILECHUs ABYX (a3 MHIYKIMOHHOM Teparnuu.

PaHHssl cMepTh — 9TO CMEPTh MAIMEHTa B MEPHOJ] MHAYKIMOHHON Tepanuu (AByX Qa3
MHAYKIHUH JJI51 OCTPBIX JTUM(GOOIACTHBIX JIeiiKo30B). CreayeT Moa4YepKHYTh, YTO 3TOT KpUTEpUit
SABIIAETCS 0000IIAIOMUM ISl TIOHATHS TMOENN MalueHTa B Mpoliecce WHAYKIMOHHOM Tepanuu.
Yarie ucnonb3yloT TEPMUH «CMEPTh B IIEPUO]T UHIAYKIIUHY, YTO 00Jiee YETKO OTPAKAET CUTYAIIUIO,
MOCKOJIBKY B psiie CIy4acB CMEpTh MallMeHTa MPOUCXOIUT Ha BTOPOM (aze WHAYKIIMOHHOU
Tepanuu, MpU 3TOM Y HHUX ObUIa 3apETMCTPUPOBAHA TOJHAS PEMHUCCHS TOCIe NEpBON (a3bl
MHIYKLIMOHHOMN Tepanuu. B 3THX ciydasx cMEpTh pacCMaTpHUBAIOT KaK CMEPTh B KOHCOJIMIALNH
WU CMEPTh MOCIIE JOCTUKEHUS MTOJTHOW PEMUCCHUHU.

PenmamB — 3TO COCTOSIHUE KOHCTaTUPYETCS NMPH OOHAPYKEHWU B MYHKTATe KOCTHOTO
Mo3ra 6osee 5% OnacTHBIX KIeTOK. PeruuB 3a00eBaHus HE KOHCTaTUPYETCs MPU 00OHAPYKEHUH
B OYEpEJHOM KOHTPOJIBHOM IYHKTaTe€ KOCTHOTO Mo3ra Ooisee 5% OJacTHBIX KJIETOK, HO MEHee
10%, B Tex ciy4asix, KOrjaa MyHKIHs KOCTHOIO MO3Ia IPOU3BOAMUTCS B PAHHHUE CPOKH MOCIE Kypca
XMUMUOTEpANNi, WM HCIOJIb30BAIUCH POCTOBBIE T'€MONOITHYECKHE (AKTOPBI C IEINBIO
COKpaIlleHHsI NIeproia HEUTPOIIEHNH, IPU 3TOM aHaIM3 Nepudepudeckoil KpOBH HOPMAIbHBIN U
OTCYTCTBYIOT  JKCTpaMeNyJUIApHble MOpaxeHus. Bropas auarHocThyeckass  MMYHKOUS
ocymiecTBisieTcs: uepe3 7—10 grei nocne nepBoit. Ecnu coxpaHsieTcst IpoleHT OIaCTHBIX KIIETOK
BBIIIE 5 WM OTMEUAeTCs UX yBelnueHue (Hanpumep, ¢ 7 10 13%), To koHCTaTUpyeTCs pELUANB.

Pannuii penuauB — d5Ta (opma peuuaMBa Ha3bIBaeTCS B TOM ClIy4ae, €CId OH
PErUCTPUPYETCSl paHbIIEe, YE€M Yepe3 MOJAroJa OT MOMEHTa OKOHYAaHUS IOIACPKUBAIOIICH
Tepanuy WIM HAa TEPANMM IOCIE TOCTHXKEHUS peMuccud. [[o3nHUM cuuTaeTcss TOT PELUAUB,
KOTOpBIH BO3HMKAeT 4Yepe3 Mojirona M Ooyiee OT OKOHYAHHUS MOJICPKUBAIOIICH TEparuu.
PeunnnBoM Takke SIBISIETCS U BHEKOCTHOMO3TOBOE MOpaXKeHHE (HEUpOJIEMKEMUs, MOPaKeHHE
SIMYEK, YBEIMUEHUE CENE3€HKU U T. J.) Ja)Ke MpPU OTCYTCTBUU U3MEHEHHMH B KPOBU U KOCTHOM

Mo3re. BHEKOCTHOMO3TOBBIE pelUIUBBI (0OCOOCHHO MOPAKEHUE IIEHTPAITBLHON HEPBHON CUCTEMBI)
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IIPU UCIIOJIB30BAHUN COBPEMEHHBIX MPOTOKOJIOB JICUEHUsI BCTPEUAIOTCS NPUOIM3UTENHHO B 4—8%
cinydaeB. Eciii KOHCTaTHpPOBAaH HW30JIMPOBAHHBIA BHEKOCTHOMO3TOBOW PEIUIMB, TO, KpPOME
JIOKaJbHOM Tepanuu (JIedyeHue HeWposielkeMuu, oOJydeHue/yaaleHue sudka, yJaJeHue
JeMKeMMYEeCKOro od4ara B SHYHUKE U T.].), O0S3aTENbHO TPOBEIEHHE U CHUCTEMHOM

MHAYKIMOHHOM Teparnuu Mo MpoTOKOJIaM, IPETyCMOTPEHHBIM ISl TAKUX PELUIUBOB.

MunumanbHas ocTaToYHAs 00J1€3Hb, UM MUHUMAaJbHAs pe3uayanbHasi 00Je3Hb — 3TO
HeOoubIIasi MOMYJALUS OIYXOJIEBBIX KIIETOK, KOTOpash He MOXET ObITh 3aduKcHpoBaHa C
MOMOIIBI0 CBETOBOTO MHKPOCKONA, HO OOHApyXHBaercs Oojee TOHKUMH METOJaMHU
WCCIICIOBAHUS, BBISIBISIONIMMU 1 JTEHKEMUYECKYIO KJIETKY Ha 104 uccienyeMbix. OCHOBHBIMU
METOJlaMU  JIeTeKIIMM  MHUHUMAQJIbHOM  OCTaTOYHOW  OOJNEe3HH  SBIAIOTCS — MPOTOYHAs
IUTOQIYyOPUMETPUST W TIOMUMEpa3Has  IeMHas  peakius. MeToapl  CTaHIapTHOTO
HUTOreHeTHuueckoro wuccienoBanus u Meroa FISH He wucnonb3yrorcss B HENsIX OLEHKH
MUHUMAaJIbHON OCTaTOYHOU 0OJIE3HU.

HuTorenernyeckass peMHCCHs1 — 3TO MOJHAS KIMHUKO-T€MATOJIOTHYECKas PEMHCCHS,
Mpd 3TOM METOJAMHM CTaHAAPTHOM LMUTOTCHETHMKHW HE BBIBISIOTCS HMCXOJHBIE aHOMAJIUU
KapUOTHIIA; KapUOTHUI JIOJDKEH OBITh HOPMAIIBHBIM, a YHUCJIO MPOAHATU3UPOBAHHBIX MeTadas
JOJKHO COCTaBIIATh HE MeHee 20. [{uroreneTnueckas peMuccus — HOBOE MOHATHE, OSIBUBILIEECS
IIPU PETYJSIPHOM HCIOJIB30BaHUM METOJOB LIMTOTEHETUKHM IS MCCIECJOBAaHUM ITYHKTATOB
KOCTHOI'O MO3ra B IIEPUOJI ITOJTHOW PEMUCCHUMU.

HuTroreHern4yeckuii peuIuB — 3TO PELUIUB, KOTOPbIA KOHCTATUPYETCs P HAJTUYUU B
MMyHKTaT€ KOCTHOTO MO3ra MHUTO30B C XPOMOCOMHBEIMH abeppanusMu, KOTOpble OOHApYKEHBI B
nebrore 3a0oneBaHus Ha (hOHE COXPAHSIIOMICHCS KITMHUKO-TEMATOJIOTUIECKOW PEMHUCCHUH.

MouJiekyasipHasi peMHCCHSI — 3TO IOJIHAS KJIMHUKO-TEMATOJOTHYECKAs] PEMHUCCHUS IPHU
OTCYTCTBUM B KOCTHOM MO3I€ HCXOJHO ONPEACSABIIUXCA METOJIOM IOJIUMEPa3HON LEMHOU
peaKIuy MOJEKyJISPHBIX MapKepoB OCTPOTro Jeiko3a ¢ UyBCTBUTENBHOCTBIO MeToaa 10~ Dto
TaK)Xe HOBOE MOHATHE, CTABILIEE B HACTOAIIEE BPEMs KIFOUEBbIM. ClIelyeT OTMETUTh, YTO MOXKET
OBITh TOCTUTHYTA IUTOTEHETHYECKas PEMHUCCHS, HO MPU 3TOM MOJIEKYJSIpHbIE MapKephl MOTYT
€111e ONpeAeIATHCS.

MoJiekyasipHbIi pelUAUB — 3TO MOSBJICHUE UCXOHO OMPEAEISABILIUXCS MOJIEKYISIPHBIX
MapKepoB OCTpPBIX JIEWKO30B B JBYX IIOBTOPHBIX aHainu3ax (MPOBEACHHBIX C KOPOTKUM
MHTEPBAJIOM BpEMEHH) Ha (DOHE COXPaHSIONIEHCS KIMHUKO-TeMaTOIOIHUYeCKON PEMUCCHH.

BaxHbIM 1 OTHUM U3 CaMBIX TOYHBIX CIIOCOOOB OIIEHKH () PEKTUBHOCTU TEPATTUU OCTPHIX
JEUKO30B  SBISIIOTCS  MPUMEHEHUE CTaTUCTUYECKHUX METOJIOB M TOCTPOEHUE KPUBBIX

BBDKMBACMOCTH IMMAIMMCHTOB, KOTOPBIM ITPOBOJWIIN TO WJIN MHOC JICYHCHUC. qame BCET'O OLICHUBAIOT



o011y, 6e3penuInBHYI0, OECCOOBITHITHYIO BBDKHBAEMOCTh M BEPOSITHOCTh COXPAaHECHHUSI TTOJTHON
pemuccuu (MM 0OpaTHOE MOHSATHE — BEPOSITHOCTD PA3BUTHS PEIUANBA).

OO0mas BbIKUBAEMOCTb. J1J1s1 OIICHKH 00IIeii BBDKUBAEMOCTH aHATM3UPYIOT BpEMEHHbBIC
napamMeTpbl BCeX MAlMEHTOB, BKJIIOYEHHBIX B HCClIeIOBaHHWE. TOUKOM oTcueTa SIBISETCS JEHb
Hayana Tepanui. CoObITHEM CUMTAETCS TOJIBKO CMEPTh MAllMEeHTa OT JI000H MPUYUHBI (paHHSSA
JETaIbHOCTb, CMEPTh B MEPHOJ PEMHCCUU OT JII000M MPUYUHBL, CMEPTh B MEPUOJ PELUIUBA).
CoObiTHE Ha KpUBOM BBDKHMBAEMOCTH Tpaduyeckd OTOOpa)xkaeTcsi CTYMEHbKOW, MAYyIIeH BHU3.
[TanieHTOB, *KUBBIX BO BpeMs MPOBEJICHUS aHANIM3a, PACLHEHUBAIOT KAaK CIy4yail 1 OTMEUYaloT Ha
KPUBOM YEPTOUYKOH, T. €. IICH3ypHUpYIOT. [larimeHToB, Cyp0a KOTOPhIX HEU3BECTHA, IIEH3YPUPYIOT
B TOT MOMEHT, KOTJa ObUIO M3BECTHO, YTO OHU JKUBBI. BOJBHBIX, OTKA3aBILIUXCS OT JICYCHMS,
LEH3YPUPYIOT B ICHb OTKa3a OT TEPAIUH.

Be3penuanBnas BbIKHBaeMocTb. [Ipu  oueHke Oe3pelUAMBHON BBDKHUBAEMOCTH
YUUTBHIBAIOT JJAHHBIE TOJBKO TEX MAI[MEHTOB, Y KOTOPHIX ObUIa JOCTHUTHYTA MOJIHAS PEMUCCHS.
Toukoii oTcueTa CUYMTAETCS Jara JOCTHXKCHHS MOJHON pemuccur. COOBITHSIMH CUHTAIOTCS
PEIUANB WM CMEPTh OT JF00OW MPUYUHBI (B MEPUOA KOHCOMUAAINU WU TOICPKUBAIOIIETO
JIeYeHHs, OT PELUU]MBA, B MEPUOJ PEMHUCCUU OT JAPYroil NPUYMHBI, HAMPUMEpP, CYULUJA).
L{eH3ypupyIoT TOJIBKO T€X MAI[MEHTOB, KOTOPbIE OBLIN KUBBI U HAXOIWINUCH B TMIOJTHON PEMHUCCUN
B MOMEHT MpOBEACHUS aHaln3a. bONbHBIX, Cy1b0a KOTOPBIX HEU3BECTHA, LIEH3YPUPYIOT B TOT
MOMEHT, KOT/ia ObLIO U3BECTHO, YTO OHU KUBBI B IOJIHOM pemuccuu. [lanimeHToB, y KOTOpbIX ObL1a
JOCTUTHYTA MOJHAsi PEMUCCHSI, HO OHU OTKA3aJIMCh OT JICYCHHS B PEMUCCHUH, LICH3YPUPYIOT B JI€Hb
OTKa3a OT TeparuH.

BeposiTHOCTH cOXpaHeHMSs MOJIHOM peMUcCHM (00paTHOE OT BEPOSITHOCTH PA3BUTHSA
peunauBa). [Ipu olieHKe BEpOATHOCTH COXPAHEHMS IMOJIHOM PEMHCCHM YYUTHIBAIOTCS JaHHbBIE
TOJIBKO T€X MAIMEHTOB, Y KOTOPBIX JOCTUTHYTa MoJjiHasg pemuccus. [Ipu 3Tom TOukoi oTcuera
CIY)KHT JlaTa MAOCTHKCHHSI TONMHOW pemuccuu. CoOBITHEM CUUTACTCS TOJNBKO pPELUIUB
3a0oneBanus. LleH3ypupyIoT Bcex OOJIBHBIX, KTO KUB B TIOJTHOW PEMHUCCHUU B MOMEHT MPOBEICHUS
aHanuza. [lanMeHThl, yMepuine B MEPUOM IMOJHOW PEMUCCUH OT OCJIOXKHEHHM, CBS3aHHBIX C
JICYCHUEM, WIH OT APYTUX MPUYUH, [ICH3YPUPYIOT B IEHb CMEPTH, KaK OOJTBHBIX, HAXOAUBIIUXCSI
B MOJIHOM pemuccuu. [laimeHToB, cyb0a KOTOPBIX HEU3BECTHA, IIEH3YPUPYIOT HA TOT MOMEHT,
Korja ObUIO M3BECTHO, YTO OHHU JKHMBBI B IMOJHON pemuccuu. [lanmeHTOB, y KOTOpBHIX ObLIa
JOCTUTHYTa TIOJHAS PEMHCCHUS M KOTOpbIE OTKa3ajluCh OT JIEUEHUS B TEPUOJ PEMUCCHH,
LEH3YPUPYIOT B ICHb OTKa3a OT TEPAIUH.

BeposTHOCTE COXpaHEHHsI IOJHOM PEMUCCHM SIBISETCS TEM IOKa3aTeleM, KOTOPBIA

MTO3BOJISICT OIEHUBATh UCTUHHYIO MPOTHUBOOITYX0JIeBYIO 3 (hEKTUBHOCTH KaKOK-TMO0 Tepanuu 0e3
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yuyera TakuX CyOBEKTUBHBIX MOMEHTOB, KaK BBIX@XMBAaHUE NAIlEHTOB OT OCJIOXHEHHI,
CBSA3aHHBIX C CAMHUM JICYEHUEM.

BeccoObITHiiHAsT BBIKMBAeMOCTb. JTOT IIOKAa3aTellb OLIEHWBAET BBIKMBAEMOCTb BCEX
OOJIbHBIX, BKIIOYCHHBIX B aHAJIM3, C MOMEHTa Haudana tepanuu. CoObITHEM CUMTAETCSl PaHHSA
JETAbHOCTh, (DAaKT HEJAOCTIXKEHUS TMOJIHOM peMHCCHM 4epe3 JBa Mecslla OT Hayajia JICYCHHUS,
CMEPTh B MEPUOJ PEMUCCUU OT OCIOXHEHMI XUMHUOTEPANHMM WU JIPYTUX MPUYUH, & TaKKe
peuuauB 3a0oseBanus. LIeH3ypHpyIOT TOJIBKO MAIMEHTOB, Y KOTOPBIX OblIa JOCTUTHYTA MOJTHAS
pemMuccHs B TEYEHHE MEPBBIX IBYX KypCOB XMMHOTEPANNU, U OHU OCTAIOTCS JKUBBIMH, COXPAHSs
MTOJIHYIO PEMUCCHIO, HA MOMEHT IPOBEJCHUS aHAIU3A.

Nuayknust — 3TO NEpUoO HAYaIbHOTO JIEYEHUS, 1IENIbI0 KOTOPOIO ABJISIETCSI MAKCUMAIIBHO
OBICTPOE M CYIIECTBEHHOE COKpAIllEHHE OIMYXOJIEBOM Macchl U JOCTHXKEHHE IMOJIHOW PEMHUCCHH,
Ha3bIBACTCSl MEPUOJOM HMHAYKIUU (00byHO 1-2 Kypca). MIMeHHO B 3TOT mepuox Ha (oHe
MIPUMEHEHHUsI MPOTUBOOITYXOJIEBBIX MPENAPATOB KOJUYECTBO JIEMKEMUYECKHUX KIETOK B KOCTHOM
Mo3re yMeHsinaercs npumepHo B 100 pa3, T. €. B MOMEHT KOHCTATal[Mu MOJHOW pPEMUCCHUU B
KOCTHOM MO3Te¢ MOpP(OJIOTHUECKH OIpeIesieTcsi MeHee 5% OIMmyXOoJIeBbIX KIIETOK.

Konconnpanus. Bropoii 3tan tepanuu ocTpbIX JEHMKO30B — 3aKpEIJIEHUE JOCTUTHYTOIO
MPOTHBOOITYX0JIEBOTO 3 deKTa (pa3HOe KOJIMYECTBO, B 3aBUCHUMOCTH OT MPOTOKOJA). 3amaueit
3TOr0 MEePUOA SBISETCS IO BOZMOXKHOCTH e11ie 00JIbIliee YMEHBIICHHE YHCIIa OCTAIOIIUXCS MTOCIIe
WHIYKIWH JEHKEMUYECKUX KIETOK.

IMoanep:xxuBarmee jJgedyeHHe — 3TO MPOJOKEHHE LUTOCTATHUYECKOIO BO3ACHCTBUS B
MEHBIINX J03aX, YEM B NIEPUOJ MHIAYKIUU PEMUCCUH, HA BO3MOYKHO OCTAIOIIMUNCS OITyXOJIEBBIN
KJIOH.

Jleiiko3/mumpoma bepkurra — 3TO BBICOKOArpecCMBHOE JUMONPOIudepaTHBHOE
3a00JIeBaHNE M3 UMMYHOJOTHYECKH 3pPEJbIX B-KIETOK ¢ MpEerMMYIIEeCTBEHHO SKCTPAaHOMAIBHOM
nokanu3anuen. Knuauuyecku Beigenstor 3 BapuaHTa JuMpoMbl bepkurTra: 3sHIEMHUYECKUH,
criopagnveckuii 1 BUY-accounmpoBaHHbIN.

OHaemMuuyeckuii Bapuant Jumdomsbl bepkurra — 310 Bapuant aumdombel bepkurra
XapakTepeH i TEMHOKOXHX JeTei-a00pHreHOB SKBATOPUAIbHOW AQPUKHM W MUTPAHTOB U3
Adpuxu B HoByro I'Buneto. B kinHu4eckoi KapTuHE 4acTo HaOII0AaeTCsl MOPaKEHNUE JTUIIEBOTO
CKeJIeTa: BEepXHEH W HUKHEH 4enocTel, OpOUTHI, a TaKkKe MOYeK, SIMUeK, SUYHUKOB, CIIOHHBIX,
MOJIOYHBIX K€JI€3 U IEHTPaIbHONW HEPBHOM CUCTEMBI.

Cnopaanyeckuii BapuanT JumMpombl bepkurra — 370 TUNMYHAs JuMpoma bepkurra
no  MOpQOJOTrHYECKUM, HUMMYHO(DEHOTUIIMYECKUM ¥  LUTOTCHETHYECKUM  IpHU3HAKaM,
BO3HMKAIOIIAs] BHE YHIEMUYHON 30HBI.

NmmyHoaepuuuT-accCOUMUPOBaAHHBIH BapuaHT JuMpombl bepkurra — 510 IMMdoma

11



bepkutra, BO3HMKaromas Ha (OHE HUMMYHOISHUIIMTHBIX COCTOsHHMH (y mamueHtoB ¢ BUY-
UHQpEKIUe, 1ocie  TpaHCIUIAaHTAllMM  OpPraHoB, Yy  NAalMEHTOB C  MEPBUYHBIMU
uMmyHoiepunuTamu). Yaie Bcero Berpeyaercss y BUY- nHQUIMPOBaHHBIX MAIIMEHTOB, IPUYEM

Ha PaHHUX JTanax passuTus (1o cHwkenns CD* -kneTok).
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1. Kparkas wunHdopManus mno 3a00JeBAHMI0 MJIH COCTOSIHUIO (TpyImie

3200J1eBaHUI MJIH COCTOSIHUI)

1.1. Onpenesnenne 3a00/1eBaHUs WIN COCTOSIHUS (TPYNNbI 3200/1eBAaHNI WJIN COCTOSIHMIA)
Octpseie nmumdobaactaeie seiko3bl (nanee — OJIJI)/octpeie mumMdoOIacTHRIE JTHUMEPOMBI
(JIBJI) — 31O reTeporeHHas rpyImma 3;J10Kka4eCTBEHHBIX KJIOHAIBHBIX 3a00JI€BaHUN CUCTEMBI KPOBH,
MPOUCXOJSIINX U3 KIETOK-TIPEANISCTBEHHUI] TeMOIMO033a MPEUMYIIECTBEHHO JMM(OUTHON
HampaBlieHHOCTH UG GEepeHIIMPOBKA W XapaKTEepHU3YIOIIMEecs 4alle BCEro HCXOIHBIM
nopaxxeHueM KOCTHOro mosra (manee — KM), BbITeCHEHHEM HOPMalIbHOTO KPOBETBOPEHUS U
BOBJICUEHHUEM B TPOIECC PA3IUYHBIX OPTaHOB U CHCTEM OpraHu3Ma (IIeHTpaidbHas HEpBHAas
cucrema (manee — IHC), suuku, numdarnyeckas TKaHb 1000 JIOKanW3aluu), a Takke
BO3MO’KHOCTBIO HCXO/IHOTO TIOPAKEHUS OPTraHoB JIMMQpaTHISCKON TKaHu 0e3 BoByieueHuss KM [ 1—

5].

1.2. DTHoJIOTUSI U MAaTOreHe3 3a00JIeBaHUSA MJIM COCTOSIHUS (rpynnbl 3a00/IeBaHUN WU

COCTOSTHMA)
3TI/IOJIOFI/ISI TOYHO HC yCTaHOBHeHa. 3TI/IOHOFI/IH U IIaTOT'CHE3 O6’b$ICH$IIOTCH OGL[ICHpPIHHTOﬁ
KJIOHOBOM TEOpHEH: BCE JEHKEMUUYECKUE KIETKH SIBJISIIOTCS MMOTOMKAaMU OJHOM pOJAOHAYAIbHOMN
KJIETKH, KOTOpas MpeKpaTuiia cBoio AudGepeHInpoBKY Ha OJTHOM W3 paHHHUX CTaJNi CO3pEBaHMS.
N3-3a HekoHTponupyemol mponudepanud OMyXOJeBhIX KIETOK YIHETaeTCss HOpMalabHOE
KPOBETBOpPEHHUE, OOpa3yloTCcsi MeTacTa3bl (JielikeMudeckue WH(QUIBTpATh) BHE OPraHOB

KpoBeTBopeHus [ 1-5].

1.3. dnuaeMuosorus 3a0071eBaHNS HWIH COCTOSIHUSA (TPYNIbI 3200/1eBAHUI HJIH COCTOSIHUI)

OJIJI MmoskeT BcTpeuaTbes y JIMILL JII000ro BO3pacTa, HaunHas ¢ MIIaZIeHYeCKOTro BO3pacTa u
3aKaHYMBAasl TOXKHIBIM, OJHAKO MaKCHMAallbHbIC 3HAUEHHUS 3a00JIEBAEMOCTH MPUXOMITCS Ha
netckuii Bo3pact (60% mauuento OJIJI monoxe 20 ner) [1, 2, 6].

OJIJI saBnsieTcs camMOl paclpOCTPaAaHEHHOM OMYyXOJbI0 KPOBETBOPHOW TKaHW y JNIETEM,
cocraBisist 30% Bcex 3710KaYECTBEHHBIX OIyXOJIEH JETCKOTo Bo3pacTa. Y MalueHTOB MOjoxke 15
ner OJUJI mpmarHoctupyercs B 75% ciiydaeB BceX OCTphIX Jieliko3oB (maimee — OJI). IMuk
3aboneBaemoctu OJIJI mpuxoautcst Ha Bo3pacT 3—4 roja, 3aTe€M 4acTOTa €ro CHIKACTCSI, U BTOPOM
MOJ’EM, XOTSI HE CTOJIb CYIIECTBEHHBIN, oTMedaeTcs B Bozpacte S0-60 ner [1-5, 7].

B P® B 2014 1. auarno3 OJUJI 6bu1 ycranoieH y 1731 manueHTa, MOJOBUHA U3 KOTOPBIX
— 93T0 JuIa Mosoxe 18 et [8].

3aboneBaemocts OJIJI y manmmeHTOB MOXXWIOTO BO3pacTa HEYKJIOHHO BO3pacTaerT.
CornacHo JaHHBIM perucTpoB, exeromgHas udactora OJIJI yeBenmumBaercs ¢ 0,39 cinydas Ha

100 000 nacenenust B Bo3zpacte 35-39 ner, no 2,1 cnyuad va 100 000 HaceneHuss — B Bo3pacre
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>85 ner. Kpome Ttoro, mpubmusurtensno 30% OJIJI auarHoctupyrotcs B Bo3pacte >60 ier.
Ounanenspuiickas xpomocoma (Ph) onpenensiercs y 20-30% B3pocinbix nanuentos B-OJUJI. B
to Bpems kak Ph+ OJIJI cocraBnser y netreit MeHee 5% Bcex CiIydaeB, €ro 4acToTa BO3PACTAET J10
40% y B3pocnbix B Bo3pacte 40 ner, a 3arem Ha 10% B TeueHUE KaXKIOTO MOCIIEAYIOLIETO

JIeCATUIICTUS XU3HH [9] .

1.4. Oco0eHHOCTH KOAUPOBAaHUSA 3200/1eBAHHUA WJIHM COCTOSHMSA (TPynnbl 3a00/1eBAHUH MU
COCTOSIHMI) M0 MesKAyHAPOAHOH CTATHCTHYECKON Kiaccupukanum 0oJiesHedl M mpodiem,

CBSI3aHHBIX CO 3/10POBbEM
JIumdonanmliii aeiiko3 (C91):
e (C91.0 Octpsrii tuMpoOIACTHBIN JEHKO3
e (91.5 T-KkneTOUHBIN JIEHKO3 B3POCIBIX
e (91.7 Apyroit yrouHeHHBIH TUMQPOUTHBINA JTEHKO3
e (91.9 JlumbounaHsblii TeHKO3 HEYTOUYHCHHBIN

e (83.5 Jlumdoobnactras (muddy3Has) mumboma

1.5. Knaccudukanus 3a001eBaHUSA WIH COCTOSIHUA (TPyNNbI 3a00/1eBAHUIA WM COCTOSTHHMI)

B knaccudukanmmmu Bcemupnoi opranuzanuu 3apaBooxpaHeHus (nmaigee — BO3) OJUI
paccMaTpUBAIOTCS B pa3ziesie omyxoyel u3 npeamecTBeHHuKoB T- u B-nmumdponuros [3]:

e mMpobnacTHeIN neliko3/muMpoma n3 B-npenmectsenHnkoB (cunonum: OJIJI u3

MpeAlIeCTBEeHHUKOB B-Kki1eToK);

e mMpobnacTHeIN neliko3/muMpoma n3 T-npenmecrBeHHUKOB (cuHOHMM: OJUT 13

MPEAIECTBEHHUKOB T-KIIETOK).

B0o3MOXXHO paBHOLIEHHOE HCIIOJIb30BAHUE OMMCAHHBIX ONpEAENIeHuH, U aBTOPbI
KJIacCU(UKaILUHY JIUIIb ToJaratoT, 4to npu 25% u Oonee 6mactHbIX Ki1eTok B KM nenecoo6pasHo
roBoputh 00 OJI, a mpu menee 25% — 00 JIBJI. Ho wamie Bcero 3T TEpMHHOJIOTHYECKHE
CJIO’)KHOCTH HE UMEIOT NMPAKTUYECKOTO 3HAYEHUS, IOCKOJIBKY UX TEPaIus OJMHAKOBA.
B-n1um¢oodacTHbIi Jgeiiko3/aumdoma

e B-mumdobnactHbIl neiiko3/muMdoma, 6e3 qonomautensHoro yrounenus (bAY) (NOS —
not otherwise specified).
e B-mumdobnacTHeI seiiko3/muMdoma, onpenensieMblil peKyppeHTHBIMH (HECTyIaliHBIMH,

MOBTOPSIOLIUMHUCS ) TEHETHYECKUMU aHOMATTUSIMU:

—  B-mumdobnacTHsii netiko3/mumdpoma c t(9:22)(q34;q11.2)/BCR::ABL1; Ph+-
OJUI,

—  B-nmumdobnacTaelii neikosz/mumdpoma c t(v;11q23)/KMT2A4 (panee MLL);

—  B-nmumdobnacTsii neriko3/mumdpoma c t(12;21) (p13;q922)/ETV6::RUNXI

(panee TEL::AMLI1));
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—  B-nmumdobnacTHeI neliko3/mumMbomMa ¢ TUIIEPIUTIIOUTUCH;

—  B-nmumdobnacTHI neliko3/mumMdoMa ¢ TUITOIUTIIIOUTUCH;

— B-nmumdobnacTaelii neiiko3/mumpoma c t(5;14)(q31;q32)/IL3::IGH;

—  B-nmumdobnacTaelii neiikoz/mumpoma c t(1;19)(q23;p13.3)/TCF3::PBXI;

—  B-nmumdobnacTHsIi neliko3/muMbomMa ¢ THTPaXpOMOCOMHOM aMIUTHUKaIei
xpomocombl 21(1AMP21);

—  B-numdobnacTHslii neiiko3/mumdpoma ¢ pa3InIHbIMI FTeHETUYECKUMU
HApYIICHUSIMH (IIUTOTEHETHYECKUMH aHOMAJIUSMHU U MYTAIUsIMU B T€HaX ),
KOTOpbI€ aKTUBUPYIOT CUTHAJIbHBIE MYTH PELENTOPOB LIMTOKUHOB U KUHA3
(BCR::ABL1-tono0HbIi );

T-nmumdodaacTHbIi geiiko3/mumMpoma

— JIumdoOnacTHbIH Neiiko3 U3 paHHUX T-KJIETOUHBIX MPEAIIECTBEHHUKOB;

—  NK-knerounsiit tuM@oOIacTHBIN JeHKo3/muMdoma.

Cormacao knmaccudpukanmmu BO3 2017 r., JIBJI ¢ mopaxennem KM u 6e3 Hero
O00BEIUHSIOTCS B €IMHYIO TPYIITY «TMM(OOIACTHBIE TEHKO3BI/IMM(OMBI U3 MIPEIIIECTBEHHUKOB
B- nimu T-xnerok». HecMoTpst Ha IIMPOKO paclpOCTPAaHEHHYIO TOUKY 3peHus o Tom, uro OJUJI n
JIBJI xapakTepu3yloTcsl pa3lIuYHBIMU KIMHUYECKUMH TMPOSBICHUSIMH OJHOTO M TOTO XKe
3a0071€BaHus, B MPOIECCE BHITTOJHEHHOTO aHAJIW3a KCIIPECCUH TEHOB [5] OBLIO MOKa3aHO YE€TKOE
pazaenenue mexay T-kimerounort OJIJI m T-knerounoir JIBJI BBHAY pa3nuuus 3KCOpecCUU
OTAENBHBIX TEHOB. Psil 3TUX pa3nuuuii MOXKeT OBbITh 00YCIIOBIIEH CTIEHU(UIHBIMUA MEXaHU3MaMH,
MMEIOLIMMH OTHOILIEHUE K CTPOMAJIbHBIM KJIETKaM. B To ke BpeMs MMeroTcs JoKa3aTellbCTBa B
MOJIb3Y TOTO, YTO Ba)KHBIE CHUTHAJbHBIC IYTH, PETYIUPYIOUINE POCT KIETOK MpH T-KIETOUHBIX
OJUI m T-xnerounsix JIBJI, MOryT OBITH pa3iaWYHBI, YTO YACTUYHO OOBSCHSIET pa3IHMUUC
KIIMHUYECKHUX MPOSBIEHUIN 000ux 3aboneBanuii [5].

B 2022 rony omy0aukoBaHa cTaThs, MOCBsIIEeHHas 5 nepecmorpy BO3 knaccudpukanuu
OCTphIX TUM(POOIACTHRIX JIEHKO30B, OJHAKO, YTBEpKJIeHHAas kinaccudukamus BO3 Ha MOMEHT

MEePECMOTPa HACTOSIINX KIMHUYECKUX PEKOMEH/IAINM e1lie He omyOnrKoBaHa [236].

1.6. Kannuyeckass kapTuHa 3a00/1eBaHUsl WM COCTOSIHUSI (FPynmbl 3a0oJieBaHMU WM

COCTOSIHUI)

JlnurenbHOCT, aHaMHe3a 3a00JeBaHUS OT MOMEHTA TOSBIICHUS MEPBHIX KIMHUYECKUX
MPU3HAKOB 10 MOPGOIOTHnYecKoi BepupuKaluy AUarHo3a COCTABISIET OT HECKOIbKUX HEJEINb 10
HECKOJIbKUX MecsieB. Kiimanueckas kapTuHa onpeessieTcsl CTeneHblo HapyeHus Gyakinnii KM
B BHJE aHEMHH, T€MOPPArn4eckoro CHHAPOMA M Pa3BUTHEM HHQEKIUH Pa3TUYHON CTENEHH
TAXKECCTHU, HAINYHUCM OHYXOHGBOﬁ MacCbl B BHJC OpraHOMCralivu, 6OHBIHOFO KOJIM4YeCTBa

OITyXOJIEBBIX KIJIETOK B mepudepudeckoil KpoBH, TuMdoaseHonaTHH U MacC B CPEIOCTEHUHU; B
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HEKOTOPBIX CIIydasiXx ¢ pa3BUTHEM OOJIEBOTO CHHIpPOMA, CBS3aHHOIO C MOPa)KEHUEM KOCTEH, ¢
MOSABJICHUEM KIIMHUYECKUX Tpu3HakoB nopaxenus [{HC u ¢ mopaxxenunem koxwu [1, 2,4, 5, 10,11].

Knunngeckue mposBienus: y namueHToB ¢ OJIJI oyeHb HecmenMQpUYHBI U CBSI3aHBI C
pa3BUTHEM TEX WU MHBIX CHMIITOMOB, OOYCIIOBICHHBIX BHITECHEHUEM OITyXOJIEBHIMHU KIIETKAMH
HOpPMaJbHOTO KpoBeTBOpeHUsi. OCHOBHBIE CUMITOMBI 3a00jeBaHus — c1aboCTh, TUXOpajaKa, He
CBsI3aHHAs ¢ MH(EKLUUEH, OCCAITUU U apTpajiruu, reMopparudeckuii cuaapom. Mudekunonusie
OCIIO’)KHEHUS BCTPEUYAIOTCSl HEYaCTO, U B OCHOBHOM B T€X CIydasX, KOT/Ia YHCII0 HEUTPO(UIOB HE
MPEBBILIAECT 0,2x10%1. Y 1% nanuMeHToB OTMEYAIOTCS TOJOBHBIC GOJIH, TOIIHOTA, pBOTa, yaue
Bcero npu Bosieuenuu [HTHC [12].

JIBJI yame Bcrpeuaercss y MyxkuuH (61-75%). ¥V OonbmuHcTBa (58-95%) manuentoB Ha
MOMEHT IIOCTAaHOBKM auarHos3a 3aboseBanue uMmeer III-IV craguro. YV 3HAYUTENBLHON HOMH
MALKUEHTOB OMPEETAI0TCS TUXOPaKa, HOUHas MOTJIUBOCTh U CHIbKeHHE Macchl Tena (16—48%), a
TaK)Xe TOBBIIIEHHE AaKTUBHOCTU JakTataerujaporenassl (naisee — JIJAI) (48-84%). Yacrora
nepsuuHoro nopaxenus LIHC ananornyna nannomy nokasatresnto mpu OJIJI (0-10%). [TanuenTs!
¢ T-xnerounoii JIBJI mmeror Oonee MOJIOAON BO3pacT MO CPaBHEHHIO C MalMEHTaMH ¢ B-
knetounoit JIBJI [13], Gonee BBICOKYIO 4acTOTy MOpakeHus JIuM(poy3i10B cpepoctenus u KM, a
takke [V cranuio 3a0o5eBanus, B TO BpeMs Kak SKCTPaHOAAIbHOE MTOPaKEHHE BCTPEUaeTCs yallie
npu B-xmerounsix JIBJI [14]. B nporuBonosnoxknocte OJIJI npu JIBJI mnapamerpsl
nepudepruyeckoil KpOBU, B YACTHOCTH KOHIIEHTPAIUs TeMOriIo0MHa U KOJIMYECTBO TPOMOOIIUTOB
B IEJIOM, MPUOJIMKAIOTCS K HOPMAJIBHBIM 3HAYCHUSM, YTO CBHJACTEIHCTBYET O MOTCHIMATIHHO

0oJsiee BBICOKOM KOCTHOMO3TOBOM pe€3€pBe U JIYYIIeH MepeHOCUMOCTH XMMUOTepanuu (nanee —

XT).
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2. /IlmarHocTuka 3a00JIeBaHUsI MJIM COCTOSIHUSL (Tpynnbl 3a00J1eBaHMil MU
COCTOSIHMI), MEJULMHCKUE NOKA3AHUA M NMPOTHBONOKA3AHUS K NPHUMEHEHHIO

METOA0B NTHATHOCTHKHU

MHoeue pexomeHO0B8aHHble MemoObl OUACHOCMUKU 3a001e8aHUsL U CEA3AHHBIX C HUM
COCMOAHUL UMEIOM 02PAHUYEHHYI0 OOKA3AMeNbHYI0 0a3y (8 COOMEEMCmMEUU ¢ WKAIAMU OYeHKU
YPOBHSI JOCTOBEPHOCTH JI0Ka3aTENbCTB (Oaree — Y/[/]) u yposns yoeoumenvHocu pexomeHoayutl
(Oanee — YVP)) no npuuune omcymcmaus, noceiujennvix um KHU. Heszupas nHa 3mo, oHu
ABAAOMCA HEOOXOOUMBIMU DTIeMEeHMaMU 00C1e008aHUS NAYUEHMA OJisl YCIMAHOBIeHUsl OUA2HO3A U
8b100pa MAKMUKU JedeHUss, MaKk Kax bonee 3ghghekmusHvle u 00KA3aHHbIe MEMOObl 8 HACMOsAWee
8pemsi He pas3pabomanbi.

s unmepnpemayuu OUaASHOCMUYECKUX UCCIe008AHULL MO2YI NPUMEHAMbCSL MEXHOL02UU
UCKYCCMBEHH020 UHMENIeKma (Npu HAIu4uu u adanmupo8aHHocmu O0is OUACHOCMUKU Npu

oCmpuIX TUMPOOIACMHBIX. TEUKO3AX).

2.1. /Kano0bl 1 aHaMHe3
e PexoMeHIYyHOTCS BCeM MAIIMEHTaM IMMAIIMEHTaM IPH MOCTAHOBKE JUArHO3a, €KEJHEBHO B
npoliecce JIeUeHUs THIATENbHbIM cOOp aHaMHe3a M kajo0 3a00JeBaHUs C YTOUHEHHEM
Tepanuu, KOTopasi MPOBOAUIIACH B CBSI3U C JJAHHBIM 3a00JIEBAHUEM U paHEe IO TOBOAY
Ipyrux 3a00JIeBaHUH, a TAKKe TOAPOOHOE OMUCAHNE KAJI00 MAIMEHTOB 715 BepuuKammu
nuarsosa [1, 2, 4, 5].
YpoBenb yOenuteqbHocTH pekoMeHganuii — C (YpoBeHb JI0CTOBEPHOCTH

J0Ka3aTeJbCTB — 5).

2.2. DusukajabHoe 00c/IeI0BaHue
e PexomeHayloTcsi BCeM NAalMeHTaM IPU MOATBEPXKIEHUU JHAarHo3a, €XETHEBHO B
mpouecce JedeHuss Npu (QU3MKAIBHOM OCMOTPE H3MEpPEeHHE pOocTa U MaccChl Tena,
TepMOMeTpHsi 00IIasi; OIEHKAa COCTOSIHUS KOXHBIX IOKPOBOB, KOCTHO-CYCTaBHOM
CHUCTEMBbI;  BBISBIICHHME  NPHU3HAKOB  T'E€MOPPAruyeckoro  CUHAPOMA;  HaJIU4YUeE
remaToCIUICHOMET iy, TUM(GOaICHONATHH;, HATUYUe MPU3HAKOB AUCPYHKIMH CEp/la,
JIETKUX, TICYCHU, OPTaHOB YHAOKPHUHHOM CUCTEMBI i Bepudukanuu quardosa [1, 2,4,5] .
YpoBenb yOeaurTeqbHOCTH pekoMenaanmuid — C (ypoBeHb J0CTOBEPHOCTH
J0KAa3aTeJbCTB — 5).
KommeHnTapuu: npu ¢gusuxaisnom oo6ciedo8anuu Mocym 0OHAPYICUBAMBCSL PATUYHOU
cmenenu 8blpadceHHoCmu 61eOHOCMb KONCHBIX NOKPOB08, NemMeXUdbHble GbICbINAHUS, CUHAKU,
KPOBOMOUUBOCb 0eceH, NOGbluleHue memnepamypsbl meia, IumgpoadeHonamus, 8 mom uucie

yeeiuderue HeOHbIX MMH()CZJZMH, CnjleHomezailus, cenamomecalus, yeeiudenue pasmepos novekx,
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bone3nenHoCmb npu nokoaavusanuu kocmetl. Bosneuenue xoocu npu OJL/I bvieaem pedko, u eciu

ouacHocmupyemcsi, mo accoyuupyemcsi ¢ npe-B-ummynogpenomunom [11].

PexoMeHayeTcs1 BceM MalMeHTaM OLIEHUTHh COMAaTHYECKUH CTaTycC 10 1iKajae Bocrounon
KOOmepaTUBHON oOHKoJormueckoi rpymnmbl (magee — ECOG) ¢ nenplo ompeaeneHus
HE00X0IMMOT0 00beMa U IKCTPEHHOCTU MEIUIIMHCKON momomu (mpuioxenue ['1) [15,
16].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5).

2.3. .JIaﬁopaToprIe JAUATHOCTHYECCKHUEC UCCIICAOBAHUSA

Pexomenayercsi BCEM TMalMEHTaM TMPU TOCTAHOBKE JWArHo3a s Bepudukaun
AnarHo3a, BO BpEM: JICUCHUA IJI1 OUCHKH JUHAMUKHA Ha (pOHe TCpannun 2-3 pa3a B HCCIIO
BBITIOJIHEHHE 0011ero (KIMHMYECKOT0) aHaim3a KpoBu pasBepHyToro (mainee — OAK) (c
MOICYETOM JICHKOIMTAPHOH (OPMYJIBI U HICCIIEIOBAHUEM YPOBHSI TpoMOonuTOB) [1, 2, 4,
5].

YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YpoBeHb J0CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5).

KommenTapuu: npu ouacnocmuxe OJIJI y wacmu nayuenmos nokasamenu Kpogu Mo2ym

6ims Hopmanvrsimu. Yucno neiikoyumos modcem sapvuposams om 0,5%x10°/n 0o 700x10°/n;

yeenuuenue uucna neiikoyumos eviue 10,0x10°/1 ommeuaemca y 60% nayuenmos, @viuie

100,0x10°/n — y 10%, mpomboyumonenus menee 50,0x10°/1 onpedensemes y 60% nayuenmos.

PexomMenayercs BceM MalMeHTaM IpU MOCTAHOBKE JUAarHo3a Ul OINpeJesIeHus] o0bemMa
OITyXOJIEBOI'O MOPAXKEHUs, BEPOSITHOCTH Pa3BUTHsI CHUHAPOMA JIM3UCA OIyXOJH, a TaKXkKe
BCEM MAallMEHTaM BO BpeMsl JIEYEHHUs 2 pa3za B HEJEIIIO C LEeNbI0 IMHAMUKH U3MEHEHUH Ha
¢oHe TepamMu U BBISBICHUS OCJOXHEHUI BBINOJIHUTH aHAJIN3 KPOBU OMOXMMHMYECKHMA
obmerepaneBTrueckuii ( MccienoBanue ypoBHs oOmiero Oenka B kpoBH, OmnperencHue
COOTHOIICHHUST OENKOBBIX (pakiuii mMeTomoMm saekTpodopesa, MccmemoBanue ypoBHS
MOYEBHHBI B KpoBH, MccnenoBanue ypoBHs KpeaTHHMHA B KpoBH, MccnenoBanue ypoBHs
ob1ero 6unupyOouHa B KpoBH, Onpe/iesieHre akTUBHOCTH acriapTaTaMHUHOTpaHC(epasbl B
kpoBu (nmanee — ACT), OnpeneneHue akTUBHOCTH aJaHWMHAMHHOTpaHC(epa3bl B KPOBH
(manee — AJIT), Onpenenenne akTHBHOCTH JIAKTATIETHAPOTEHA3bI B KpoBH, MccrnenoBanue
YPOBHsI OOIIEr0 MarHusi B CHIBOPOTKE KpoBH, VccienoBaHue ypoBHs HAaTpusl B KPOBH,
HccnenoBanue ypoBHs Kayusi B KpoBH, MccnenoBanue ypoBHs 0OLIETO KaJIbLUs B KPOBH,
UccnepoBanue ypoBHs IIIOKO3BI B kpoBH) [1, 2,4, 5, 17, 18].

YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH

JI0Ka3aTeJIbLCTB — 5).
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Kommenmapuu: oononnumensHo npu HAIU4UU NOKA3aHULl Ha 11000M dmane OUa2HOCMUKU
u neuwenuss OJIJI mozym uccnedoeamucsa Opyeue noxazamenu kposu: Hccnedosanue ypoems
Jceneza cvlgopomku Kposu, Hccredoeanue ypoeHs mpaHcgheppura Ccbl8OPOMKU  KpPOBU,
Hccneoosanue ypoens spumponodsmuna kposu, Hccredosanue yposHsa ¢onuesoll Kuciomol 6
cvlgopomke Kpogu, Hccneoosanue ypoeHus UMMYHO2N00YIuUHO8 6 Kpoeu, Onpedenenue
COOMHOULeHUST DENKOBBIX PPAKYUL MEMOOOM dNleKMpogopesa, ucciedosanue HyuKkyuu Heghponos
no Kaupency Kpeamununa (npooa Pebepea) u opyeue.
PexomenayeTcst BceM MalMeHTaM MPH OATBEPKICHUH AHATrHO3a IS ONIPESIICHUS BEPOSITHOCTH
pa3BUTUA  TSDKENBIX  KOAryJdsUOHHBIX  HApyIIEHWH, Kak TeMOpparuyeckux, TaKk H
TPOMOOTHYECKUX, a TakKe BCEM MalMEeHTaM BO BpeMsl JieueHHs 2 pa3a B HEJENI0, C IIEJNIbIO
BBISIBJICHHSI OCJIOXXHEHM Ha (OHE TepamuH BBIIOJHUTh CKPUHUHTOBOE HCCIEIOBaHUE
CBEPTHIBAIOIIECH CUCTEMBI KPOBHU (AKTUBHUPOBAHHOE YACTUYHOE TPOMOOIUIACTHHOBOE BpeMs (Jayiee
— AYTB), Onpenenenne mpoTpOMOMHOBOTO (TPOMOOIJIACTUHOBOTO) BPEMEHH B KPOBH WM B
mnasme, OnpeneneHne TPoMOMHOBOTO BpEMEHHU B KpoBH, VccnenoBanue ypoBHs (uOprUHOTEHA B
kpoBu). IlanmenTtam, momyyaromuM Tepanuio acnaparuHazoii**, meobxomumo OmnpenencHue
akTUBHOCTH aHTHUTpoMOMHa 111 B kpoBu [19-22].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 4).

KommeHnTapuu: npu gviasnenuu uzmeneHutl 8 pe3yismamax CKpUHUHS0BbIX UCCIe008aAHUL
U HAIUYUU KIUHUYECKUX NOKA3AHUL UCCe0YIomcs OONONHUMENbHbIE NAPAMEMPbl KOA2YIAYUU
(hanpumep, ucciredosanue ypoeHs npooyKmos napaxoazyiayuu 6 kposu, npomeuna C 6 Kposu,
Onpedenenue akmusHocmu npomeuna S 6 kposu, aumumpomouna Il u opyeue).

e PexoMmeHnayercsi BceM NalMeHTaM BBIIOJHUTH HCCIEI0BaHUE OOMIET0 (KIMHUYECKOIO)

aHalii3a MOYM C EIbI0 UCKIIIOYEHUS MOopakeHus novek [ 1, 2, 4, 5, 23].

YpoBenb yOeauteabHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
J0Ka3aTeJbCTB — 5).

Kommenmapuu: npu nHanuuuu nokazaHutl 8bINOIHAOMCS OONOIHUMENbHbLE UCCTe008AHUS
Mouu, Hanpumep, OJisl UCKTIOYeHUs UHpeKyuY U YMOYHeHUss muna 6030youmeins - UCCie0o8aHue
mouu  memooom Heuunopenxo, uccieooganue mouu mMemooom 3SUMHUYKO20, pA3IUUHbIE
MUKpobuonozuyeckue (KyibmypaibHvle) UCCIe008aAHUS MOYU U MUKPOCKONUYECKOe UCCIe008aHUe
mouu. Taxace no nOKA3aHUAM BbLINOIHAIOMCA HA M1000M dmane ouaznocmuku u nevenus OJIJT
uccnedosanue 2eMoCu0epuHa 8 Moue, UCcie008aHue YposHs c80O0OO0H020 KOPMU3O0LA 8 Moue,
onpeoeneHue akmMusHOCMU Alb@a-amuiassl 8 moue, u opyaue.

e PexoMmenayeTcsi BceM MMallMEHTaM MpU MOA03pEeHNH U Ipu yctaHoBieHHOM OJIJI, a Takke

B XOJIe Tepanuu ¢ 4yacToToi 1 pa3 B 3—6 mecsueB onpeneiaceHue aHTuTen kiaccos M, G
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(IgM, IgG) x Bupycy ummyHnoaeduiuta yenoseka BUY-1 (Human immunodeficiency virus
HIV 1) B xpoBu; ompenenenue antuten kimaccoB M, G (IgM, IgG) x Bupycy
ummyHoeduruta yenoeka BUU-2 (Human immunodeficiency virus HIV 2) B KpoBH ISt
YTOYHEHHS] HEOOXOAMMOCTH OJHOBPEMEHHOTO TMPOBEACHUS MPOTUBOOIIYXOJICBOH U
AHTUPETPOBUPYCHOM Tepamuu, | ONpPEACICHHWE aHTUTEeNl K OJeTHOW TperoHeme
(Treponema pallidum) B kpoBH 7151 HCKITIOUEHHUS COMYTCTBYIOINIEH matooruu [ 1, 2].

YpoBenb yOenuteqbHOCTH pekoMeHganuii — C (YpoBeHb JA0CTOBEPHOCTH

J0KAa3aTeJbCTB — 5).

Pexomenayercss BceM MamMeHTaM NpU MOAO3pEHUM W Tipu noareepxkaeHHom OJIJ, a
TaK)K€ B XOJE Tepanmuu ¢ 4acToTod 1 pa3 B 3—6 MecsleB BBINONHATH ONPEICICHUE
antureHa (HbsAg) Bupyca rematuta B (Hepatitis B virus) B kpoBu U aHTHTE€Ha BUpYyca
renatuta C (Hepatitis C virus) B KpoBH W, MpHU HEOOXOAMMOCTH, MOJIEKYJSIPHO-
Ouosiornuyeckoe ucciieoBaHre KpoBu Ha Bupyc renaruta B (Hepatitis B virus) u renatura
C (Hepatitis C virus) B 1eNsX YyTOYHEHHUS PUCKA PEAKTUBAIIMM BUPYCHOTO reraTuTa U, B
ciydae HeoOX0MMOCTH, ee podrtakTuku [24, 25].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH

J0Ka3aTeJbCTB — 4).

Pexomennyercst BceM nanuentam ¢ OJIJI mo noka3zaHusiM ¢ LENbIO YTOUHEHUSI PUCKA U B
cllyyae HEOOXOAMMOCTH TNPO(UIAKTHKH pPEAaKTUBALMM BUPYCHOTO rematuta B
BBINOJIHEHUE PAa3BEPHYTOTO BUPYCOJIOTHUECKOTO UCCIIEJOBAHNUS IS BBHISIBIICHUS MApKEPOB
BUPYCOB remnatuta B, koTopoe J0KHO BKIIOYaTh onpeaenenue [1, 2]:
o anrurena (HbsAg) Bupyca renatuta B (Hepatitis B virus) B kpoBu;
O aHTuTen K noBepxHoctHomy antureny (HBsAg) Bupyca rematura B (Hepatitis B
virus) B KpOBH;
o anrtHTen K saepHoMy antureny (HBcAg) Bupyca renatuta B (Hepatitis B virus) B
KPOBH;
o JHK Bupyca rematura B (Hepatitis B virus) B KpoBu MeTO0M MOJUMEpa3zHON

LEMHOM peakuu (KaueCTBEHHOE UCCIIEI0BAHUE).

YposBenb yoenureabHOCTH pekoMeHaaumii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5).

Pexomenayercss BceM MalMeHTaM HCCIEIOBaHUE MUKPOOMOIIEHO3a KHIIECYHHKA
(nucbakTepruo3) KyJabTypalbHBIMU METOJAAMHU C LEJIbI0 BBIABICHUS KOJOHHU3AIUHU
HECTEePUJIHHBIX JIOKYCOB MAaTOreHHOU (iropoii [26].

YpoBenb yOenuteqbHocTH pekoMeHganuii — C  (YpoBeHb /JA0CTOBEPHOCTH

JI0KA3aTeJbCTB — 5).

Pexomenayercs nanyeHTam npu noao3peHuu u npu ycranosieHHoM OJIJI, B mpouecce
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JICYeHUs TIO TIOKa3aHUSM, BBINIOJHEHHE HEOOXOJUMBIX HCCIENOBAaHUN W Mpod A
remotpancy3uu, BkIogamux [27, 240]:
O BCEM NaIeHTaM:
®  OmpejelieHne OCHOBHBIX Ipynil 1o cucreme ABO;
= omnpexaenenue anturena D cuctemsl Pesyc (pesyc-dakrop);
" ompejelieHue MOATPYIIBI U APYTUX TPYII KPOBU MEHbILIETO 3HAUeHUs A-
1, A-2, D, Cc, E, Kell, Dufty;
* mpoba Ha COBMECTHMOCTH NIEpe/]] TIepeInBaHIEM KOMIIOHEHTOB KPOBH;
= omnpexaenenue perorumna no anturenam C, ¢, E, e, Cw, K, k u onpenenenune
AHTUAPUTPOLUTAPHBIX AaHTUTET;
O TIpH HEOOXOIUMOCTH:
= omnpeaenenne HLA-aHTUreHos;
=  ompejelieHue CoAepKaHusI MEMOpPAHHBIX UMMYHOTJIOOYJINHOB;
"  OompejelieHue COAEpKaHUs aHTHIICHKOLUTAPHBIX aHTUTEIT;
" OompejelieHre COJAePKaHUS aHTUTPOMOOIIUTAPHBIX aHTHTEI;
" OompejelieHue COJEpPKAaHUS AaHTUTEN K aHTUTeHAM DJPUTPOILUTOB B
CBIBOPOTKE KPOBH.

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5).

Kommenmapuu: Hnasznauenue HeoOX0OUMbBIX UCCIe008AHUL U NPoO, a makxdice 8v100p
KOHKPEmMHO20 8U0a KOMNOHEHMA KPOBU O/l 2eMOMPAHC@Y3UlL (Mun 3pumpoyumoco0epuHcaueco
KOMNOHEHmMAa KpoGu, mMun KOHYyeHmpama mpomooyumos, mun npenapama nid3mbl)
oCYWecmenaemcs aedawum 6padomM Ui 8pavyoM-mpaHc@ysuoiocom 6 COOMEemcmeuy ¢
KIuHu4eckou cumyayuti u Ha ochosanuu Ilpuxaza Munzopasa Poccuu om 28.10.2020 N
11701"06 ymeepoicoenuu nopsoxka oxKazanus MeOUYUHCKOU NOMOUWU HACENeHUI0 no npoguio
"mpancgyzuonoeun”, Ilpuxaza Munzopasa Poccuu om 20.10.2020 N 1134u «O nopsoke
MEOUYUHCKO20 — 00CNed08anus  peyunuenma, npogedeHus npob Ha  UHOUBUOYATLHYIO
COBMECMUMOCTb, 8KAIOYASL DUOIOSUYECKYVIO NPOOY, NpU MPAHCHY3uu OOHOPCKOU KposU U (Uau) ee
KOMNOHEHMO8», pekomeHnoayuamu «Kiunuueckoe ucnonvzosanue 3pumpoyumcooepiIcaujux
komnonenmos kposuy» (2018 2), Ilocmanosnenus om 22.06.2019 2. N 797 «O6 ymeeporcoenuu
npasui 3a20Mo6KU, XPaHeHusl, MPaAHCHOPMUPOSKU U KIUHUYECKO20 UCHONb308AHUSL OOHOPCKOU
Kposu U ee KOMNOHEHMO8 U O MNPUSHAHUU YMPAMUGUWUMU CUTY HEKOMOPbIX aKmog
IIpasumenvcmeéa Poccuiickoti  Dedepayuuy, opyauMu  HOPMAMUBHLIMU — aKmamu  (CM.
Ipunooicenue A3.9).

e PexomeHaywTCsl BCEM MalMEHTaM MOJYy4YE€HHUE IIUTONOrHYeckoro npenapata KM nyrem

21



MYHKIUU (CTEepHajdbHAs MYHKLMS, TYHKIUS 3aJHEH OCTU TMOJB3JAOUIHONW KOCTH) U

UTOJIOTHYecKoe uccaenoBanue Mazka KM (Muenorpamma) u3 CTepHaIbHOTO IMyHKTATa C

[eNTbI0 Bepu(UKAIMK TUAarHO3a U ONpeesieHus MporHo3a nanuenTos [1, 2, 4, 5, 11].

YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbLCTB — 4).

KommenTapun: ouacnoz OJI yemanasnusarom npu obuapyscenuu ¢ KM 20% u 6onee
oracmuuix kemok. Qonaxo 01 OJII uz kiemok-npeoutecmeeHHuKo8 aumoghnosza u oasa JIBJI uz
mex dce KemoK-npeouecmeeHHUKO8 Cyujecmayem uHoe 0ouwenpuHamuoe onpeoeieHue: OUazHo3
OJIJI (B-knemounoeo unu T-xnemounoco) ycmaunasnusaiom npu obHapysicenuu 25% u 6onee
onacmuuvix kiemoxk ¢ KM. Ecnu npoyenm Onacmuuvix kiemox 6 KM menee 25% unu 6nacmuvie
Kkaemku omcymemeyiom ¢ KM, Ho npucymcmeytom 6 unvlx ouazax nopaxceHus (mumgpamuieckue
V376l 000U TOKATU3AYUY, MUMYC, KOdHca, U M. 0.), mo ycmanasiusarom ouaznos T- unu B-JIBJI
[1,2,4,5].

e PexoMmeHayeTcsi BceM Mali€HTaM BBIMOJHUTH LUTOXUMUYECKOE HCCIIETIOBAHUE MUKPO-
npenapata KM (6mactabix kierok KM) ¢ nenbro Bepudukauu auaruosa [28, 29].
YpoBenb yOeauTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH

J0Ka3aTeJbCTB — 4).

KommenTapum: npu yumoxumuueckom uccieoosanuu 0aacmusle KiemKu oUeHusarom
Kax Heouggpepenyupyemole, ROCKOIbKY AKMUBHOCHb MUETIONEPOKCUOA3bl 8 HUX He2amUeHas, a
PAS-nosumusnvie epanynvl, komopule yacmo cooepicamcs 8 HUX, He AGNAIOMCL CheYUDUUHBIM
MapKepom, OnpeoessiiowuUM HPUHAOTIEHCHOCb K JUMPOUOHOU JuHuUu OudpepeHyuposxu.
Iloomomy  0O0HUM Uz  KI04esblx  Memooo8  OUACHOCMUKU OJlUl  sasensemcs
ummynogenomunuposanue. Tem He MeHee, npogedeHUe YUMOXUMUYECKUX peakyuili Ha
MUeNoNnepoKkcuodasy, Hecneyu@uuecKyro 9cmepasy U IUKo2eH AJAemcs 00513amenbHbIM, MAaK KaK
onpedenenue TuHUU OUpGDepeHyuposKU OIACMHBIX KIeMOK OCYWeCmEIaemcs npu KOMNJIEKCHOM
amanuze OAHHLIX YUMOXUMUYECKO20 UCCAe008AHUS U UMMYHODEHOMUNUPOBAHUS, NPU IMOM
UCKTIOYAlOMC/8epuduyupyromces 8apuaHmosl OCMpbIX 1elK0308 cO CMeuanHblM penomunom. [1,
2, 236].

e PexomeHayercss BBIOJHUTH TATOJOT0-aHATOMHUYECKOE HCCIIEIOBAHUE OWOTICHITHOTO
(omepanMOHHOTO) Marepuana odara MOopakeHHs (OMyxoJieBoro oOpa3oBaHHs), B TOM
qHCclie C MPUMEHEHHEM UMMYHOTHCTOXHUMHUYECKUX METO/IOB, Y TAIIHEHTOB 0€3 MOpaKeHUS
KM c uenbto TouHoi Bepupukanuu nuaruosa [30].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5).

e Pexomenayercsas y BceX NAUMEHTOB ¢ nojao3peHueM Ha JIBJI BBIMOJHATH MaToJI0ro-
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AHATOMHYECKOE HCCIIeIOBaHNE OMOTICMITHOTO (ONMEeparmoHHOr0) Marepuaia JuM@oysia

WIH JPYroro odara MopakKeHusi ¢ NPUMEHEHHEM MMMYHOTHCTOXHMHUYECKHX METOIOB C

nenpto oueHku cyorunos JIBJI, a Takke coxpaHATh OWOINCHIHBIN MaTepuan JUIs

MOCJIEIYIOLIErO BBIMOJHEHUS MOJIEKYJISIPHO-TEHETUYECKUX UCCIEIOBAaHUM, YTO MO3BOJIUT

pa3paboTaTh HOBBIC TAPTETHHIE CTPATETUX Tepanuu [14].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH
J0Ka3aTeJbCTB — 5).

KomMmeHnTapuu: ummyHogenomunuyeckue xapaxmepucmuxu npubauzumenvro 80% JIBJI
Xapaxkmepusytomcs skcnpeccuel T-knemounvix mapkepos, 6 omaudue om OJIJI, npu komopom
>70% ommuocamcsa k B-knemounvim. Cpeou ecex JIBJI domunupyem T-xknemounwviti cybomun.
Hmmynoghenomunuyeckue xapakmepucmukiu onyxonegvix kiemox npu T-JIBJI nozumuseHvl no
cneoyiowum mapkepam: TdT, CD7 u yumonnazmamuueckass CD3; eapuabervuvt CDI1a, CD2,
CD4, CD5, CDS8; moocem 6vims kosxcnpeccus CD4 u CDS, CDI10 +/-; pedxo onpedensemcs
Kookcnpeccusi muenomapkepos CDI13; 33; 117. B mpemu T-JIBJI sviaenenvr mpaunciokayuu c
yuacmuem 2enos T-knemounvix peyenmopos (o, f5, ¥, 0) U pa3IUYHbLIX NAPMHEPCKUX 2€HO8,
exmoyas MYC, TALI, HOX11 u op.

Hmmynogenomunuueckue  xapaxmepucmuxku  onyxoinesvlx Kiemox npu  B-JIBJI
nosumuenvl: no TdT (a0epuas oxpacxa), HLA-DR, CD19 u yumonaasmamuueckoti (cyt)CD79a;
CD20 u CD22 sapuabenvuvi. Huoc0a 6 yumonnazme onpeoersiomcs Jjeekue yenu
uMMyHo2n06ynuna (cyt-u). [losepxnocmuule UMMYHO2I00YIUHBL Halye OMCYMCMEYIOM, 0OHAKO UX
obnapyaicenue He uckaouaem ouacnosa B-JIBJI; CD45 mooxcem 6vimob Hecamugen. MoaekynsapHo-
2eHemuyecKue 0CoOeHHOCMU 0XapaKkmepu3o8ansvl Mao, He UMEerOn NPOCHOCIMUYECKO20 3HAYCHUS.

e Pexomennyercs BCEM  MAlUEHTaM  BBIIOJHUTH UMMYHO(GEHOTUITHPOBAHNE

TreMOIOATUYECKHUX KIETOK-TIpeecTBeHHUIl B KM ¢ nienwio Bepudukarmu auaruosa [31,

32].

YpoBenb yOeauteabHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 4).

KomMmenTapumn: UMMyHOpenomunuposanue 8bINOHAIOM c NOMOUbIO
MYTbMUNAPAMEMPULECKOU  NPOMOYHOU  Yyumogayopumempuu (0ObIYHO KAK MUHUMYM  6-
ysemnoii). Eco ucnonvsyrom 011 Oonee yemroeo onpeoeneHuss NPUHAONEHCHOCU OIACMHbIX
KIemoK K mOu UlU UHOU JUHUU KIemOuHOU Oudgepenyupoeku nocie YCmaHos1eHus
mopghonozuueckozco ouaznoza OJIJI. HUmmynoghenomunuueckas xapaxmepucmuxa OIACMHBIX
xknemoxk npu OJIJI npeocmasnena 6 npunosicenuu I'2. OJIJI uz npedwecmeennuxkos B-mumpoyumos
(70-80% cnyuaes) mocym kiaccupuyupo8amuvcs Ha uyemvipe CpYnnvl 68 COOMBEMCMEUU CO

cmaousamu paunezo pazeumus B-knemox. OJIJI uz npeowecmeennurxog T-numpoyumos (20—30%
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cyuaes) makodice Mo2ym Oelumuvcs Ha 4 2pynnel, 8 COOMEEMCMBUU CO CMAOUAMU PAHHE20
passumusi T-knemok. B psoe ciyuaes b6racmmuvie Kiemku umerom oOHOBPEMEHHO NPUSHAKU KAK
TUMGDOUOHOU, MmaK u MmueiouoHou ougpgepenyuposku. Imu eapuanmer OJI mozym Ovime
onpeoeienvl KaKk ocmpwvill aeliko3 co cmewannvim genomunom (MPAL) (B-/muenouonwvui, T-
/MUETIOUOHDILL), eCiu COOMBEMCMBYIOM HeoOX00uMbIM Kpumepusim kraccugpuxayuu BO3 (2017 2.)
[3]. Hpyeue cayuau OJI mocym omauuamvcs omcymcmeuem 3KCNpeccuu HeoOX00UuUMo2o
couemanus unu 00CMAamoyHo20 KOAULeCmaea Mapkepos, Komopule NO380AUNU Obl ONPeOelums Ux
JIUHENHYI0 HanpaeieHHocmv. B maxom ciayuae mocym Ovblmb OUACHOCMUPOBAHLL OCMPbIL
HeoughhepeHyupoBaHHblll 1elK03 UIU OCMPbIL 1elKO03 HEeONpeOeseHHOU JauHeuHocmu, 0e3
O0ONOIHUMENbHO20  VMOYHEHUsI 8 COOMBEmCmeUU ¢  OnpeodeleHUs MY, VKA3aHHbIMU 8
kraccughuxayuu BO3.

B rnaccuguxayuu BO3 2017 2. omoOenvHo Gvloensemcs JUMPOOIACMHDLI NeiK0o3 U3
pannux T-knemounwvix npeduwecmeennuxos (early T-precursor (ETP-ALL). bracmusie knemxu
npu ETP umeiom npusHaxu MueiouoHblX U CMBON08bIX KIEeMOK, UMMYHOpEHOmMuUn 0oJdHceH
COOMBEemMcme08ams ONpeoeeHHbIM KPUMEPUIM.:

o T-nunetinas nanpaeiennocms (Hanuyue skcnpecuu cyCD3+CD7+)

o  Omcymcmesue sxcnpeccuu CD1a u CD8(<5% nozumuenvix O1acmHbIX KIemOoK)

o Omcymcmesue unu cnabas sxcnpeccus CD5 (<75% nozumuénvix 61acmHublx K1emoxK)
® nozumuser xoms 66l 00UH u3 caedyrwux mapkepos: CD34, CD117, HLA-DR, CD13,

CD33, CDI11b, CD65(>25% no3umuenvix 61aCMHbIX K1EMOK).

B cnyuae aproii u 6onee monomopghnot sxcnpeccuu CDS5 (275%), Ho evinonnenuu
ocmanvublx  Kpumepues T-numgobracmmoeo 1euxko3a U3  PAHHUX  NPeoulecCmeeHHUKOS,
yemanagnusaemces ouaznos near-ETP-ALL, ymo mooicHo nepesecmu kak «no0oonviti-ETP-ALLy.

Ipubnusumenvno 80% JIBJI xapaxmepusyiomcsa sxkcnpeccueti T-Kiemounvix Mapkepos 8
omauuue om OJLJI, npu komopom >70% omnocamces k B-knemounwvim. [losmomy cpeou ecex JIBJI
domunupyem T-kremoyHwlil cyomun.

Ummynomopghonoeuueckue xapakmepucmuku onyxonesvix Kiemok npu T-JIBJI:
NO3UMUBHbL  MEPMUHANbHASL  Oe30KCUHyKieomuounmpancgepasa (0aree — TdT), CD7 u
yumonnazmamuyeckas CD3; eapuabervnor CDIla, CD2, CD4, CD5, CDS8; moocem 6vimo
koakcnpeccus CD4 u CDS, CD10 +/-; pedxo onpedensemcs kosxcnpeccus mueromapxkepog CD
13; 33; 117. B mpemu T-JIBJI 6viagnenvi mpanciokayuu c¢ ydacmuem 2eHo8 T-KiemouHvix
peyenmopos (o, 3, v, 0) u paziuunwvix napmuepckux eenos, exarodas MYC, TALI, HOXI11 u op.

Hmmynomopghonocuueckue xapaxmepucmuxu onyxonegvlx kKiemox npu B-JIBJI:
nosumuenvl: TdT (s0epnas oxkpacka), HLA-DR, CD 19 u yumonaazmamuuecxasn (cyt)CD79a;

CD20 u CD22 sapuabenvrvl. [1ogepxHocmHvle UMMYHOI00YIUHBL Yauje OMCYMCmayiom, 00HAKO
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ux obHapyoicenue He ucknroyaem ouacnosa B-JIBJI; CD 45 mooicem 6vimb HecamuseH.

e Pexomenayercss BceM MaiueHTam npu nepBuyHoM auarHoctuke OJIJI, a taxxke mpu
oOcreoBaHUM 10 TOBOJY JAWarHoctupoBaHHoro pernuauBa OJIJI  BRIMOTHUTH
LMTOT€HETHYECKOEe HccienoBaHue (KapuoTtun) kieTok acnupara KM u uccienoBanue
ouorncuitHOro (omepanMoHHOro) Martepuana TkaHed win KM ¢ mpumMeHeHHeM MeToaa
¢nyopecuentHoit rubpuanzauuu in situ (FISH) ¢ nensio Bepudukauum numarsosa u
ONpEeICIICHUS TPYIIbI PUCKA U TAKTUKH JieueHus [3, 236].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH

J0Ka3aTeJbCTB — 5).

KommenTapun: [jumozcenemuueckoe ucciedosanue Kiemox acnupama KOCmMHO20 M032d
OO0JIHCHO BKIIOYAMD Kapuomunuposanue u uccredosanue Memooom
@ryopecyenmuoul eubpuouzayuu in situ (FISH) ons 8bISB/IEHUS XapaxmepHulx
YumozeHemu4eckux aHomanui. B ciyuae mexHuyeckux cloxcHocmeli ¢ noiydeHuem acnupama
KOCMHO20 MO032a XPOMOCOMHblE AHOMAAUU MO2YM  YCMAHABAUBAMbCS HA  OCHOBAHUU
uccne006anusl Kiemoxk nepugepuieckoi kposu npu Hamuuuu oonee wem 10% yupxyrupyrouwux
onyxonesvix kiemox. IIpu omcymcmeuu nopaxcenus KM, komopoe 6vieéaem y nayuenmosg c JIBJI,
yumozeHemuueckoe Ucciedo8anue 00IHCHO OblMb BbINOIHEHO Ha cybcmpame O6UONCUpoOB8aHHO20
ONyXxo1e8020 00PA308aHUA.

Haubonee 3nauumvimu eenemuueckumu OUAZHOCIMUYECKUMYU U NPOZHOCMUYEeCKUMU akmopamu
B-OJIJl y e3pocavix senaomes t(9;22)(q34,q11)/BCR::ABLI; t(11q23)/KMT24A (MLL) u
11;19)(q23;p13)/TCF3::PBX1. Bapuanm B-OJIJl ¢ 12;21)(p12;q22)/ETV6::RUNX]I
xapaxmepen 0ns demel, eapuanm B-OJL/I ¢ iAMP21 6 pedkux ciyuasx ecmpeuaiomcs makaice y
MOn00bIX 83pocavx. IIpu kapuomunuposanuu no 603modxcHocmu anaiuzupyiom 20 memagas ons
8bIAGIEHUS XPOMOCOMHBIX abeppayull KaKk 8 OCHOBHOM KIIOHe, MAK U 8 B03MONCHBIX CYOKIOHAX.
Omcymcmeue 6vlA8NIeHHbIX aHOMANUll npu anaiuse menee 20 memagas He ModHcem HAOEHCHO
UCKTIOYamsb UX Hanuuue 8 onyxoniesom KioHe. Bcem 6Oonvnvim B-xnemounviv OJIJT u OJI
CMewanHo2o  (enomuna  8vinoaHsemcsa  uccieooganue memooom FISH na nanuuue
1(9;22)(q34,q11)/BCR::ABL1 u t(v,11q23)/KMT2A, ecmu He Ovliu 6biAGIEHbL NpU
Kapuomunuposanuu. Jlemexyus 5mux yumo2eHemudeckux aHOMAnuili 80 6pems NpOo8eoeHUs
npedgazvl onpedensiem 6Cio OANbHEUULYI0 MepPanesmuieckyio maKmuxy.

B mpancnokayusx c osnevenuem noxyca eena KMT2A (panee MLL) mocym yuacmeogams bonee
100 xpomocomnvix napmuepos. Ilpu obnapyxcenuu nepecmpotiku 6 aokyce cerna KMT2A
memooom FISH, npu 6o3modcnocmu, ciedyem npogecmu uccie008anue Ha Haaiudue Camolx Yacmo
6CMpPeYarOUUXCsl MPAancIoKayull, maxkux KaK 14,11)(q21;923)/KMT2A::AFF1,
19;11)(p21,q23)/KMT2A::MLLT3,t(11,19)(q23,;,p13)/KMT2A::MLLT1,t(6,11)(q27;q23)/KMT?2
A::AFDN, t(10;11)(p12;q23)/MLLT10::KMT24 u t(11;19)(q23,;,p13.1)/ KMT2A::ELL, Ona

MOHUMOPUH2A OUHAMUKU ONYX01€8020 KIOHA HA oHe mepanuu memooom I1L]P.
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Yuumuwisas evioenenue BCR::ABLI1-nooobnozo B-OJIJI 6 omoenvhyo noocpynny, mpeoyouwyio 6
HEKOMOPbIX — CIYYAAX OMOENbHbIX Mepanesmuideckux Onyutl, KpauHe dHceramenbHo npu
VCMAHOGNIeHUU OUASHO3ad U NPU Pe3UCTNEeHMHOM meyeHUuu 3abonesanus onpeoeieHue ¢
nomowwto memooa FISH nepecmpoex ¢ eoeneuenuem noxycoe cenoé CRLF2 (IGH::CRLF?2,

P2RYS8::CRLF2), ABLI, ABL2, JAK2, EPOR, PDGFRB (CSFIR).
bononoim T-OJIJI uz panunux npeowecmeennuxoe (ETP OJIJI) oceramenvho 8binoIHUMb

uccneoosanue memooom FISH na nanuuue nepecmpouiku 8 10Kyce eeHa MPAHCKPUNYUOHHO2O
¢axmopa T-xnemounoii aunuu BCL11B/14q32. Tpancnoxayus BCLI1B/14q32 ecmpeuaemcs 6
30% cnyuaee ETP OJIJI u onpedensem 6onee O1a20NpusimHuulil. Npo2HO3 3a0071€6aHUS NO
cpasuenuio ¢ ETP OJLJI 6e3 mpanciokayuu [236].

e Pexomenayercss  BBIIOJIHUTH  ITUTOTCHETHYECKOE  HCCIIENOBAaHUE  OMOTICHIHOTO
(omepanmonHoT0) MaTepuana Tkanei unu KM ¢ mpumenennem metona (uryopeciieHTHON
rubpuauzammu in situ (FISH) y Bcex 60mbpaBIX ¢ B-OJIJI co 3pensiM ”MMYHO(EHOTHIIOM
JUIsL OTNIpeZeNieHHs] TPAHCIOKAalMu C BOBJIeueHHUEM Jokyca reHa MYC, a B ciayyae HX
oOHapyXeHHsI TPOBOIUTH JTOTOJHUTENbHOE UCCIeI0OBAaHNUE HAa HAIMYUE TPAHCIOKALUN C
BOBJIeUeHHEM JTIOKYycoB reHoB BCL2 u BCL6 — ¢ nenpto Bepudukanuu double-/triple-hit
B-OJIL [3, 236].

YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbLCTB — 5).

Kommenrtapuu: boavuwix B-OJIJI ¢ mpancroxkayuamu MYC u/unu BCL2 u BCL6 omno-

cam K epynne 8vicoko2o pucka [236].

e PexomeHnayercsi BBHIIIOJHUTh MOJIEKYJISIPHO-T€HETUYECKOE MCCIIEIOBAHUE TOYEUHBIX MY-
taruii reHa BCR::ABLI (xuMepHBIi reH, 00pa30BaHHBIN CIMSHHEM 00JacTH KiacTepa
pas3pbIBOB Ha 22-if XpoMOocoMe U reHa THPO3MH-KHWHa3bl AGenbcoHa Ha 9-if xpomocome);
MOJICKYJIIPHO-TEHETHUECKOE UCCIIeIOBAHNE MUHUMAILHON OCTAaTOYHOM OOJIC3HU TIPH JICH-
KO3aX IpPU MOMOIIY MAIMeHT - CHeHU(PUUHBIX MpaiiMepoB (MOIEKYISIPHO-T€HETHYECKIE
uccnenoanus Ha Hanuuue MYC::IgH, MLL::AF4 u npyrux, B 3aBUCUMOCTH OT PAHEE BbI-
SIBIIGHHBIX IIUTOTC€HETUYECKUX TOJIOMOK), C IIENIbI0 JaIbHEUIIIET0 MOHUTOPHUPOBAHUS (-
¢dextuBHOCTH XT W OICHKM MUHUMAaJIBHON ocTarouHoil Gone3nu (MOB) B pamkax KU
BceM nanueHTam ¢ B-xknetounsim OJIJI [35-37].

YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
J0Ka3aTeJbCTB — 4).

KommenTapuu: oemexyus monexyaapuvix mpaunckpunmos npu OJIJI ¢ BCR::ABLI,
MYC::IgH, MLL::AF4 neobxoouma c¢ yenivto MOHUMOPUHEA NPOMUBOONYX0NE8020 Omeema u
npuHAMUA mepanesmudeckux peuenuti. Monexyniaprnoe uccieooganue 0pyeux MHO2OUUCTIEHHbIX

NOJIOMOK Aeslemcs 6 Hacmoswee e6pemsa 3a py6€9fCOM OOHUM U3 KIHOYEBbIX Memooo8
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cmapmugukayuu nayuenmos Ha 2pynnsvl pucka. /lemexyus XumMepHolX mpaHCcKpunmos, Mymayuu
2eH08, nepecmpouKU U OYNIUKAYUU 2eHO8 OOCMYNHbL MOJIbKO 8 OONbUUX UCCTIe008aMENbCKUX
yeumpax. Ha monekynapno-eenemuueckom yposHe mpanckpunm cena BCR::ABLI moowcem
onpeoensmvcs NoCPeoCcmeom NOIUMePA3HOU YenHol peakyuu ¢ oopamuot mpanckpunyueti (OT-
ITI[P). Pacnonooicenue mouku paspwiéa 6 2ene BCR npusooum x momy, umo 6enox pl905F-4BL
gviaensiemcs 6 66,3% cnyuaes Ph+ OJIJI, makoice y OaHHbIX NAYUEHMO8 YACMO Onpeoesiemcs
6enox p2105FABL (3] 29). B ocmanvubix ciyuasx onpeoensiomcs, mpaHcKpunmol 060ux munoeg
aubo amunuynvle mpanckpunmol. Onpedenenue moveunvix mymayuti eena BCR::ABL1moocem
NO360IUMb  ONpeoelums Pe3sUCMEHMHOCMb K Mepanuu UHSUOUMOPAMU MUPOIUHKUHA3 U
cnocobcmeosams N00OOPY MapeemHo2o npenapama, KoOmopwviti pabomaem npu 603HUKHOBEHUU
Mymayuii.

e Pexomenayercsi  BceM  MalMEHTaM  BBINOJIHUTH  MOJIEKYJISIPHO-T€HETUYECKOE
nccaeaoBanue T-KIETOYHOM KIOHAJIBHOCTH (110 reHaMm Oera-, raMMa- M jAeibra-nenei T-
KJIETOYHOTO PELENTOpa) UM MOJICKYJIIPHO-TEHETUUECKOE HccleoBaHue B-kieTouHoi
kioHaapHOCTH (110 TeHaMm IgH, IgK, IgL) B actimpate KM c 1ienpio ganbHeHIend oneHKu
MOJIEKYJISIPHOTO OTBETa M BepU(PUKALMU JHUArHO3a MPU CIOXKHBIX TUATHOCTHYECKUX
cinyyasix [38].

YpoBenb yOeauteabHocTH pexoMeHaanmuii — C (YypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbLCTB — 5).

KommenTapuu: ¢ monexynsapuou mouxku 3penus ece cayyau OJIJI pazeusaromcs uz
KA1emok-npeouiecmeeniukos B- unu T-numgoyumos, nosmomy 6ce oHU OeMOHCMPUPYIOM
KIOHAbHbIE Nepecmpoliku 2enos msaxcenvix yeneu Ig uw/unu eenos TCR. Omom gpenomen
no3eosiem onpeoensims nayueHm-cneyuguieckue nepecmpouxy U UCNOIb308amb UX 8 Kauecmae
MONeKYIApHO20 MapKepa 3abonesanusi npu mouumopunce MOB. Ilomumo nayuenm-
cneyugpuueckux mapkepos, OJLJI umerom 6oabuioe KOIUYECMBO 2eHEeMUYECKUX U MOJIeKVIAAPHbIX
nepecmpoex, Mymayui, 6 KOMOpPbIX Y4acmeylom pasiuyHvie 2euvl. llepeuenvb O0CHOGHBIX
MOJLEKYNAPHO-2eHemuuecKux anomanuil, uoenmuguyuposanuwvix npu OJIJ1 y e3pocavix u demeui u
UCNONIL3YeMbIX 8 HACMOsAWee 8peMs NPU MONEKVIAPHOU OUACHOCMUKe, NPUBEOEH 8 NPULOMCEHUU
I2. Jlaunwlii nepeuenv He A6NA€MCA NOIHBIM U NPeOCmMasisem coO0U KOMNPOMUCC MeHCOY
COB8peMeHHbIM U 00ee a0eK8aAMHbIM MOJIEKVIAPHbIM MEMOOOM BblAGIeHUs UIU UCKTIOYEHUS]
aHomanuu u Hauboee 4acmo UCnOIb3YeMOol MEeMOOUKOU.

e PexoMeHnayercsi BceM MallMEHTaM BBINOJHUTH CIMHHOMO3TOBYIO IYHKIHUIO C
LUTOJIOTUYECKUM UCCJIEIOBAaHUEM KJIETOK CIIMHHOMO3TOBOM KHUJIKOCTU
(MHKPOCKOITUYECKOE HCCIIEIOBaHHE CIMHHOMO3TOBOM JKMIKOCTH, IOJACYET KJIETOK B

CUETHOM  Kamepe) Ui  HCKIIOYCHHs/ToATBepkaeHuss  Boeieuenuss  [[HC.
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Mukpockonuyeckoe UCClIeJOBaHNE CTMHHOMO3TOBOM KUAKOCTH HEOOXOAUMO BBITIOIHSATh

BCEM MallMEeHTaM IpHU LUTO3e >5/MKI. PekoMeHayeTcsl ¢ Lebl0 MOBBIIIEHNS TOYHOCTH

aHallM3a WCIOJB30BaTh JJISi MPUTOTOBJICHUS ITUTOJOTHYECKHX IPENapaTroB IUKBOPA

LUTOJOTUYeCKyIo eHTpudyry [12, 39].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5).

Kommenrapum: npu ecex eapuanmax OJLJI evicoka éeposmnocmy 6o6neuenus 060104ex
201061020 Mo3ea. I[loosmomy 6cem nayueHmam NOKA3AHO BbINOJHEHUe OUASHOCTNUYECKO
CHNUHHOMO320801U NYHKYUU C MOPGHONI02UHeCKUM UCCIe008AHUEM CAUHHOMO32080U HCUOKOCHIU.
Ecnu ypoeens mpomboyumog ne yoaemcs nogvicums 0o 30x10°/1 u eviiue, om nyHKyumu MO’CHO
8030epacamvpcs 00 B0CCMAHOBIEHUs nokazamenetl mpomooyumos nocie kKypca. Eciu y
nayuenmos onpedensemcs netikoyumo3s eviuie 30x10°/1, mo nepeyio cnuHHOMO3206y10 NYHKYUIO
crnedyem omaodcums 00 pedykyuu uucia netikoyumos menee 10x10°/1. Ilposedenue
UMMYHOpEHOMNUYECKO20 UCCIe008AHUS CNUHHOMO32080U JHCUOKOCMU 8 Yacmu clyyaes
no360/aem 8epupuUUUpPoO8ams dMUOLOSUI0 NOBPEHCOCHUS NPU HATUYUU YUMO3d, OCODEHHO 8
OUACHOCTNUYECKU — CNIOJCHBIX — CIYHAAX — Heobxooumocmu  gepuurayuu  cneyugpuyeckozo
nopasjicenusl, UHQEeKYUOHHO20 UIU MOKCUYECKO2O.

e Pexomenayercsi BceM MalueHTaM MPU TUArHOCTUKE HEUPOJIEHKEMUN YBETUUYHUTD YaCTOTY
CHIMHHOMO3T'OBBIX ITYHKIIUH U BBIIOTHATH UX B cpefHeM | pa3 B 3 JHS 10 MOJIy4YEHUS TPEX
CIIMHHOMO3TOBBIX MYyHKIUH 0e3 OJacTHBIX KJIETOK B CIMHHOMO3TOBOM HUAKOCTH, 3aTEM
9acTOTY MYHKIUIA MOXHO CHU3HTH 10 | MyHKIIMH B HEJEIIO0 BO BPeMsI HHAYKIIUHU (BO BpeMs
JAILHEUIITNX TANlOB TePAMK CIIMHHOMO3TOBBIC ITyHKITUHU BBITIOTHSIIOTCS B COOTBETCTBUU
C IPOTOKOJIOM) ISl KOHTPOJISI IMHAMHUKHY 3a00JeBaHus Ha Tepanuu [1, 2, 4, 5].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH
J0Ka3aTeJbCTB — 5).

KommenTapumu: 6 pauxax ooweii npoepammol XT ecem nayuenmam ¢ OJIJI neobxoouma
mepanus nopaxcenuss [JHC. B omcymcmeue npogunakmuku nopaj;cenusi Mo3208bix 0007104eK
peyuousvl 6 [[HC 6 meuenue neckonvkux mecsiyed ¢ momenma pesucmpayuu IIP eo3nuxarom
npubauzumenvuo y mpemu nayuenmos. Peyuous 6 LIHC npu OJIJI y 83pocivix xapakmepu3yemcsi
HeONa2oNPUAmMHbIM NPOSHO30M, NOCKOJILKY 3d HUM 00bIYHO clledyem 2emMamonocutiecKull peyuous.
Ilpu smom nooxoowi K neuenuto nopadxcenuss [[HC u e2o npogunaxmuxe paznuuaromcs u
VUUMBIEAIOM XAPaKmMepUCmuKky nayueHma, e2o 603pacm u opyaue npo2Hocmudeckue Gaxkmopul.

e Pexomenayercs y Bcex BbIIETATh U coxpaHaTh nepsruuHyo JJHK wim PHK u3 kinerok KM
MalMeHTOB B OMOOAHKE WM HANpPaBJSITh MaTepual Ha XpaHEHHUE B JlabopaTopuu

(bellepaHBHLIX HCHTPOB JId BO3MOXKHOCTH MOCJICAYIOIICTO BBIMTOJIHCHUA MOJICKYJISAPHBIX
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ucciegoBanuii [40].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH

J0Ka3aTeJbCTB — 5).

KommenTapum: coxpanenue nepsuunoco obuonozuyeckozo mamepuara  (JHK,

BblOCNIeHHAs U3 KOCMHOMO3206bIX KJIEMOK, Ui 3amMoOpOINCEHHbLE memxu) 0715 6bINOJIHEHUS 8

0yO0yuiem MONEKYIAPHBIX UCCIe008AHUU, NO3BOJIAIOWUX YeKO Onpedelums epYnnvl pUcKa.

Pexomenayercst BceM DalMEHTaM, y KOTOPBIX IpU IOJYYEHUH IUTOJIOTHYECKOIO
npenapata KM nyrem nmyHKIuu (CTepHaIbHOM MyHKIIMK) HE MOJYYEH AUArHOCTUYECKUM
Matepuan (Tak HA3bIBAEMBIH «CYXOW TYHKTAT»), BBIMOJHITH THUCTOJOTHYECKOE U
MMMYHOTHCTOXUMHUYECKOE HcclieqoBanue mpernapara KM (TpemanoOuorcus), a Takxke
LUTOJIOTUYECKOE U LIUTOXMMHUYECKOE HccieoBaHue (MpU HAIMYUU OJACTHBIX KJIETOK)
oTrnedaTkoB Tpenanoduonrtata KM ¢ nenbio Bepudukamu ToyHoro auarsosa [29, 30].

YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH

JI0Ka3aTeJILCTB — 4).

He pexoMeHayeTcsi BBITIOJHATH MYHKIIMOHHYIO (aCIUpaIlMOHHYI0) OHWOTCHIO odara
MOpakeHHsI (OMyXOJIEBOTO JKCTpaMEAY/UIIPHOTO 00pa3oBaHWs) B CBSI3U C Majou
MH(POPMATUBHOCTBIO UCCIIEIOBAaHUN JaHHOTO MaTepuana [1, 2]

YpoBenb yOenuteabHocTH pekoMeHganuii — C  (YpoBeHb J0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5).

Pexomenayercesi Bcem marentam ¢ OJUJI mpu npoBeneHrny MyHKIMH J1I000TO OpraHa u
TKaHM W/WIKM acrnupanud OWOJIOTMYECKOTO MaTepuaja BBIMOJIHEHHE HCCleI0BaHnuN
MyHKTaTa/aciupara st 1udGepeHInaIbHON JUATHOCTUKH CICIIU(PUUIECKOTO JIEHKO3HOTO
Y MHOTO TUNa nopaxkenus [1, 2] :
o IuTomornyeckoe McciaeIOBaHUE U MIPOCMOTP IIUTOJIOTHIECKOTO MpemapaTa
o IluToxmmuyeckoe wuccieAoBaHHE OMOIOTHYECKOTr0 MaTepuaia (Mpu HATUYUH
0JIACTHBIX KJIETOK)
o HmmyHOdeHOTHNIHIpOBAaHME OHMOJOTMYECKOTO MaTepuanga s BBISBICHHS
MapKepoB TeMO005acTo30B (IpH HadWMYUU OJACTHBIX KIETOK M0 JIaHHBIM
MOP(OJIOTHYECKOTO MCCIICTOBAHNUS )

YpoBenb yOenuTeJbHOCTH pekoMeHaanuu — C (ypoBeHb J10CTOBEPHOCTH

J0Ka3aTeJIbCTB — 5)

R'wmneumapuu: Haubonee 4acmo 6blNOJHAEMC S NYHKYUs nﬂ€6paﬂbH0ﬁ nojocmu ¢

yumoaocuveckKkum uccreoosanuem nﬂeepaﬂbHoﬁ DfC'M()KOCmu, 6p0Hx0-ClJZb6€OJZ}ZprZI;Z aaeasc c

yumoaocuveckKkum uccneo0o8anuemM JIA6AaANCHOU D/CMOKOCmu, CNUHHOMO320645l NYHKYUs C

yumoaocuveckKkum uccne008anuemM Kiemok CRUHHOMO3206801 chudkocmu, 00HAKO NO NOKA3AHUSIM
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MOdHCem  GbINOIHAMBCA NYHKYUSA 1100020 OOCMYNHO20 Op2aHa U MKAHU C NOCLeOVIOUUM
YUMOI02U4eCKUM UCCTIe008aHUEM, 8 MOM HUCle — MUKpOnpenapama mixaueu nojiocmu pma,
NEePUMOHEANbHOU  HCUOKOCU, MUKPONpenapama Kodxcu, npenapama mkaveu Jaum@oysia,
NYHKMAamo8 onyxojetl, ONnyxoieno0oOHvlX 00pa308anuti Kocmell, mMKaHell NeyeHu, MmKaHel
MOJICMOLL KUWKU, ACAUpama u3 no1oCmu Mamku, mKauell 61a2aiuwd, mKatel Mamku, mKaneu
npeocmamenbHou Hcene3vl, MmKaHel AuYKd, NOYKU, MOYe8020 NY3bips, NYHKMAMO8 U OMNeyamros
buonmamos onyxoaeil 3a0prOWUHHO20 npocmpancmed. buonoecuueckuii mamepuan, nonyuenHwli
nocie acnupayuu/nyHKyuu, npu noOMmMeepHcOeHul UHGOPMaAmMusHOCMU NOLYYEHHO20 Mamepuaild
(Hanuyue ONyYxonesviXx KIEMOK) Modcem Oblmb OMAPAGIeH HA YumozeHemudeckue u
MOJIeKYIAPHbIE UCCIeQ08aHUS OISl BepupuKrayuy 8apuanma 3a001e8anus
e Pexomenayercs:i Bcem nauueHtam ¢ OJIJI npu mpoBeaeHMM NYHKIMM C MOJyYEHUEM
sKccynara (KUIKOro OHOJIOTMYECKOrO0 MaTepuasia) BBIMOJTHEHHE JOTOJIHUTEIbHBIX
uccienoBaHuii st AU GEepeHINaTbHON JAUATHOCTUKH CHEU(PUISCKOTO JICHKO3HOTO,
MH(EKIIMOHHOTO M MHOTO TUMa rnopaxenus [ 1, 2]:
o Ilpu nccnenoBaHUM CIUHHOMO3TOBOM KUIKOCTH (JINKBOPA):
* [luTonmoruyeckoe HcCCieIOBaHUE CIMHHOMO3TOBOM JKUAKOCTH, MOJCYET
KJIETOK B CUETHON Kamepe (OmpeesieHre IIUT03a)
*  HmmyHO(DEHOTHITHYECKOE HCCIIeI0OBaHKE OIacTHBIX KJIETOK
CITUHHOMO3T'OBOM JKUJKOCTH (TIPH BO3MOYKHOCTH)
* HccnenoBaHue ypoBHS TIIOKO3bI B CIIMHHOMO3TOBOM KHUAKOCTH
= HccnenoBaHue ypoBHs OeJika B CIIMHHOMO3TOBOM KUIKOCTH
= TecThl Ha aHOMAJIbHBI OEIOK B CHHHHOMO3TOBON KHAKOCTH (TIpu
HEOOXOIMMOCTH)
=  OnpeneneHne KOHIICHTPAIUHA BOJAOPOIHBIX HOHOB (pH) B CTMHHOMO3TOBO#
KHUIKOCTU
= HccrnenoBaHue ypOBHS XJIOPHIOB B CIUHHOMO3TOBOW JKHUIKOCTH (TIpU
HEOOXOIMMOCTH)
=  MukpobOuonorudyeckoe (KyJabTypalbHOE) HCCIIEIOBAaHUE CITMHHOMO3TOBOM
KHUJIKOCTH Ha pa3InyHble OaKTepuu, rpuobI
*  MonekynapHO-O1O0JIOTHYECKOe HCCIIEI0BAHUE CIIMHHOMO3T0BOM
KHUJIKOCTH Ha pa3InyHble OaKTepuu, rpUObI, BUPYCHI
o Ilpu uccrnenoBanuu MiaeBpagIbHOM KUIKOCTH
*  MuKpOCKONIUYECKOE UCCIIEIOBaHNE HATUBHOTO U OKPALIEHHOTO IIperapara
IIJIEBPAJIbHOM JKUJKOCTH

* UcchenoBanue ypoBHs OeJKa B IJIEBPATbHOM KUAKOCTH
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=  MukpoOuonoruyeckoe (KyJbTypaJIbHOE) HCCIICIOBAaHNE IUICBPAIbHOM
KUIKOCTH Ha pa3IMUHbIEe OAKTEPHUH, TPHOBI.

*  MoneKkynsipHO-OHOIOTUYECKOE MCCIIEJIOBAHNE TIEBPATBHOMN KUJAKOCTU HA
pa3nuyHble OaKTepuu, TpUObI, BUPYCHI

o Ilpu nccnenoBaHum OPOHX0ATBBEOISIPHON WU aCITUTHICCKOMN KHIKOCTH

=  MUKPOCKONMUYECKOE UCCIEAOBAHNE JIABAKHOMN KUIKOCTH

®*  MUKPOCKONMYECKOE HCCIAEAOBAaHUE TEPUTOHEATHHON (ACHUTUYECKON)
KHUIKOCTU

= MuxpoOHOIOrHIecKoe (KyIbTYpasbHOE) HCCJIeIOBaHUE
OpOHXO0AJIbBEOJISIPHOM  KUAKOCTH WM ACHUTUYECKOW JKUAKOCTH Ha
pasnuyHble OaKTepuu, rpudbI

*  MoneKkysipHO-OHOJIOTUYECKOE UCCIEeIOBAaHIE OpPOHXO0AThBEOISPHON WIIH
aCIIUTHYECKOM KUIKOCTH Ha Pa3IUyHble OaKTepUu, TpUObI, BUPYCHI

YpoBenb yOenuTeJbHOCTH pekoMeHaanuu — C (ypoBeHb J0CTOBEPHOCTH

J0Ka3aTeJIbCTB — 5)

Pexomennyercs Bcem naruentam ¢ OJIJI npu npoBeneHnu 6uorcuu Jito00ro opraHa u
TKaHU BBIIIOJHEHUE MAaKPOCKOIMYECKOTO MCCIIEOBAHUS YIAJICHHOTO OIEpaliOHHOIO
MaTepuaia, THUCTOJOTHMYECKOTO0  HCCIEeIOBaHMUA  OWONCHHHOrO  (OmeparroHHOIO)
MaTepHaia Ouonrara, B TOM 4HCie, C IPUMEHEHUEM HMMYHOTUCTOXMMHUYECKHX METO/IOB,
1 U GepeHaIbHON AMarHOCTUKY CIeNN(PUIECKOT0 JIEHKO3HOTO MOPaXKEHUsI U HHOTO
THUIIA TOPAXKEHUs1 OMOTICHPOBAHHOTO OpraHa, Tkau# [ 1, 2].

YpoBenb yOeauteqbHocTH pexoMeHaanmun — C  (YypoBeHb J0CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5)

KOMMeHTap]/II/I: Haubosee yacmo 6vblnoJHAemcs buoncus ovaza nopasiCeERHUsL KOIUCU,

KOCMHO20 M032a (mpenaH06u0ncuﬂ), ]ZLqubOyé’]ZCl. OO0HAKO NO NOKA3ZAHUAM MONCEM 8bINOJIHAMbCS

buoncus 1106020 opearna u mKanu, 6 mom ducie, CIUBUCOU NOAOCTU pma, CIUBUCOU 0D0N0UKU

noJjiocmu Hoca, mKanetl JleeKozco, onyxoau cpe()ocmeﬂu}z, C€JlIe3€HKU, neyeru, nuu;eeo()a, ofcefzydka,

moacmoti KUWKU, MOJIOYHOU Jcenesvl, Kocmu, HCeHCKUX NOJI06blX OpPcaHO8, npe()cmamefszoﬁ

HCENE3bl, MYIAHCCKUX NOJNOBLIX OpP2AHOB, MOY€6020 NY3blps, NOYKU, mKauet 3a6pIOWI/lHH020

npocmpancmaa.

Pexomennyetcst Bcem narpertam ¢ OJIJI Ha nr060M 3Tane AUArHOCTUKYU W JICUCHUS 1O
NOKA3aHUsAM BBITIONHATh HUCCJIENIOBAHME Kaja Ha CKPBITYIO KPOBb JUIsI HCKIIOUEHUS
KUIIEYHOTO KPOBOTEUECHHS KaK OCJI0KHEHU [IUTOoNeHuu |1, 2].

YpoBenb yOeauTeJbHOCTH pekoMeHaanmuu — C (ypoBeHb J0CTOBEPHOCTH

J0Ka3aTeJIbCTB — 5)
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2.4. UHcTpyMeHTAJIbHbIE TMATHOCTHYECKHE MCC/IeJOBAHUSA

e Pexomenayercsi BceM MalyieHTaM J0 Havaja crenuuyueckoil Tepanuu u B X0/1€ JeUeHUs
C 4acTOTOM OT 1 pa3a B HEJEINIO A0 €KEMECIYHOro (C y4eTOM HAJIM4us COIYTCTBYIOLIEH
MATOJIOTUU U KJIMHUYECKON CUTYalluu), a TaKKe MPU HEOOXOAMMOCTH B JTI000W MOMEHT B
TEUEHHE BCETo MEPHOJa JICUSHUST peTUCTpaIus deKTpokapauorpammel (nanee — OKI) u
sxokapauorpadus (ranee — 9xoKI') 11 BBIABICHHUS COMYTCTBYIOLIEH KapANOJIOTHUECKOM
MATOJIOTUHU U MPO(PUIAKTUKH/TICUCHHUS BO3MOKHBIX KapUOJIOTUIECKIX OCIOKHEHUN UITU
cepreuHoi komopouaHocTH [41].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5).

KoMMeHTapumM: pymunHo npumeHsemcs pecucmpayus 31eKmpoKapouozpammsl, npu
HaIUyuu KIUHUYEeCKUX NOKA3AHUL Maxdce NpoBOO0sAMCa pe2UCmpayus —J1eKmpuieckou
AKMUBHOCMU NPOBOOAYel CUCTeMbl cepOyd, XOIMepPO8CKOe MOHUMOPUPOBAHUE CepPOedHO20
PUMMA, MOHUMOPUPOBAHUE INEKMPOKAPOUOPAPUUECKUX OAHHBIX, KAPOUOMOKO2PADUs N1ooa.

e PexoMeHnayercs BceM ManueHTaM BBIIIOJHEHHE KOMITBIOTEPHOM ToMorpaduu (maiee —
KT) u/unu MarHUTHO-pE30HAHCHOW TOMOTpa(uu TOJIOBHOI'O MO3ra, OPraHOB TPYAHOHN H
OpIOIIHOI MoJIOCTEeH, a TakXke APYrHX oO0NacTel Mo MOKa3aHWsAM, AN BBIABICHUSA
BO3MOXHBIX OYaroB MOPaXEHUsI U COMYTCTBYIOIIEH naTonoruu [42].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5).

Kommentapum: naubonee uacmo nposoosmcs MPT-uccnedosanus KOCMHOU MKAHU,
20JI08HO20 MO0324 C KOHMPACMUPOBAHUEM, CNUHHO20 M0324 C KOHMPACMUPOBAHUEM, OP2AHO8
Mano2o masa, no38OHOYHUKA ¢ Kowmpacmuposanuem, u KT-uccredosanus nuyesoco omoena
uepena, NO360HOYHUKA, NPUOAMOYHBIX NA3YX HOCA, 2OPMAHU, GEPXHUX ObIXAMENbHLIX Nymeu U
weu, KT-aneuoepagpus oOHOU anamomuyeckou o0Iacmu, opeanos Manio20 masd y HCeHWjUH,
O0pP2aHO8 Ma3a y MYHCUUH, 20108HO20 MO32d, OP2AHO8 OPIOUIHOU NOIOCMU, OP2AHO8 OPIOWHOU
NOIOCMU C BHYMPUBEHHBIM OOIOCHLIM KOHMPACMUPOBAHUEM, 3a0PIOUUHHO20 NPOCMPAHCMEA.
II2T y nayuenmos c nopadsxicenuem cpedoOCmeHUs U Opy2ux IKCMPAMeOVIIAPHBIX 0Yd208
8o6JIeUeHUs PEKOMEHOOBAHO GbINOHAMb 00 HAYANA Mepanuu U 8 KOHMPOTbHble MOYKU 0N
NPUHAMUS peuleHUl — NOCie OKOHYAHUSA UHOYKYUU U KOHCOAUOAYUU, NPU NOOO3PEHUU HA peyuous
3a00ne8anus u 8 Opyeue CpoKu OUHAMULECKO20 HAOIO0EHUsL.

e Pexomenayercsi BceM NalMeHTaM BbINOJIHEHHUE YIbTPa3ByKOBOI'O HCCIEA0BaHNUS (J1anee —
V3U) nepudeprdeckux U BHYTPUOPIOMIHBIX JTUM(POY3JIOB, OPTaHOB OPIOIIHON IMOJIOCTH,
OpraHOB MaJOro Ta3a y KCHIIWH U MPEACTaTeIIbHON KeJe3bl Y MY>KUUH JJIS BBISBICHUS

conyTcTByIoleH naronoruu [1, 2, 5, 13, 14].
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YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5).

KomMeHTapum: makoce npu Hamuyuu KIUHUYECKUX NOKA3AHUL HA J1000M 2mane
ouaznocmuxu u nevenus OJIJI evinonnsemca Y3U unvix anamomuueckux oonacmei (Haubonee
yacmo — Y3U msekux mxawueti, cycmasa, IuMpamudeckux Y308, NiesparbHou Noaocmu,
cpedocmenuss, donniaepocpaghusi cocy0oe (apmepuil U 6eH) GEPXHUX KOHEYHOCMel, CcOCy008
(apmepuii u 8eH) HUNCHUX KOHEYHOCMmelU, MOJICMOU KUWKU, MAmKU U NPUOAmKO8
MPAHCAbOOMUHATbHOE, UCCTIe008aHUe MAMKU U NPUOAMKO8 MPAHCEALUATILHOE, MOJIOYHbIX Jiceles,
WUMOBUOHOU  Jicene3vbl U NApauwjumosUOHbIX Jicelle3, NapawjumosuoHblX dicele3, NoYyeKk U
HAONO4eYHUKO8, MOUEBbIBOOAUUX NYymell, 3aOPIOUUHHO20 NPOCMPAHCIMEa)

¢ Pexomennyercs Bcem nanuentam ¢ OJIJI Ha mo0OoM 3Tane TUarHOCTUKHU U JICYCHHUS TIPH
HAJIMYUU KIMHUYECKHX TMOKa3aHUW MpOBeIeHUE HEOOXOIUMBIX HHCTPYMEHTAJIbHBIX
UCCIIeIOBaHU  (JIApHHTOCKOMHSI, OpPOHXOCKOIHS, TPaXEOCKOMHs, TOPAKOCKOIHS,
330(haroracTpoIyoIeHOCKOIUS, KOJIOHOCKOIUS, IUCTOCKOIHUS U APYTUX) JJIsl YTOUHEHUS
THUMA TOPAXXEHUS U KOHTPOJIA Jeuenus [1, 2].

YpoBenb yOeaurTenbHocTH  pekoMengauuum C  (YypoBeHb  J10CTOBEPHOCTH
J0Ka3aTeJIbCTB — 5)

e Pexomennyercsas Bcem mnamueHtam ¢ JIBJI mpu ouenke >QQEeKTUBHOCTH JIEUCHHS
CpPaBHUBATh pa3Mepbl MOpPaXKEHHs] JO Hauyaja TEepanmuu W TOCJIE€ Ha BCEX 3Tamax
XuMuoTepaneBTuueckoro BozaeiictBus (mo gamaeiM KT, IIDT/KT wumun  Y3U-
Wccaea0BaHus ouara nopaxenus) [13, 14].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH
J0Ka3aTeJbCTB — 5).

e Pexomenayercsi mnanyMeHTaM IMPU HAJIUMYUM KIMHUYECKUX CHUMITOMOB MOPaXCHUS
KEITYTOYHO-KUIIIEYHOTO TPAKTa BHITIOTHEHHE 330()aroracTpo1yoIeHOCKOIIUHU JJIsI OIICHKU
COCTOSIHHSI CIIM3HCTON OOOJIOUKH MHINEBOJA, >KENMyIKa, ABEHAANATUIIEPCTHON KHUIIKH,
0oOHapy>XeHHs] BO3MOXXHOTO MCTOYHUKA KpoBoTeueHus [ 14, 43].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5).

e Pexomenayercsi manyeHTaM Npu HATUYUH KIMHUYECKUX CUMIITOMOB ITOPAKEHUSI OPTaHOB
IBIXaHUS (IbIXaTeThbHONW HEJOCTATOYHOCTU, OOYCIIOBICHHOW OOMIMPHON ITHEBMOHHEH,
KpOBOXapKaHbsl)) BBIMOJIHEHHE OPOHXOCKOMUHU JUISI OLEHKH COCTOSIHMSI CIIM3HCTOMN
000109KH Tpaxeu, OpOHXOB, OOHAPYKEHHSI UICTOUYHHKA KpoBoTeueHus [44].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH

J0Ka3aTeJbCTB — 4).
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e Pexomenayercs nanueHtam c auarHoctupoBaHHoW JIBJI mpuMeHeHuE MO3UTPOHHO-
SMHCCUOHHOM KoMmbloTepHO# ToMorpaduu (ITDT/KT) npu Bepudukanum auarsosa u st
cTaaupoBaHus 3a0oseBanus [45].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH
J0Ka3aTeJbCTB — 4).

KommenTapuu: y muocux nayuenmos c JIBJI, umerowux maccusnoe nopadicenue
MeOUACMUHANbHBIX TUMGO0Y31108 UCcX00Ho, nocie 3aseputenuss X1 npu penmeenozpaghuu unu KT
ocmaromes pe3udyanvhvie oopazosanus. Llenvio 00nOIHUMENbHBIX OUACHOCMUYECKUX NPoyeoyp
ABNAEMCA NOJYYEHUe O0meema HA BONPOC, NPeOCmAasiAiom Jau 3mu 00pa308aHus y4acmru
HeKpomuyecKou uau pyoyoeou mxkaHu, 1ubo cooepicam HcusHecCnocobHble onyxoesvie KIemkKil.
Jhyuesvie memoowl uccaeoosarnus, 6 yacmuocmu [13T/KT, seposmuo, noneznvl npu cmaouposanuu
sabonesanus. bvino nokazano, umo noszumusemnvie pezyromamol [1IT/KT nozeonsntom ¢ 8vbicoKoll

8EPOAMHOCMbIO NPOSHOZUPOBAMb Pe3UdyaibHoe Uiy nopaxcenue npu peyuouse HXJI [95].

2.5. UHble TMArHOCTHYECKHE HCCIeOBAHUSA

e PexoMeHayercsi BBINIOJHEHHE JKEHIIMHAM PENpPOAYKTHBHOIO BO3pacTa TecTa Ha
OCpeMEeHHOCTh (MCCIIEIOBAHUE XOPHOHHUYECKOTO TOHAJAOTPONHMHA YEIOBEKa) C IIEJIBIO
BBIsIBIICHUS OepeMeHHOoCTH [1, 5].

YpoBenb yOenuteqbHocTH pekoMeHganuii — C (YpoBeHb JA0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5).

e Pexomenayercsi Bcem manuentam ¢ OJUJI/JIBJI U3 rpynmbel BBICOKOTO pHICKAa U TPHU
peranBe 3a00JIeBaHus, a TAKXKe UX cuOnuHram omnpeaencHue HLA-aHTUTEHOB ¢ 1ebI0
noucka noreHuuanbHoro goHopa I'CK [46, 47].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5).

e Pexomenayercsi BceM nanueHtam ¢ OJIJI mpu HamuuuM noka3zaHuM M ONPEICIICHUU
COIYTCTBYIOIIEH MATONOTUU (C KOMOPOMIHOCTHIO, KOTOpask MOKET TMOBJIUATH HA BBIOOP
MPOrpaMMBbI TTPOTHUBOOITYXOJICBOM Tepamuu), Ha JFOOOM dTare TUATHOCTHUKU W JICUYCHUS
npueM (OCMOTpP, KOHCYIIBTAITUsI ) COOTBETCTBYIOIIETO Bpaya-CIeIuaanucTa (Bpaya-xupypra,
Bpayva-cepeYHO-COCYIUCTOT0 XHUpYypra, Bpada-KapAuojora, Bpaya-HEBpOJIOTa, Bpaya-
HEHpOXHUpypra, Bpaya-OTOPUHOJNIAPUHOJIOTA, Bpaya-oTaabMoOJoOra, Bpayda-yposora,
Bpada-Hedporora, Bpaya-KoJIOMPOKTOJIOTa, Bpaya-3HJIOKpUHOJIOra, Bpaya-
MyJBMOHOJIOTa, Bpaya-QpTU3MUaTpa, Bpaya-racTpOIHTEPOJIOra, Bpaya-1epMaToOBEHEpOJIora
Bpaya-CTOMAaTOJIOTa-TepaneBTa, Bpaya-CTOMATOJIOra-XUpypra,  Bpaya-TpaBMaTOJIOTa-
opToIleNa, Bpada-IcuxuaTpa u Jip. - IEPBUYHBIN U NOBTOPHBIN) [1, 2, 4, 5].

YpoBenb yOenuteqbHocTH pekoMeHganuii — C (YpoBeHb JA0CTOBEPHOCTH
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JI0Ka3aTeJIbCTB — 5).

Pexomenayercsa npueM  (OCMOTp, KOHCYJNbTalUs)  Bpaua-akyllepa-rMHEKOJIora
NEpBUYHBIA JUId JKEHIIMH W Bpada-yposjora i MYX4YUH C IEJIbI0 BBISABICHUS
COMAaTMYECKOr0 CTaryca MAlMEeHTOB U pELIeHHs BONpoca O HEOOXOIUMOCTH
OBAapUONPOTEKIIUHN WM KPUOKOHCEpBALMK raMeT (0OOLUTOB, cliepMaro3ouioB) [1, 2, 4, 5].

YpoBenb yOenuteabHoCcTH pekoMeHganuii — C (YpoBeHb J0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5).

KomMeHTapumu: HesvinonneHue yKa3aHHulX npoyeoyp u Memooos o00ciedo8aHus

B6O03MOINCHO MOJIbKO 6 KpCZIZHMX Cydasx, Ko20a nayuerm HAX00Uumcsi 8 MepPpMUHAIbHOM COCMOAHUU

npu nocmynjleHuu 6 cneyuaiusupoeaHnoe yltpeofcdenue UIU e2o comamudeckuil cmamyc makoe,

Ymo HUKAaxKozco cneuuqbuquKozo JIeYEHUA 6bINOJIHAMbCA He 6ydem — MOJIbKO najiuamueHoe, uiu,

eciu  nayueHm omkKasvsleaemcsia on obcnedosanus U Je4YeHUuAdA, 4mo 002iCHO  ObImMb

3A00KYMEHMUPOBAHO 8 UCMOPUU OONE3HU.

Pexomennyercst OepeMeHHBIM )KEHIIIMHAM BBIIIOJIHATH MOJHBIH 00BEM THAarHOCTUYECKUX
uccnenoBanuii npu OJUJI/JIBJI, kak 1 y HeOepeMeHHBIX, KpOME BBITIOTHEHUS CTAaHJAPTHBIX
PEHTICHOJIOTHYECKUX METOZ0B o00cienoBaHus (CM. KIMHUYECKHE PYKOBOJACTBA IIO
BEJICHNUIO OEpEeMEHHBIX MarueHToK) [1, 48].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH

J0Ka3aTeJbCTB — 5).

KommeHTapum: ¢ OuacHocmuueckoli yenvio npu OGepeMeHHOCmU YeaecooOpasHo

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

Bcem mamumentam ¢ OJUUI/JIBJI ¢ ydeTom mpoBeneHUs] XMMHOTEpPANUd W BO3MOXKHOMN
WHTEHCUBHOW TpaHC(]Y3MOHHOW/TEeMOTpaHCPY3HOHHOW Tepanmuu Tepell HadajioM U B
Ipolecce JICUCHHUS PeKOMeHAYyeTcsl OCMOTp (KOHCYJbTAaIUsl) BpauyOM-aHECTE3MOJI0TOM-
pEaHNMATOJIOTOM TEPBUYHBIN /Il OIEHKH COCYIMCTOrO JOCTYNa M TPU TMOKA3aHUIX
YCTaHOBJIEHMSI LIECHTPAJIbHOT'O BEHO3HOTO Karerepa [ 1, 2].

YpoBenb yoenurebHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH

JI0KA3aTeJbCTB — 5).

Pexomennyetcst Bcem mamuentam ¢ OJIJI Ha mo0oM dTarne JUarHOCTHKH, HAOIIOICHUS,
TICYEHUS, TIPH MMOAO03PEHUH HA PA3BUTHE WM MPHU PA3BUTHH HHQPEKIIMOHHBIX OCIOKHEHUN
BBHITIOJTHEHNE HEOOXOIMMBIX /ISl JMATHOCTUKH Ovara MH(EKIUHN Mporeyp o0CIeI0BaHus
(Y31, KT, wmuxpoOuonoruyeckoe (KyJabTypaJlbHOE) MCCIIEIOBaHUE KPOBH Ha
CTEPWJIBHOCTh, MHKPOOHOJIOTHYECKOE (KYJIbTypalbHOE) HCCICJOBAHUE MOYM Ha
OakTepuaibHBIC TATOTEHBI; MHUKPOOHOJIOTHYECKOE (KYJIbTYpalbHOE) WCCIECIOBAHUE

oTACIIAEMOIO U3 MOJIOCTU  pTa, HUCCIICOAOBAHUC MI/IKp06I/IOI_IeHOBa KUIICYHUKa
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(mucOakTepro3), MOJICKYJIIPHO-OUOTIOTHYECKAE HUCCIIEIOBAHMS C IEIbI0 BepUDUKAIIUN
Oaktepuii, TpuOOB, BHPYCOB I YTOYHCHHUS XapakTepa HWH(OEKIMHW U BBIPAOOTKH
aJIeKBaTHOM TaKTUKH JieueHus [26, 49-51].

YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbLCTB — 4).

KommenTapum: ungexyuu aeraomea 0OHUMU U3 8eOYUUX OCIONHCHEHUU Npu JleueHuu
OJII/JIBJI, ocobenno nHa smanax uHOYKYuu u KOHCOIUOAYUU PEMUCCUU, 8 NEPUOO HeUMPONEHUU.
Hngpexyuonnvie 0cnodxcHenus yuawaromes npu pe3UCMeHmHOM 6apuanme ONnyxXoau, npu
8bICOKOOO3HOU XUMUOMEPANUU, HPU CONYMCMBYIOWeEU SUNn02ammaziodyiuHemul, 6 nepuoo
BBIHYIHCOCHHOU ~ 2UNOOUHAMUU U NOCMOAHHO20 NOCMENbHO20 pexcuma. Hugexyuonnvie
OCNOJICHEHUSL  V  NAYUEHMO8 C 2eMamon0cUiecKumMu 3a001e8aHUAMU  XAPAKMePU3Yomcs
PazHoodpazuem Kaxk no IMUOI02UU, MAK U NO JOKATU3AYUU UHPEKYUOHHO20 npoyecca, U mpebyem
NpUMeHeHUsl KOMNJIeKCa AAOOPAMOPHLIX UCCIe008aHUU Ol OUACHOCMUKU UHDEKYUOHHBIX
OCJIOJCHEHUL U 0COOBIX NOOX0008 K UX Mmepanuu, KOmopvlie OMmauyaomcs om maxkmuKky ie4eHus
UHDEKYUOHHBIX NPOAGTIEHUU ) NAYUEHMO8 6e3 OHKO2eMamono2uiecko2o 3aooneeanust. OCHOBHbIM
gaxkmopom, onpedensiowum pazgumue UHGEKYUOHHbIX OCIONCHEHUU, A8NAeMCS HeUmponenus
(netimpogpunvr <0,5x10°/1) unu neiixonenus (netikoyumor <I,000x10°/1), a makowce memn
CHUMICeHUsl Koauyecmea Heumpo@uios u oaumenbHocms Hetimponenuu. Puck paszeumus
uHgexyull 8o3pacmaem nNpuU NOBPENCOCHUU CIUSUCMBIX 000N0YEK HCENYOOUHO-KUUEYUHO20
mpakma (ocobenno mykozumax -1V cmenenu), Hanuuuu yeHmMpaibHO2O0 8EHO3HO20 Kamemepa
(LIBK).

Lpu OJIJI/JIBJI mocym pa3zeuseamuvcs paziudtvle 8UpYCcHble, bakmepuaibHvle, 2pUOKosbie
UHGEKYUOHHbIe OCNOJNHCHEHUs, 8 MOM Yucle, ONNOPMYHUCMUYecKue UH@eKyuly, ceoespemMenHas
OuazHOCMuKa U Jiedenue KOMopbvlx AGIAEmCs 8aANCHEUUUM KOMNOHEHMOM YCNEeUWHO20 J1eYeHUs]
nayuenmos. [luaenocmuueckue uccied08anus 6KIOYaAm HeodXooumble UCcie008anus i1yyesol
ouacnocmuxu (KT u macnummuo-pesonancnas momozpaghus 6o6nreuenHuslx obnacmetl, 8 mom
yycne, N0 NOKA3AHUAM - KOMNbIOMEPHAs MOMO2pAdus 20108HO020 MO032a); IHOOCKONUYECKUe,
NYHKYUOHHblE U OUONCUliHble UCCTe008anus (6 mMoM uucie, NO NOKA3AHUAM - OPOHXO-
AnbBEONAPHBIU  1Aa8AdC,  NYHKYUS  NAEBPANbHOU  NOAOCMU,  CNUHHOMO3208As  NYHKYUS),
J1abopamopHele UCCIe008aHUs (8 MOM 4ucie, N0 NOKA3AHUAM - UCCAe008aHUe KUCIOMHO-
OCHOBHO20 COCMOSIHUA U 24308 KPOBU, UCCLe008aHUe YPOBHS NPOKATbYUMOHUHA 8 KPOBU), NOCEBbl
u opyaue MUKpoOuonozuyeckue (Kynemypanvhvie), MONEKYIAPHO-OUOI02UYeCKUe,
MUKDOCKONUYeCcKue U  UHble OaKmepuoiocuyeckue UCCie008aHus HA — adpoOHble U

GaxynbmamusHo-aHaspobHble MUKPOOP2AHUIMYL (8 MOM UYucle, a3podHble U haxKyIbmamugHo-
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aHa3pooOHble YCI08HO-NAMO2EHHbIE MUKPOOP2AHUZMYL), NHEMOYUCbI, MUKONIA3MY, Ne2UOHEILLY,
Muxobaxkmepuu mybepkynes3a, epudl (OpoHcHcesvie U MUuyeIulibHbie), KIoOCmpuouu u opyue.

e Bcem manmentam ¢ OJIJI/JIBJI Ha mro60M dTamne 1HarHOCTUKH, HaOIIOAEHUS, JICUYEHHS, 110
MOKAa3aHUsM Ul HUCKIIIOUEHHUS! oyara Mopa)KeHUs TOJOBHOI'O MO3ra € MaTOJOTHYECKOM
DIIEKTPUYECKON aKTUBHOCTHIO PEKOMEH/YeTCsl BBINOJHEHHE JIIeKTpo3HIedanorpadum
[1,2].

YpoBenb yoenureabHOCTH pekoMeHaaumnii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5).

e Bcem manmentam ¢ OJIJI/JIBJI Ha mr000M dTane IHarHOCTHKH, HAOIIOACHHMS, JICUCHHS, 10
MOKa3aHUSAM JUIsl KCKJIIOUEHHs oOdYara TMOpPaXEeHHs WIM pPa3BUTUS  OCIIOKHEHHUS
peKoMeHIyeTcsl BBITIOJIHEHUE peHTreHorpaduu mopaxkeHHoun obnactu [1, 2].

YpoBens yoenurteibHOCTH pexoMeHanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).
KomMmenTapum: naubonee uacmo npumensemcs penmeenozpagus eceeo yepena, 6 0OHOU
unu 6onee NPoeKyusx, NPUOAMOYHLIX NA3YX HOCA (8 MOM yucie, NPUOAMOYHbIX NA3YX HOCA C
KOHMPAcmuposaruem), NO360HOYHUKA, MAa3d, OEOPeHHOU KOCMmU, Nnepuxapoda, cpeoocmeHusl,
noYeK U MO4e8bl800AuUX nymetl, 0030pHbII CHUMOK OPIOWHOU NOOCMU U OP2AHO8 MA020 MA3d,
a Mmakd#ce peHmaeHoCKONUsl 1e2KUX.
JAnnamunyeckasi oneHka 3PpPeKkTUHBHOCTH Tepanuu

e PexoMmeHayercsi BceM MalMeHTaM Ha dTanax WHAYKIUHU U KOHCOJIUAAIMU KOHTPOJIbHOE
uccneaoBanne KM (mosydenwe murTosorudeckoro mnpenapata KM myrem myHKIHH
(cTepHanbHasi MyHKIUS) U LIUTOJIOTHYECKOE uccaeaoBanue Mazka KM (muenorpamma) us
CTEPHAJIBHOTO IMYHKTATa) BBIMOJIHATH MEPe] HA4YalloM Ka)XJOro IMOCJIEeAYIOIIEero JTamna
(onTuManbHO) 6O 1 pa3 B 2 mecsiua (He pexe!) ¢ 1eNbI0 Bepr(pHUKaIUU CTaTyca MalueHTa
1o 3a00JIeBaHMIO (PEMHUCCHS, Pe3UCTEHTHOCTh, PeUINB, Tiporpeccus) [1, 2,4, 5, 11].
YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5).

e Pexomenayercs nanueHTam Ha (OHE MMOAISPKUBAIOIICH TepalTUU TIOBTOPSTH MOIyYCHUE
nurtosornyeckoro mnpenapata KM nyrem nyHKOuM (CTEpHainbHAas IMYHKLUMS) U
[IUTOJIOTHYECKOE MccienoBanrne Mazka KM (MuenorpaMma) u3 cTepHaIbHOTO MyHKTaTa |
pa3 B 3 mecsilla B TEYEHUE 2 JIET U B NAJTbHEHUIIEM, MOCI€E CHATHUS C JICYEHUS, KaXKIble
noJrona 1o 3 yieT HaOIroIeHUs C IIeNbI0 BepU(UKaLUKU CTaTyca MaueHTa mno 3a00J1eBaHHIO
(pemuccus, peuunus) [1, 2,4, 5, 11].

YpoBenb  yOeaurTesbHOCTH  pexoMeHaanmuii C  (ypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)
KommenTapuu: cmanoapmuszosannsie epemenusie mouxu e3amusi KM neobxooumsl npu

monumopunze MODB. Monumopune MOB saensemcs KiouegbiM UCCIE008AHUEM B0 6CeX
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cospemennvix npomokoaax nevenus OJIJI. B Poccuu, 20e 6 KU sxnrouaemcs MUHUMATbHOE YUCTO
nayuenmos, peKoMeHO08amsv CMaHoapmu308anHvl MoHumopune MOb u npunumamo
mepanegmuieckue peuweHuss 6 3a6UCUMOCMU OMm NOJYYaemMblX noxazameneu npeocmaesniemcs
npescoespemMeHHbiM. Mo C8A3AHO C meM, Ymo 8 OONbULUHCMEE CyYae8 NPOSPaAMMbl mepanuu
OJIJI moouguyupyromest, e cobar00aromcs NPUHYUNDBL «003d — UHMEHCUBHOCbY, UHMEPBATIbL, 8
pade crydaed omcymcmeyiom npeoyCMOmpenHvle KOHKPEeMHbIM HPOMOKOIOM HNpenapamol.
Onpeodenenue MOB HeobX00umo 0 peutenus 60Npoca O Yeneco0OPaA3ZHOCMU GbINOJHEHUs.
MPAHCNIAHMAYUU ATTIO2EHHBIX 2eMONOIMUYECKUX CMBON08bIX Kiemok (danee — anno-TI CK).
Ilosmomy npedocmaensemcsa pasymuvim 6cex nayuenmos ¢ OJIJI, komopvie He 6KIIOUEHbl 8
koumpoaupyemvle KU, paccmampuseams 6 kauecmee KaHouoamos O0Jisk MpaAHCHIAHMAYUY auio-
TT'CK, ocobenno ecau peusb uoem o poOCmMEeHHOU NOTHOCMbIO COBMECMUMOU MPAHCHIAHMAYUU.
Bonpexu comnumenvnou 6 yciogusx P® pexomenoayuu monumopuposams MOE y
nayuenmos ¢ Ph-necamusnvimu OJIJI, monumopune MOB y nayuenmos ¢ Ph-noszumuenvim OJIJ1
saensemcs Knouesvim yciosuem aewenus 011 BCEX () nayuenmos u 6 yciosusx P®, nockonvbKy
MO HANPAMYIO CE43AHO C MPedOBaAHUEM PEKOMEHOAYUL NO CMeHe UHUOUMOpa MUPO3UHKUHA3b]
opymona (BTK) (0anee — UTK) 6 ciyuae nedocmudicenus monexynsaprHoeo omeema [1, 2, 52].
MOB
B Hacrosmee Bpemsi cranmaptom MoHuTOpuHTa 3¢¢dextuBHocTr seueHus OJIJI cran
MOHUTOPHHT OCTaTOYHOM omyxoJjieBor monyisanuu kiaetok (MOB) ¢ momompio MeToa0B
MPOTOYHON HUTODIYOPUMETPUH W/WUIU MOJEKYISIPHO-OMOJIOTHYECKIX METOJIOB. Y Ka3aHHBIC
METOJIbI 00JIaIAF0T BRICOKOW YyBCTBUTEIHHOCTHIO (OOHApYkHBaeTcs | nefikeMuueckas KJIeTKa Ha
10 HOpMaTbHBIX FEMOMOITHIECKUX KIETOK) U C X TOMOIBIO MOKHO OTCJIEKUBATH B THHAMHUKE
MEPCUCTEHITMIO JIeKeMu4eckoro kioHa. OOnapyxenne MODB mocne IHUTOCTaTHYECKOTO
BO3JICHCTBUS, OCOOEHHO TIOCIIE OKOHYAHWS WHIYKIMH, SIBISETCS CAaMbIM  MOIIHBIM
nporHoctudeckuM (akropom y manueHToB ¢ OJIJI, cBHIETENBbCTBYIOMIMM O HEOOXOIUMOCTHU

W3MEHEHUS TePANEeBTUYECKON TAKTUKHU U MPUMEHEHHUS B Iporpamme jedenus amno-TI'CK.

Metoan! onenku MOB
Paspabomano neckonvrko memooog oyenxu MOB npu OJIJI. Dmu memoosr omauuaromcs no
MpPYOOeMKOCMY, — 8DEMEHHbIM — 3aMPAmam, NPUMEHUMOCMU 6  OMOEIbHbIX — CUMYAYUSX,
YYBCMBUMENbHOCU, CMOUMOCMU U  HeKomopuiM Opyeum acnekmam. Camoe 8adxicHoe 6
uccneoosanuu MObB — smo mHozokpamuoe ucciedoganue, OyeHKa 8 OUHAMUKe, C MmeyeHUuem
8peMeHU.
Kaxk yoice ommeuanoce panee, memoowvi oemexyuu u monumopurea MOB nozeonsiom
oyenusamv 3¢hghekmusHocms nPoBOOUMO20 JleyeHuss Ha MonekyasapHom yposne. Oyenka MOB

ocywecmensemcsa TOJIBKO 'y nayuenmos, y Komopulx NONYYeHA NOJIHASL  KIUHUKO-
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2emMamono2ueckas pemMuccus.
e Pexomenayercas  Mouutopunr MODB  ocymecTBIsTH  METOAOM  IPOTOYHOM
nuropayopumerpun w/wmm metogom I[P, To ects TemMu Meromamu, y KOTOPBIX
YYBCTBUTENHLHOCTh COCTaBiIsseT He MeHee 10~ (T. e. BO3MOXHOCTH OIpPENENHTh OIHY
omyxoneByro ki1eTky Ha 10 000 HopmanbHbIX) [53, 54].
YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbLCTB — 5).
KommenTapuu: ne pexomenoyemes ocywecmensimo monumopure MOB memooom FISH
U Memooom CmaHOapmHo20 yumozeHemuiecko2o uccieoosanus. Ilpu oyenke MOB y nayuenma
HeoOX00UMO NOIb308aMbCSI MONLKO OOHUM U3 MemOo008 Ol NPUHAMUS MepanesmuiecKux
peuleHuti, npu 3mMomM MOHUMOPUHZS OOJHCeH OCYUWEeCMBISIMbCs C Nepebix OHell mepanuu U
8LINOIHAMBCA 8 00HOU abopamopuu. Anaruz MOB evinoansemcs 6 oopazyax KM. B kauecmee
mamepuana 01a uccredosanus MODB ucnonvsyemcs nepeas nopyus acnupama KM o6vemom ne
oonee 1 mn. Ecniu obvem acnupama KM 3nauumenvro npegviuiaem I ma unu 0ns uccie0o8anus
MOF 6 nabopamopuro omnpasnena nwe nepeas nopyus KM, modxcHo odxxcudams 3HaUUmMenbHy0
npumecs Kposu 6 obpasye. Hacmosmenono pexomenoyemcs omnpasiams obpasey KOCMHO2O0
Mo3ea  nayuenma 8 Oeblome  3abonesanus 0Nl NOUCKA — JIEUKO3-ACCOYUUPOBAHHO20
ummynopenomuna (JIAU®) memodom npomounol yumoghiyopumempuu moil dce NAHEIbIO
anmumen, no Komopou 8 oanvbHeuuiem Oydem npouzsooumvcs oemekyusi MOB. Peszyiomam
uccneoosanusi MOB cuumaemcsi nonodcumenvbHulM, eciu npu YumogiyopumempuiecKkom
UCCIe0068AHUU BbIABIIEHA NONYIAYUA JeUKeMUUeCKUX KIemoK, COCIOoAWds no MeHbulell mepe U3
10—50 knemox ¢ abeppaHmuoll 20MO2eHHOU IKCHpeccuell onpedeieHHbIX anmueenos. Hucno
K1eMmoK, (opMupyrowux MUHUMATbHYIO NONVIAYUIO, 6 PA3HbIX J1a00pamopusix Modcem
omauyamscs. Ecnu cpeou cobpannvix knemok ne obnapysiceno 10—50 netikemuueckux Kiemox,
mo Oenaemcs 3aknodenue, ymo MOB ue eviaenena npu O00CMUSHYmMOU 4y8CMEUMeNbHOCmU
ananusa. Tpebyemas uyscmeumenvnocms memoda cocmasnsiem 0,01%. [lna moeo, umob6wi
docmuyb MaKoul YyecmeumeaibHocmu, Heobxooumo npoauanusuposams 200 000 kremok u 6oee
(ecnu 3a MUHUMATLHYIO Oblla npuHAma nonyaayus, cocmoawas uz 20 xkiemox). Eciu maxas
YYBCMBUMENbHOCb He 00CMU2aemcs, Hanpumep, 8cieocmsue Huskou kiemounocmu KM unu
3HauumenvHo2o passederus oopazya KM nepugepuueckoi Kpogvio, mo HeobdX00umMo nposecmu
nosmophyio nyuxkyuio KM u nosmoproe ucciredosanue MOB.
BpemeHHbIe TOUKH MOHUTOPUHTA
B pasnvix KU xmouesvie mouxku uccredosanus MODB, onpedensarowue npoeHos, u
COOMBEMCMBEHHO, U3MEHeHUe Cmpamecuy mepanuu, HecKoIbko omaudaromcs. B yenom

uccreoosamen oyeHusaiom ocmanmouryro nonyjaiAyuio oOnyxoJjesvlx KlemoK 6 KOHYe 1-u
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UHOYKYUOHHOU a3zwl (6-5 Hedens om Hayala mepanuu) u Ha smane Koucoauoayuu (12—16 neoenw
om Hauana mepanuu). Ilpedcmaesnsemcs yenecooOpasHvIM UCHONL308AMb BPEMEHHbIE MOYKU
oyenxu MOE y nayuenmos 6 coomeemcmeuu ¢ UCnOonb3yemul;M NPOMoOKOIOM Ne4eHUsl U MONbKO
npu YCro8uu e2o a0eK8amHozo eblnoaneHus (Hemeykas epynna — 10 u 16 nedenwv, ghpanyyscrkasn —
6 u 12 nedenv (6-1 Hedens 0ns onpedeneHusi Makmuku nevenus), Beruxoopumanus — 10 u 15
Heoenv, Umanus — 10—16-22 nedenu (22-1 nedens 0151 onpeodenenusi makmuxu J1eyeHust)).

Ipu ucnonvzosanuu npomokoaa pocculickou ucciedogamenvckou epynnot « OJIJI-2009»
u «OJIJI-2016» obpaszyvr KM ananusupyrom una 10-ii, 16-1i u 28-1i nedene mepanuu u neped/nocie
svinonnenus anno-T1I CK. B cumyayusx, koeoa y nayuenma ommeuanacey nepcucmenyus MOB unu
npu  NOOO3peHUU Ha peyuous, Mo2ym Oblmb paccMompenvl OONOJHUMENbHblE MOYKU
monumopunea MOB, 6 mom uucne Ha nooodeparcusaioujeri mepanuu u nepeo CHAMUEM ¢ mepanuu.
Pexomengaunu no monutopunry MOb

e PexoMmeHnayercsi BceM MalMeHTaM Mepel U TOCJIE TPAHCIUIAHTALMU OCYLIECTBIICHUE
MoHMUTOpHHra TpaHckpunra pl90 wmm p210 nocpeactBom konmdectseHHou IILIP B
pealbHOM BpEMEHM, KOTOpas JI0JDKHA KOMOMHHMPOBATHCS CO CKPUHHUHIOM Ha IMPEAMET
mytaruit BCR::ABLI nomeHa THPO3WHKHHA3 (MOJICKYJISIPHO-TEHETUUECKOE UCCIIeIOBAaHNE
TOUYEUHBIX MyTauuii rena BCR::ABLI (XuMepHbIii reH, 00pa30BaHHbIH CIUSIHUEM 00JIaCTH
KJlacTepa pa3pbIBOB Ha 22 XpOMOCOME W T€Ha THPO3UH-KMHa3bl AOenbcoHa Ha 9
XpPOMOCOME) METO/IOM IPSIMOTO CEKBEHHPOBAHMUS) B ClIydae MOJ03PEHUS Ha PEIIUIUB WU
PE3UCTEHTHOCTH [S52].

YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
J0Ka3aTeJbCTB — 5).

e Pexomenayercss BceM MalMeHTaM BBINOJHATH uccienoBanue MODB mnocne okoHuaHus
uHayknun, kKoaconuaamuu u nepen/mocne TT'CK [4, 53, 68, 69, 71, 241].

YpoBenb yOeaurTesbHOCTH pexkoMeHaamuii — C (ypoBeHb J0CTOBEPHOCTH
JI0Ka3aTejILCTB — 4).

e Pexomenayercssi BceM mnanumeHraMm c¢ OJIJI MOB ouneHuBaTe METOAOM NPOTOYHOMU
IUTOQIYyOPUMETPUM HE MEHEee 4YeM &-MU LBETHbIM aHAJIM30M IpPU JIOCTATOUYHOMN
YyBCTBUTEIBHOCTH U cnenuduunoctu [71, 241].

YpoBens yoeaureabHOCTH pekoMeHaannii — C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbLCTB —
4).

Kommenmapuu: npu monumopunece MOB B-OJIJI oba3amenvhbim A6IAemMCs AHAIU3
cemu anmueeHog e meHee 7 anmuzenos. Obazamenvro uccieooganue xoms owvi: CDI19, CDI0),
CD34, CD38, CD20, CD45, CD58. /lonoinumenbHo makice MO2ym AHATUZUPOBAMbCS Opyaue
mapkepwl, nanpumep, CD11a, CD13, CD33, CDY, CD22, CDSI.
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Ilpu monumopunee MOF T-OJIJI pexomenoosano ucciredosarue 9 u 6oree mapkepos,
enasuvim oopazom: CD7, CD5, CD2, CD3 (nogepxnocmnozo u eHympuxiemounozo), CD4, CDSJ,
CDla, CD16/CD56, CD45, CDY9, TdT, CD438.

Ocobyo npobnemy npedcmasisiem coboli ucciedosanue o6pazyos KM 6onvHubix,
noayuarowux mepanuro mapeemuvimu npenapamamu npomus CD19 (bnunamymomad**), npomue
CD22 (unomyszymab ozocamuyun) u T-kremounyro mepanuio (Chimeric Antigen Receptor T-cell
— CAR-T). Ummynomepanus modcem npugooums K U3MEHEeHUr0 UMMYHODEHOMUna Oa1acmuulx
KIemoK u mpebyem nepecMompa CMAHOAPMHO NPUMEHAWelcs 6 1abopamopuu naveiu
MOHOKIIOHANbHBIX anmumesl, nodmomy npu nocmynienuu oopasya KM ons aumanuza MOB
uHgopmayus 0 NpUMEeHeHUU MAaP2eHMHbIX NPenapamos 6 00:A3ameNbHOM NOpPAOKe OOJIHCHA
0moodPaNCamvbcsl 8 CONPOBOOUMENbHBIX OOKYMEHMAX.

e He pexomMenayercsi BHIIOIHATh MOHUTOPUHT MODB mpu HEcoOMI0eHUN MPOTOKOJIOB.
Mounutopuar MOB umeer 3HaueHHe TOJIBKO MPU IpoBeaeHUH afekBaTHoM XT cornacHo
BEIODAHHOMY TPOTOKONY, TMPH COOJMIOACHUM TPHUHIUIA 032 — HHTCHCHUBHOCTDHY,
WHTEPBAJIOB U ATAIOB JiedueHus [55].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH

A0Ka3aTeJbCTB —4).
¢ Ouenka MOB y nmanueHToB MOKET OCYIIECTBIATHCS Pa3HBIMUA METOIAMHU, HO 00sI3aTEIIBEHO

pexomenayercs [53, 54]:

e ONpEIENICHUE JIEUKO3-CIeIM(PUISCKUX MaAPKEPOB, MANUCHT-CHCIU(PUISCKUX KIOHATHHBIX
MepecTpoek, abeppaHTHOr0 UMMYHO(EHOTHITIA IO HAaYyalla Teparuu;

* IPOBEIECHNE MOHUTOPUHTA JMOO0 OJHUM U3 METOJOB, JINOO OTHOBPEMEHHO ABYMS (HE uepeys,
HE 3aMEHSISI OJIMH IPYTHUM);

e BBINIOJIHEHUE HCCICNOBAaHUS B  OJHOH  JAOOpaTOpUM  COTJIACHO  PEKOMEHIYEMBIM
CTaHAAPTU30BAHHBIM IMOAXOJAaM B YETKHE CPOKH, MPEIyCMOTPEHHBIE MPOTOKOJIAMHU MPU HX
aJICKBaTHOM HCIIOJTHEHUHU.

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5).
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3. JleyeHne, BKJIIOYASI MEIUKAMEHTO3HYI) M HeMeINKAMEHTO3HYI0 Tepainuu,
AMETOTEPAINUIO, o0e3001MBaHueE, MeIUINHCKHEe NMOKA3aHUA "

INPOTUBONIOKA3AHUA K IPUMECHCHUIO METOAO0OB JICUCHUSA

3.1. OcHoBHble npuHIUNbLI xXuMuorepanuu OJIJ1/JIBJI

Ilpu nobom npunyune xumuomepanesmuyeckoco eo3oeticmeus 6 neveruu OJL/JIBJT
cyujecmeyem HeCKOIbKO OCHOBHBIX IMAN08 mepanuu — UHOVKYUS DeMUCCUU, KOHCOIUOayus
pemuccuu, R000epIHCUBAIOWAsL MePAnUsl U NPOPUIAKMUKA (leueHue) HeupoaeuKeMuu.

Ilepuoo HayanvHo2o neueHuss, Yeablo KOMopo2o AGIAEMCs CYWeCmE8eHHoe YMeHbUleHUe
onyxonegou maccol u docmudicenue 1P, nazvieaemcs nepuodom uHOyKyuu pemuccuu. B mepanuu
OJIT ucnonv3ytom 0se ¢hazvl UHOYKYUU OIUMENbHOCMbIO 4 HeO Kaxcoas. menHno 6 amom nepuoo
Ha pone npumeHeHuUs: NPOMUBOONYX0JIe8bIX NPENApamos KOJIU4ecmsao NetKeMUuecKux Kiemox 6
KM  ymenvwaemcs npumepno 6 100 pas, m.e. 6 momenm koncmamayuu IIP ¢ KM
mopgonoeuuecku onpedensemcs menee 5% onyxonegvix kiemok. Ilpu ucnonvzoeanuu
UMNYTIbCHO20 N00x00a (npoepammul Hyper-CVAD) smanom undykyuu cuumaromes 08a Kypca —
cobcmeenno 2-nedenvhuiil Kypc Hyper-CVAD u credyrowuii 3a HUM nocie nepepviéa Kypc
8bICOKO003H020 yumapadbura** u memompexcama**. B 6orvuiuncmae ciyuaes I[1P docmueaemcs
yarce nocie 1-u pazvl undykyuu (unu nocne 1-eo kypca Hyper-CVAD), u auws y uacmu nayuenmos
(10-30%) — nocne 2-iti ¢azvl unoykyuu (unu 2-20 Kypca 6blCOKOOO03HO20 yumapadura** u
memompexcama**) [56—601].

Bmopwvim smanom mepanuu OJI a6nsemcs KOHCOMUOAUUA pemuccuu (3aKkpenieHue
00CMUSHYMO20 NPOMUBOONYX01e6020 dhhekma). B nacmoswee epems 6 borvuiuncmee ciyuaes
KOHcOnuOdayus A6nsaemcs Haubonee azpeccusHviM U 8blcOKOOO3HbIM dmanom 6 neyeruu OJLJL
3aoaueii smoeo nepuooa Aeniemcs NO B03MONCHOCMU ewe Oolbuiee YMeHbUleHUe Yucia
ocmarowuxcs nocie UHOYKyuu aelikemuyeckux kiemox. Qawe ecezo npedycmompenuvl 1—2 maxux
Kypca, 3amem, neped NO00EpHCUBAIOWUM TeHeHUeM, MOo2ym UCHOIb308AMbCA NPOSPAMMbL
peunoykyuu  (bonee  OnumenvHvle, ananrocuunvle HT). B  npomokone  poccutickotl
UCCe008aAMENbCKOL  2PYNNbL NEPUOOOM KOHCONUOAYUU HA3BAHbL NAMb  NPOOOJHCUNENbHBIX
nocnedo8amenbHulX (3—4-Hedenvhbix) dmand, mexcoy KOmopvimu He npedycMompeHsl nepepvlebl
(1), HO usmensemcsa 1uwb HAOOP NEKAPCMEEHHBIX NPENAPAMO8, UCNOIb3YEMbIX 8 OAHHbIU NEPUOO,
U MOOUhuYUpYromcs 003uposKu psoa nNPomueoonyxonesvix npenapamos. Ciedyem noouepkHymo,
umo B03MOJCHA pomayus NpPeoyCMOMPEHHbIX NPOMOKOIOM OMAN08 KOHCONUOAYUuU, 8
3A8UCUMOCTU OM YUMONEHUYECKO20 CUHOPOMA U 8APUAHMOE 0clodxcHeHull [S6—60)].

Iocne 3asepuwienuss smana KoHcoauOayuu ciedyem nepuood n000epHcUsaroweco ledenus,

m. e. npodomfcenue yumocmamudecKkozo 6030€lCMEUs 8 MEHbUIUX 003&)(?, uem 6 nepuod uHOyKL;uu
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pemuccuu, Ha 803MONCHO OCMAarWUUCS onyxonesvli Kiou [S6—60].

B nacmoswee epemsa 6asucom eceti npoepammuou mepanuu OJII/JIBII aensemcs
oughghepenyuposannoe gozdeticmeue: 1) 01 ummynonocuwecku spenvix B-OJIJI ooxazana
appexmusnocms MOWHO20 UMNYILCHO20 KOPOMKO20 6030eticmeust ¢ covemanuu ¢ CD20)
(knacmepul ougpgepenyuposku 20) uneuoumopamu (90% 5S-nemusa BPB) [61]; 2) ona Ph-
nozumugnvlx  OJLJI  knoueevlm  pakmopom 3dghgexmusnocmu  AGNAEMCS  UCHONb30BAHUE
uneubumopog muposunxkurazvl BCR-ABL (80% 3-nemmusin eviowcusaemocms) [52]; 3) ona
nayueHmos, y KOmopuvlx onpeoensemcs nepcucmeHyus MUHUMAIbHOU OCMAmMo4YHOU NONYAAYUU
ONYX0J1e8bIX KIIeMOK, — Mepanus HanpasieHHAas Ha peOyKYUuo MUHUMATILHO20 OCMAMOYHO020 KIOHA
u anno-TI'CK [55, 62].

IpunyunuanbHo HeoOX00UMO bloenimb MpU Kilouesvle, mpeoyrouue pasHo2o leyeHusl 2pynnbl
OJII: 1) B-spenvie OJIJI, 6 mom uucne ¢ mpaucioxayueti MYC; 2) Ph-nozumuensie OJIJ1; 3) Ph-
necamusnvie OJIJI 1,2, 4, 5, 52,55, 61, 62].

e Pexomenayercsi s uMMmyHosiorudecku B-zpenoro Bapumanta OJIJI (B ToM umcie
bepkuTT-nomo0HpIMIU BapuaHTaMHK) UCIIOIh30BaTh MHTEHCUBHOE UMITYJILCHOE (0JIOKOBOE)
BO3JIeiicTBIE TpoTHBOOMyxoyieBbiMH npenapatamu (R-Hyper-CVAD/HMA, NHL-BFM-
90 u 1. 1. cM. mpunioskenune A3.1) B couerannu ¢ CD20 (xnacteps! auddepenunposku 20)
uHrubuTopamu (#purykcumadom** 375 mr/m?) [61, 63, 258].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH
J0Ka3zareabeTB — 4). — 1is cxembl NHL-BFM-90

YpoBeHb yOeauTeJbHOCTHM PpexkoMeHaauumid — B (ypoBeHb J10CTOBepHOCTH
AokazareabeTB — 3). — A cxembl R-Hyper-CVAD/HMA

KommeHnTapumu: ob6wiuno nocne evinonmnenus 4—6 010K06 nayuenmsl CHUMAIOMCS C
mepanuu, UM He NpoBOOUMCs noodepicusaioujee leyeHue, OHU He HYHCOAIOMCs 8 8bINOIHEHUU
aymo- unu amno-TI'CK.

o Pexomennyercss mnpu  Ph-nosutuBHeix  OJUJI  ucmonb3oBaHWe  WHTHOUTOPOB
tupo3uHkuHazbl BCR-ABL, Haumnas ¢ wmaruHuOGa** B 1-if jouHUM, ¢ manmpHeimien
MoauduKanuet TapreTHOro BO3ACHCTBHS HA OCHOBAHMM MOHUTOPWHTA MUHUMAIBHON
OCTAaTOYHOM MOMYJSIUU OIMYXOJIEBBIX KJIETOK M HANWYMsI MyTallMii KUHA3HOTO JIOMEHa
BCR::ABLI (npotoxon OJIJI-2012m, OJIJI-2012 u np. cm. mpunoxenue A3.1) [64, 65,
249]

YpoBenb yOenuteabHocTH pekoMeHganuii — C  (YpoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 4).

KommenTapuu: smo 6osdeticmsue 0onxcho ovims nocmosnuvim. Oovem XT npu Ph-

nosumusnelx OJIJI 0o cux nop ocmaemcs npeomemom Ouckyccuti. Hcnoav3yiom Kak
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MUHUMAIbHOE — yumocmamudeckoe gozoeticmsue (MUOO 0O0HU  2THIOKOKOPMUKOObL,  AUOO
2/IIOKOKOPMUKOUOBL 8 COUEMAHUU C BUHKPUCMUHOM **), max u 6onee unmeHncusnoe (Kiaccuieckue
Xumuomepanesmuueckue npomoxoast aedenus OJI/1, 6b1cOK0003HbIE UMNYTbCHBLE NPOMOKOIbL).
e Pexomennyercs B Tepanuu Ph-neratuabix OJIJI B3pocibix ManueHTOB UCIOIB30BATh B
OCHOBHOM JIBa TIPUHIMIIA XUMHOTEPANEBTHUECKOTO BO3JCHCTBUSA: 1) HMITyIbCHOE,
BBICOKOJI03HOE C MOCJIEYIOLIEH MOCTOSTHHON MOANEPKUBAIOIIECH Tepanueit (mporpamMmma
Hyper-CVAD/HMA); 2) Oonee TpaauimoHHoe (cTaHZapTHOE) — 8-9-HemenmbHas

HCIPEphIBHAsA HWHAYKOHUA C IOCICAYIOIIUMMHU HCOAHOKPATHBIMH  BBICOKOAO3HBIMU

MUENO0A0IATUBHBIMU KypcaMH U B TOCIEAYIOIIEM — TMOIACPKUBAIOIINM JICUCHUEM
(mpotoxon OJIJI-2009, OJIJI-2016, GMALL u ap. cm. npunoxenue A3.1) [55, 56, 66, 77,
250].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH

J0Ka3aTeJbCTB — 4).

KomMmeHTapum: pe3yibsmamosi KpynHeuuux ucciedo8amensCkux epynn no aevenuro Ph-
necamusHoix OJIJI 'y 63pocavix, 6 3asucumocmu om HPUHYUNA XUMUOMEPANEBMUYECKO20
so30elicmeusi, ompadxcenvl 6 npunoxceruu A3.2. Cymmupys OaHHble mMabOIUYbL, MONHCHO
ommemumay, 4mo 6 yeiom S-nemuss ooujas evidcusaemocms (Oanee — OB) 63pocivix nayuenmos
c OJUUI, sapvupys 6 3agucumocmu om 2epynnwl pucka u eospacma, cocmasisiem 45-55%.
Pezynomamer poccutickoco uccnedosanus abconomuo CONOCMABUMbL U 0ddXdce NpPesblluaiom
Oanmble 3apybedcHbiX ucciedosanutl, necmomps Ha manyio oono amno-11'CK u 5-nemuss OB
cocmasnsem 65% [66].

o Pexomennyercs mnamuentam ¢ OJIJI, 0coOOEHHO OTHOCSIIMMCS K TPYIIaM BBICOKOTO
pHCcKa, OHUM M3 3TanoB jJeueHus BeINoiHATh TT'CK nubo ayronornyssix (manee — ayTo-

TI'CK — tonbko npu Ph-nosutuBHbix OJIJI B mosiHONM MONEKYISPHOH pemuccun), auoo

AJUIOTEHHBIX (OT POACTBEHHOro WM HepoacTBeHHoro HLA-coBMecTMMoro moHopa —

amno-TI'CK) ans moctmkeHus TepaneBTudeckoro shdexra [55, 62].

YpoBeHb yOeauTeJbHOCTHM PpexkoMeHaauumidi — B (ypoBeHb J10CTOBepHOCTH
J0KAa3aTeJbCTB — 2).

KommenTapuu: Pauvue 6 Poccuu aymo-TI CK nposoodunace kak no30Hsis 8b1COKOO03HAS
KoHconuodayus wawe ece2o 6 jaedenuu T-xnemounvix OJIJI/JIBJI, oonaxo panoomuzuposanmoe
uccneoosanue « OJIJ/I-2016» ne nokazano yayuuienus pe3yiomamos mepanuu 8 2pynne nayueHmos
¢ aymo-TI'CK 6 cpasnenuu c xumuomepanueu. B 3apybescnvix uccareoosanusx aymo-TI'CK
peKoMeHOyemcsi Y NAyueHmos 6 MOAeKVIApHoU pemuccuu Ph-nosumusnoco OJIJI  npu
omcymcmeuu NOMeHYUaibHo20 OOHOPA ANIO2EHHBIX 2eMONOIMUUECKUX CMBOI08bIX KIEmOK.

Anno-TI'CK asnsemca obsazamenvHuim smanom mepanuu nayuernmos ¢ OJ1J1 uz epynnul 8b1coxoeo
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pucka, u ee 3qbqbel<mueﬂocmb CeA3dHA ¢ qbopMupoeaHueM NOCMOAHHO20 UMMYHOJI02UHECKO2O
KOHmMpOJisi 3a ocmasuumcst nocjie yumocmamuviecKkozco 6030elicmeust onyxojieebiM KJIOHOM

(peakyuu «mpaucniaumam nPomue OnyxXouuy).

e Pexomenayercss BCEM  IAUMEHTAM  BBINOJIHATH  NPOGMIAKTHKY  WIH, IIpU
HEeoOXO0IMMOCTH, JieueHune Heriponerikemun [ 12, 39].
YpoBenb yOenuteabHoCcTH pekoMeHganuii — C (YpoBeHb J0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 4).

KomMmenTapum: smom sman pacnpeoensiemcs Ha 6ce nepuoobl NPOPaAMMHO20 Ne4eHUs —
UHOVKYUIO pPeMUCCUU, KOHCOIUOayuio u noodepcusarowee neyerue. OObIYHO NPOPUIAKMUKY
HelipoaetikemMuy  (OCHOBHOU nepuod — 5—0 UHMPAMeKaIbHbIX 66€0eHUll Npenapamos)
ocywecmensiom 6 nepuoo XT, 3amem 6 meueHue 6cex 3manos KOHCOUOAYUU U N0OOePAHCUBAIOUell
mepanuu 8bINOIHAIONCI NPOPUIAKMUYECKUE NYHKYULU C PA3HOU YACMOMOU HA PA3HBIX dMANax (8
CcpeoHem YUCIO0 NPOPUIAKMUYECKUX CNUHHOMO3208bIX NYHKYUL O0JICHO cocmensame 15-20).
Jleuenue metiponetikemuu ocyujecmensgiom no umbiM npunyunam. CHavara nposoosm
UHMPAMeKalbHble 86e0eHUs NPOMUBOONYX0NEBbIX Npenapamos ¢ yacmomotul 1 paz 6 2—3 ous 0o
HOpMAnu3ayuu nokasamenel yepeopOCHUHANLHOU HCUOKOCMU U NOJAYYEHUS MUHUMYM 3
HOPMAIbHBIX Pe3YIbmamos aHaiu3a CHUHHOMO32080U HCUOKOCMU. 3amem NYHKYuu 6 meyeHue
noayeooa nposooamcs ¢ wacmomou 1 paz 6 2-3 nedeiu ¢ nociedyrowum nepexooom Ha
npoghunaxmuyeckutl pexcum esedenus. B oonvuuncmese ciyuaes ooayuenue 0106wt 8 0oze 2400
pao He mpebdbyemcs. Imom nooxo0 mMoxcem ObimMb UCHONB30BAH JULUDL )Y MeX NAYUEHMO8, V KO2O0
gcneocmeue  paziuyHLIX  NPUYUH  (GHamMoMuyeckue — OCOOeHHOCmU, KpatiHe — msdicenas
NePeHOCUMOCMb  CNUHHOMO320680U NYHKYUU) NPOPUIAKMUKA HeUPONetKeMUuu ¢ HOMOWbIO
UHMPAMEKALHBIX 88e0eHUll NPOMUBOONYXOIEBbIX NPENnapamos 6biNOJHeHd OblMb He MOJiCEeN.
Takoice 6onpoc 0 npumeHenuu 00IYUeHUs: 207108l NOOHUMAEMCS NPU PeDPAKMEPHOM meyeHul
HelpoaetikeMuu (Omcymcemaue noiHo20 omeema uepes 5—6 ggedeHull npenapamaos).

o PexoMeHnayercsi BCeM MaIlMEHTaM NpPHU BO3SHHUKHOBCHHH AJJIEPTUYECKON PpEaKIMu Ha
HAaTHBHYIO aclaparnHasy** mpemapar 3aMeHSATh Ha ISTHIMPOBAHHYIO (QopMy —
maracnaprazy** [1, 5, 218].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5).

KomMmeHTapum: eciu He npeonucamo umoe (CO2NACHO NPUMEHSAEMOMY HPOMOKONY),
peKoMeHOVeMblil pedctM 003UPOBaAHUs Y 63pocabix cmapuie om 18 0o 21 200a — 0o 2500 ME/w?
naeacnapeazvl** kaxcowie 14 oueil, 01 e3pocavix cmapute 21 200a — 2000 ME/W?, npu amom no

OAHHBIM PA3TUYHBIX NPOMOKOA08 003a OJIsl 83POCIbIX Modcem eapvuposams u om 500 oo 1000
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ME/M’ (8 poccuiickom npomoxone OJI/I-2009 ona nayuenmos cmapwe 55 nem — 500 ME/W°, 6
npomoxone OJII-2016 oo3za cocmasnsem 1000 ME/M?). Ilpu smom cymmapuas 0oza ua I
8gedeHue He Ooicha npegviuiams 3750 ME u esodumvcs uawe wem 1 paz 6 14 Oweil.
IIpomueonoxazanuem 0Jis1 RPUMEHEHUs HAMUBHOU acnapazunasvl ** u naeacnapeazvl** aenisemcs
aHagunakmuyeckuil WoK npu NPUMEHeHUU HAMUBHOU acnapazunazvl™* umu naeacnapeasvl™*,
MAACENAST NeUEHOUHASL HeOOCMAMOYHOCMb (OUNUPYOUH 6 3 pasa npesviuiaen GepxXHull npeoei
Hopmbl, mpancamunazvl 6 10 paz npesviwaiom BIIH); cepvbé3nviii mpom603 6 anamHese nocie
mepanuu acnapaunazou™**; namukpeamum 6 amamHese, KIIOYASL NAHKPEAMUM, CEA3AHHbIU C
npeduwecmsyroueli mepanuell acnapacunazou™**; cepvesHvle cemoppacudeckue OCI0NCHEHUS 8
aHamuese nocie mepanuu acnapazsunazon**. Hexomopvle npomokonvl u cxemvl, 8 4YaCMHOCMU
neouampuyeckue, npeonona2aom npuUMeHeHue UMEeHHO N32acnapaasvl™** u ykasauHvle 003bl He
Mo2ym Oblmb NpUMEeHeHbl UIU nepepacyumaHvl Ha HamusHyto acnapazunasy**. Ilpemeouxayus
nayuenmam 3a 30-60 mun 00 66edeHuss naeacnapeasvl™* nposooumcs 6 coomeemcmeuu ¢
UHCMpyKyuel K npenapamy, 4moObl CHU3UMb PUCK U MANCECMb PeaKkyull, CiA3aHHbIX KAK C
ungysuel, maxk u ¢ 2unepyy8CMEUMenbHOCmbl0. JleueHue MONCHO KOHMPOAUPOBAMsb NO
AKMUBHOCMU  CbIBOPOMOYHOU ACNAPALUHA3bI, ONpedensemMoll nepeo ciedylouwum 68edeHUem
naeacnapeasvl**. Eciu akmuenocms acnapazunasvl He 00cmuedem yene6020 3HAUeHUs, MONCHO
PAaccmMompenms  803MONCHOCMb Nepexodd Ha Opyeol npenapam acnapazunaszvl**. Muoeue
3apybesicnvle npomoxoavt mepanuu OJIJI y 63pocivix, 6 mom uucie poccutickue npomoxoibl no
mepanuu OJIJI y Oemell 8Kn04aOmM UCXOOHO NpuUMeHeHue ndzacnapeaszvl**, a He moavbko 8
CAYYAAX pA3BUMUSL PeaKyuu unepuyecmeumenvHocmu. J[anHas makmuka modcem Oblmb
NPUMEHUMA U MHO2Ue NPOMOKOAbl NPedyCMampuearom 3KEUBANEHMHYI0 003 HAMUBHOLU
acnapazunazol** u nseacnapeaszvl** 6 pamkax oonoeo npomokoaa (Hanpumep, npomoxon OJIJI-
2016, npomokon npu mepanuu peyuousos, cooepiicawuii #oopmezomud™**, dexcamemazon™**,

sUHKpucmun **, #uumoxcanmpon™* u acnapacunazy**/nseacnapeaszy**).

3.2. lIporHocTuyeckue pakTopbl 3PPEKTUBHOCTH JIeYECHHU S
e PexoMeHnayercss NpUMEHATh (AKTOPHl PUCKA C IIEJBI0 OLEHKUM TPYNIBl pPUCKA H

ONpeAeiCHUsI TOKa3aHUui K ucnojb3oBanuio B miepuoa nepBod [P ammo-TI'CK B

COOTBETCTBUM C KOHKPETHBIM ITPOTOKOJIOM JieueHus [5, 10].

YpoBenb yOenuteqbHocTH pekoMeHganuii — C (YpoBeHb JA0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5).

KommenTapuu: nonooicenue o npoenocmuueckux ¢paxkmopax npu OJI 6o03nuxno c
nosenenuem adekeamuou X1, mak Kak mMOAbKO UCHONb308AHUE CMAHOAPMHBIX NPOSPAMM
no360/5em GblOeIums NAYUEHMO8 C ONPeOeleHHbIMU KIUHUYECKUMU, MOpGOorocudecKuM,

uMMyﬂoqbeﬂomunuueCKuMu, yumoeceHemudecKkumu, MOJIEKYIIAPHO-2E€HEMUYECKUMU
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Xapaxmepucmuxkamu 3a001e8anus, y KOmMopulx yoaemcs uiu He yoaemcs 00oumscs d¢hghexma.
JlemanvHoe u3yuenue npuuun Heycnexa Npu UCNONb30BAHUU CMAHOAPMHBIX NPOMOKOJI08
npueooum K QOopMUpoSanul0 2pynn  pucka U, COOMBEMCMEEHHO, CO30AHUI0  HOBbIX
oughghepenyuposannvix no0xo0008 K jgeveHuro smux nayuernmosg. Ciredyem noouepKkHymv, Ymo
Hanuyue y nayueHma haxmopa Hebaa2onpusamuo2o npocHO3a HU 8 KoeM cydae He Mocem Oblmb
OCHOBaHUeM 0]l nepexooa K nauiuamuenol mepanuu. Bece ¢pakmopel npoenosa ucnonvzyrom u
uccneoyrom monbKo 6 KOHMEKCme BO3MOMCHOCMU MAKO020 USMEHEHUs mepanuu, Komopoe
nosvicUI0 Obl ee IPPHeKMUBHOCIb Y MAKUX NAYUEHMO8.

B meuenue xax munumym 08yx oecsamunemuii 0as 83pocivix nayuenmos OJIJI mak
Hazvieaemvle (QaKkmopvl puckd, accoOyuupo8anuvie ¢ IQheKmusHocmvlo jleyeHus, OCmarmcs
HeusmenHvimu. Hcknouenue cocmasnsiiom Ph-nosumusnvie OJIJI u B-OJIJI co 3penvim
UMMYHOEeHOmunom, Komopwvle Obliu 6bl0eNieHbl 6 COBEPUIEHHO OMOeNbHble 2PYNNbl,
Hyoscoarowuecss 8  ocobom  mepanesmuyeckom  gozoeticmeuu  (UTK u  6aoxoeas
UMMYHOXUMUOMEPANUsL COOMBEMCMBEHHO), U NPOSHO3 NPU KOMOPLIX BCLeOCm8Ue 3Mo20
UBMEHUNCS CYUWeCMBEHHbIM 00PA3OM.

Ilpu Ph-necamuenvix OJIJI, necmomps ma uHmeHcugurayuio mepanuu, 6blNOJHEHUe
sHauumenvrozo yucia aino-TI'CK Ha pasHvlx npomoKonax pasHulX UCCIe008ameNbCKux 2pynn,
onpeoeneHHble KIUHUKO-IabOpamopHsvie napamempsvl HpPOOOHCAIOM ONpedesimb  NPOSHO3
3a601e8aHUSA, MAK JHce KAK U HECKOTIbKO 0eCAmKo8 iem Ha3ao. /s Ph-necamusHnvlx B-knemounuix
OJIJl ¢axmopamu pucka OonvuwuHcmeom ucciedosameneii NPUHAIOMca: Oolee CmMapuiuil
gospacm (30 nem u bonee), unuyuanswii aeiikoyumos (30x10°/n u 6onee), pannuii genomun
(pannuii npe-B unu Bl no knaccugpuxayuu EGIL), yseruuenue axmusnocmu JI/{I" 6 2 pasa u 6ozee,
noszouee (bonee yem Ha 35-u 0env) docmudcenue 1P, oonapyoicenue t(4,11). /lna T-knemounvix
OJIJI — pannue u 3penviti ummynopenomunsvt (TI/I u TIV no kraccugpuxayuu EGIL), unuyuanvhoiii
netikoyumos (100x10°/n u 6onee), nozonee docmuorcenue IIP. A makoce omoensho svidensiom T-
OJUUI u3 pannux npeowecmeennuxkos (ETP eapuanm), nayuenmol 3moiul epynnvl OOAHCHbL
paccmampusamuCs Kaxk 2pynna o4ensb 8blcoko2o pucka. Ilomumo smozo, nociedHue oecsims jiem
KA04e8biM (hakmopom npozrosa 0aa ecex OJIJI cman noxazamens, oyenusarowuti MOB: npu ee
obuapycenuu ¢ uyecmeumenvrocmoio memooa 107 ¢ meuenue 6 mecsyes neuenus npozHos
onpeodensiemcs kak Hecamueuvli. Ilayuenmam ¢ OJIJI onpedenenue epynnvi pucka, no Komopou
onpeoensemcs mepanesmuyecKds makmukd, OO0JHNCHO BbINOJIHAMbCSA MOJIbKO 8 PAMKAX MO20
NPOMOKOJIA, KOMOPbIU UCNOIb3Yemcsl y Koukpemuozo nayuenma [1,2, 4,5, 11].

Heobxo0umo cuumamsv HegvinonneHue npomoKonia mepanuu, HepeiameHmupo8aHHoe
CHUdICeHUe 003 Nnpenapamos, OaumesbHble UHMEpP8Avl 0Oe3 JleyeHus, He npedycMompeHHble

npomoKoJiom, 2py6blMu HAPYUWLEHUAMU XUumMuomepaneemu4decKkoco npomokoad, U OueHusdanlb
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MaKkux nayueHmos KaxK nayueHmos ¢ Kpatine Hed1a2onpusmusimu ucxooamu mepanuu [1, 2].

3.3. IIpornocruueckas 3Haunmoct MOb
Hzeecmno, umo nepcucmuposanue MOB nocie uHOVKYUOHHOU/KOHCONUOAYUOHHOU
mepanuu accoyuupyemcs ¢ Hebaa2onpusmubiM NPOSHO30M U BbICOKOU 4ACMOMOU peyuousos,
Hecmompsi Ha npoooaxcenue XT, u npu Ph-nosumuenvix u Ph-necamusnvix OJLJI [55, 67-72].
Taxoice Kpaiine HebOnrazonpusmuvim Gaxkmopom sensiemcs moaekyaapuvii  (MOB)
peyuous. Meouana epemenu om Oemekyuu MOB 6 KM 0o pazsumus cemamonocuueckozo
PazeepHymozo peyuousa cocmasisem okono 1—4 mecayes.

e Pexomenayercsi jedeHue MoJekyispHoro pemuauBa Ph-mosutuBHBIX OJIJI m Ph-
HeratuBHbIX OJIJI B COOTBETCTBUU CO CTaHIApTaMH, pa3padOTaHHBIMHU ISl Pa3BEPHYTOTO
MOp¢OoJIOTHYeCKOro penuauba, kak MuHUMYM Tipu OJIJI y B3pocnbix [69-71].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH
J0Ka3aTeJbCTB — 4).

KommenTapmii: npu monexynaprom peyuouse Ph+ OJIJI HeobX00umo 6blnoaiHums cmeHy
UTK (Uneubumopol npomeunKunassl), peKomeHO08aHo Npu 3MoM UCCLe008aHUe MYMAYUOHHO20
cmamyca eena BCR::ABLI c¢ yenvto naszwauenus sgpgexkmusnoco HTK (Mneubumopwi
npomeunkunasst). Kpome mozo, u npu Ph-, u npu Ph~+ OJIJI noxazamna évicoxas 3¢ppexmusrnocmo
npumenenus onunamymomaoa™* (73] u unomyzymabdba ozocamuyuna, 8 mom uucie ¢ 8KIOUeHueM
UTK (Hueubumopsr npomeunkunasvl), npu Moaekyiaprom peyuouse uau nepcucmenyuu MOKB.
Hanuuue monexynapnoeo peyuouea modxcem seiamocs Kpumepuem exaodenus 6 KU no
UCNONL308AHUIO IKCNEPUMEHMATIbHBIX JIEKAPCMBEHHBIX CPEOCma.

Dakmopom He2aMUBHO20 NPOSHO3A 6 NlaHe 0Oe3PeyuouUsHo20 meyvyeHus: 3a001e6aHUs.
saensemcs oonapycerue MOB kax 0o, maxk u nocie TI'CK. Beposmnocms pazeumus peyuousa

00CmMOBePHO 8blule Y nayuenmos, y komopwvix onpeoensemcsi MOP.

3.4. Jleuenune nanuenToB ¢ Ph-nerarususivu OJIJI

Bui6op nporpammbl XT y nmanueHToB B Bo3pacre 10 55 jer

Pasnuunvie uccnedosamenvckue 2epynnvl NpUMEHSIONM PA3uUdHble CXemMbl Mepanuu
(npunoxcenue A3.1), eounoeo npomoxonra mepanuu OJIJ/I ne cywecmseyem. Obwuii npunyun
mepanuu npeocmasgiiem cobol 6vinoiHeHue npeodasvi, UHOYKYUU PEeMUCCUU, KOHCOMUOAYUU
pemuccuu, noodepicugaroweli mepanuiu.

e Pexomenayercssi marmentam ¢ Ph-neratruBaeiv OJIJI B Bo3pacte Monoxke 55 mer

BBITIOJTHATE Tepanuto 1o mpotokoay OJIJI-2009 unu OJIJI-2016 (cm. mpmnoxenue A3.1)

[66, 250].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH

J0Ka3aTeJbCTB — 4).
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KommenTapumu: poccuiickas uccinedogamenvckas 2pynna npoeeid NnpoCneKmueHsle
MHO20YeHmposble UCCIe008aHUs U  NPOOeMOHCmpUposana pesyivmamol mepanuu  Ph-
necamusHvix  OJII/JIBJI 'y 63pocivix conocmasumvle ¢ OpyeuMu  UCCLEO08AMENbCKUMU
XUMUOMepanesmuiecKuMu npomoKoIamu.

e PexoMmeHayercsl B KauecTBE aJIbTEPHATUBBI JJISi MOJIOJIBIX MAIlEHTOB B Bo3pacrte 10 28
JET IPUMEHEHHUE TIPOTOKOJIA POCCUIICKOM MeauaTpuieckoi rpymisl o jedennto OJIJI —
MB-2008 [74].

YpoBeHb yOeOUTEJbHOCTH pekoMeHAauumid — B (ypoBeHb J10CTOBEpPHOCTH
J0Ka3aTeJabCTB — 3).

e Pexomenayercsi B KadecTBe anbTepHaTuBbl nporokosny OJIJI-2009 unm OJIJI-2016
npuMeHeHue nporpamm jedeHus Hemenknx (GMALL) u amepukanckux (MD Anderson
CRC) uccnenosareneil (mporpaMMbl Tepanyy NpUBEACHbI B ipuioxkeHuu A3.1) [75-78].
YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5).

o PexoMeHayeTcsi UCIONB30BaTh (PAKTOPHI PHCKA, OMPEICISIONINE CTPATETHIO TEparuu
OJUI, B 3aBUCHMOCTH OT KOHKPETHOTO BBIOPAHHOTO BpPAauoOM MPOTOKOJA JICYCHUS (CM.
paznen 3.2 «[IporHoctuyeckue GpakTopsl d3PPeKTUBHOCTH IeueHus») [ 1, 2].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbLCTB — 5).

KommenTapum: nesasucumo om plopantno2o npomoxona mepanuu nayuenmos ¢ OJIJI ¢
nepecmpotuxamu 11q23/KMT2A (t(4,11) u opyeue), t(9,22), t(1,;19), ETP éapuanmamu, a maxice
¢ cunopomom Huiimezen, Heob6xo0uMo0 omHOCUMb K epYNNe OYeHb BbICOKO20 PUCKA U Y BCeX C
Camo20 HA4aNa paccmampusams 603mModicHocmy gvinoanenus aino-11 CK.

e PexoMeHayeTcs rpu rpyOobIX HApYLIEHUSAX JIIOOOT0 MPOTOKOJIA IEPEBOAUTH MTALIUEHTOB B

IpyNIy OYeHb BBICOKOTO PUCKA U MPUHUMATh PEIIeHHE O BO3MOXKHOCTH BBITIOJHEHUS aJlio-

TI'CK (cm. pazgen 3.2 «I[IporHoctudeckue Gaktopsl 3¢ HeKTHBHOCTH JieueHus») [ 1, 2].
YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH

JI0Ka3aTeJIbLCTB — 5).

IMpendasa

IIpeoghazy neobxo0umo nauunamv cpasy nocie mozo, KaKk 6ce OUaAHOCMUYecKue Meponpusmusl
Oy0ym 3agepuieHul.

e PexomenayeTcsi BceM NalMeHTaM ¢ BEpUPHUIIMPOBAHHBIM IMAarHO30M HaYMHATh Npendasy
MPEIHU30JIOHOM** ¢ TIeNbI0 MHUTOPEAYKIUU U ONPEACNCHUS UYyBCTBUTEIBHOCTH K
npeaHu30I0ny** [79].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH
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JI0Ka3aTeJIbCTB — 5).

KomMmeHnTapumu: monomepanus 21ioKOKOpmMuKOUOAMU s611emcs 0CHO80U npeoghaszvl —
unuyuanvrou mepanuu OJIJI. [{numenvnocmo npeghazvi cocmasnsaem 7 OHell, U HenOCpeOCmeeHHO
nocie Hee ciedyem uHOykyuonnas ¢gpasa 1. [lpeoghaza nossonsem cmadbunuzuposams cocmosHue
nayuenmos, Komopule NOCMynarom 6 omoejieHue 2emMamoiocul ¢ maxiceablMu UHQpeKyuoHHbLMU
OCJIOJCHEHUAMY, MemaboIudecKUMU HAPYWEHUAMU U/UTU  CEePbe3HbIMU  KPOBOMmedeHUsMU
(anmubaxmepuarbHbIMU U  NPOMUBOSPUOKOBLIMU ~ NPENAPAMAaMU  CUCMEMHO20  OelCmBUs,
Mpancghy3UOHHOU mepanuel, 3amecmumenbHol mepanueu, Gakxmopamu c6epmviéanus Kposu,
#annonypunonom™*)[23, 240], u wmauame I-t0 pazy unOyKyuu 6e3 3a0eprcKu Ui ¢
MUHUMANGHOIMU — OMKIOHeHUAMY. Bo epemsa  evinonnenus npedgasvl  ocywecmensiemcs
yumoeenemuyeckas OUASHOCMUKA, YMO NO36074em bloeiumy nayuenmos ¢ Ph-nozumuenvim
OJI1 u 6ezomaazamenbHo Havamv UM nepeyio (haszy UHOYKYUU No MeHee MOKCUYHOMY NPOMOKOLY
ons Ph+ OJIJI. Ecmb nebonvwasn 0os 83pocivix nayuenmos ¢ OJII, y komopwix pecucmpupyemcs
OYeHb BbICOKAS 4Y8CMBUMENTbHOCb ONYXO0JIE8bIX KIEeMOK K NPEOHU30I0HY **, u noanas pemuccus
(Oanee — IIP) mooxcem Ovims docmueHyma nocie 7 OHell MOHOmMepanuu 21i0KOKOPMUKOUOAMU.
Hecmompss ma mo, umo 6 psde npomokonog npeogasa He A6IAemcsa 005A3amenlbHbIM
Komnoneumom, nanpumep, 6 npocpamme MDACRC (Hyper-CVAD/HMA), poccuiickue 3xcnepmoi
noaazaiom, 4mo 8blnoaHeHue npeddasvl KpatiHe yenecooopasto.

Nuaykuusi peMuccumn
e PexoMeHnayercsi BceM NAIlMEHTaM CTPOTO BBIMOJHATh WHAYKIIHOHHBIM KypC Teparuu

COTJIACHO BBIOpaHHOMY IPOTOKOY JieueHus: Ph-neratususix OJUI [1, 2].

YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbLCTB — 5).

KommenTapuu: [ gaza unoykyuu  sensiemcss  Haubonlee  KpUMUYHOLU, — ee
npoooIcumenbHocms cocmasisiem 4 nedenu (unu 2 neoenu 6 npomorxone Hyper-CVAD). Hmenno
80 6pems 8binoaHenus 3mozo smana X1 pecucmpupyemcs camoe 60abuioe YUCTIO OCIOHCHEHUL,
KaK MoKCU4ecKux, max u UHQEeKYuoHHbIX, C 0HCUOAEMOL YACTNOMOU PAHHUX TeMATbHBIX UCX0008
npubausumenvro >5%. B poccutickom mnozoyenmposom KU, exnrouusuiem ungpopmayuio no 300
nayuenmam ¢ OJIJI 6 6o3pacme om 15 0o 55 n1em, noxazamenv panHell 1emaibHOCMU COCMABUT
9%.

B smom nepuoo HeobX00uMoO BbINOIHAMb 6eCb 00beM CONPOBOOUMENbHOU Mmepanuu,
BKIIIOYASL MOHUMOPUHS U KOPPEKYUIO NIASMEHHO20 2eMOCmasd, MmpomMOOYyumoneHuu, auemuu,
Jleuenue UHQEKYUOHHBIX OCHONCHEHUL, MemabdoIudecKux HapyuleHull (caxaproeo ouabema),
NCUXUYECKUX — PACCMPOUCME,  HEBPONOSUYECKOU  CUMNMOMAMUKU, OCMPbIX  2enamumos,

nawkpeamumos u m. 0. B ciyuae pazeumus Kpatine mAMNCENbIX OCIOMCHEHUU U/Unu 21y60Koll
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yumonenuu (netikoyumos meree 500 k1 6 MK1) yumocmamuyeckdas mepanus OO0NHCHA OblMb
npepsana (Kpome npeonuzonoHa™*) u 60300Ho61eHA ¢ MOMEHMA OCMAHOBKU NPU KOPPeKyuu
OCI0JICHEHUU U 80CCMAHOGNEHUU NOKa3amenell KpoGu.

Bce npozpammei neuenus 6K04a0OmM UHKpUCMUHR ¥, npeonu3onon™* u anmpayuxiunsl u
poocmeerHble coeOuHerust (0ayHopyouyun™**).

Yacmo 6 I gpaze undyxkyuu npumenstom acnapacunasy**, komopas 6 danvHetiuiem moxcem
UCNONBL308aMbCA U HA npomsdcenuu eceti npocpammvl nevenus OJIJI. [lonaearom, umo smom
npenapam yseauyugaem npoooaxcumenvHocms IIP (Ho He epoamHocmb ee O00CMUICEHU).
Oounaxo panHsas ommeHa acnapauHaszvl™* ecredcmeue pazeumus MOKCUYECKUX Deakyuti He
oKkaszvieaem GIUAHUSL HA OO0J20CPOYHblE pe3ylbmamvl, 6 MmO 6pemMs KAk HapyuleHus
KOA2YIAYUOHHO20 2cemocmasa ommedaromes yacmo (bonee yem y 60%) u mpeoyrom monumopunea
KOA2YIAYUOHHBIX NApaAMempos, a npu Heobxooumocmu — sameujenus aumumpomouna I u/unu
¢ubpunoeena.

Heoocmuoicenue I1P nocne smoti ¢hazvl uHOyKyuu pacyeHusaemcs Kax pe@hpaxkmepHocms,
U nayueHmvl NepegooAmcs Ha Npozpammel aedeHusi pegpaxmepuvix opm OJIJI, xomopwvie
CYWeCmEeHHO OMAUYAIOMCA, 6 3d8UCUMOCIU OM  UMMYHODEHOMUNUYECKO20 6apUanma.
IIpomoxkonwt XT npusedenwvt 6 npunosicenuu A3.1.

e Pexomenayercss BceM manueHam ¢ 15-ro gHs OT Hayana je4yeHud Ha Bce Bpemsa XT
BBINIOJHATh ~ MPOQPMIAKTUKY  MHEBMOLMCTHOM  MHEBMOHHHM  #KO-TPUMOKCA30JIOM
[cynmbdamerokcazon+Tpumeronpum]** (480 mr 1 pa3 B n1eHb exxenueBHo) [1, 2].
YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH

J0Ka3aTeJbCTB — 5).

e PexomeHnayercsi pacCMOTPETh BO3MOKHOCTh BKJIFOUCHUS B TEpaIUi0 #pUTyKCcuMaba™** B
Tepanuio y nanueHToB ¢ CD20-no3utusasiMu OJUT [247].

YpoBeHb yOeqUTEJbHOCTH PpekoMeHAauuMid — B (ypoBeHb J10CTOBEPHOCTH
JI0Ka3aTeJILCTB —2).

Koncomumanusa

e Pexomenayercsa Bcem nauueHTtam, gqocturmmm 1P mocne 3aBepiuieHnss HHIYKIIMOHHOTO
3Tamna, BHIMOJIHUTH ATAll KOHCOJIUIUPYIOIIETO JIEYSHUSI CTPOTO 10 TOMY e MPOTOKOY, 110
KOTOpOMY IIpoBoauiacs uHaykuus [1, 2, 4, 5].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5).

KommenTapum: mepanus, komopyro npoeoosam nocie docmudicenus I[P — konconudayus,
8 PAa3HbIX NPOMOKONAX JleYeHUsl CYWECMEEHHO OMAUYAemcs No C60eu UHMEHCUBHOCU.

bonvuwuncmeo eeponeﬁcm{x UCCe008amMebCKUx cpynn npumeHnsont 6bICOKOOO3HbLE npomoKo.Jibl
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C BKIIOUeHUEeM HeCKOAbKUX Kypcos yumapabuna™** u memompexcama™** 6 6vblcokux 003ax,
001a0aWUX 3HAYUMBIM MUETOCYNPECCUBHBIM IPEHEKMOM U CONPOBONCOAIOUIUXCS ONUMENbHBIMU
nepuooamu  MueiomoKCU4ecko2o dazpaHyioyumosa u nepuooamu 6e3 neuenus. ILlupoxo
ucnonv3yemvlti amepuxanckui npomoxon Hyper-CVAD/HMA smanom xoncoruoayuu Hazvleaem
4 nocnedosamenbHuIX UEPeOVIOWUXC KYpCd, AHAOSUYHBIX UHOYKYUU, 084 U3 KOMOPbIX —
8bicoK0003Hble [56]. [Ipunyunuaivho omaudarOWuMcst NOOX000M ABAAeMCsL YIMAN KOHCOAUOAYUU
6 poccuiickom npomokoae «OJLI-2009», xomopwiii npedcmasisiem cobol HenpepvieHOe
yumocmamuyeckoe HU3K0003Hoe 6o30elicmeue. HMnmepean meaxcoy 3asepuwienuem I ¢hazvl
UHOYKYUU U HAYATIOM IMANA KOHCOIUOAYUU NpedCcmasisiem coboli 7 OHell, 6ce 0CMaibHble Smansl
KoHconudayuu (1-3-ii smanwl) nposoosam 6e3 nepepvieos. Kounconudayus 4 6 npomoxone OJL/I-
2009 (cm. npunoscenue A3.1) npedcmasniena 0OHOKpAMHbIM 88edeHUeM Memompekcama™**
gvicokotl doze (1,5 2/m?) na ¢pone 3 Omeil dexcamemazona** u 0OHOKpAMHBIM 66edeHUeM
acnapazunazol**; KoHconuoayus 5 — 0OHOOHeEHbIM 66edeHuem yumapabuna** é doze 2 o/m’ 2
pasa 8 oenv Ha oue 3 Onell dexcamemazona™*™* u oOHoOKpammuvimM 88edenuem acnapacurasvl™*
[66].

Xomenocb Obl ommemumy, 4mMo 8 POCCUUCKUX 2eMAMON0SULECKUX YEHMPAX PaKmuyecKu
omcymcemeyem — 803MOJNCHOCMb — MOHUMOPUHeA — KOHYyeHmpayuu memompexcama**,  umo
HEeYKOCHUMEeNbHO MpeOyemcs. npu 6bINOJHEeHUU BbICOKOOO3HOU mepanuu. Bcaeocmeue smozo
dadice OOHOKpamHoe UCNONb36aHUe Memompexkcama™** @ 6blCOKOU 003e CONnpoBoNCOAemcs
JIeManbHOCMbIO, CEA3AHHOU C MOKCUYHOCMbIO npenapama. B ceasu ¢ smum xomenocwb Ovl
obpamume  GHUMAHUE 6pAYel-2eMAmoo208, KOMOpble 6blOUpPam uHvle 3apybedcHbie
npocpamMmyvl JledeHus, Ha mo, 4mo 6 SMuX NpOmoKoLax MemompeKkcam** 6 blcoKux 003ax
NPUMEHAIOM HEeOOHOKPAMHO U UCNONb308aAHUe MemompeKkcama™™® @ npeonucanuvix 003ax 6e3
Hanu4us a0eK8amuo2c0 MOHUMOPUHSA C BbICOKOU BEPOAMHOCbIO MOMCem 3aKOHUUMbCSL
JIeMANbHBIM UCXOOOM.

IIpomoxon «OJIJI-2016» noanocmoio coomeemcmeyem NPUHYUNAM mepanuu RPOMOKOLY
«OJIJI-2009», oOnaxo 6 Hem NpedyCMOMpPeH YX00 Om NPUMEHEHUS BbICOKUX 003
Memompekcama** u yumapabuna** 6 konconudayuu 4 u 5, u koncoruoayus 4 u 5 npeocmasisiem
coboll  4-x HedenbHble KYpCcvbl C NPUMEHeHUeM MepKanmonypuua**, memompexcama™*,
yumapabuna** ¢ cmanoapmuuix 0ozax npu OJIJI. Pe3ynbmamul MHO2OYEHMPOBO2O UCCIE)08AHUS
NOKA3anu, YmMo Hno O0J20CPOUHBIM pe3yibmamam 3PGekmusHocms  000uUx NpPoOmMoKoI08
conocmasuma.

e PexoMeHayercsi TalMEHTaM HWCIIONB30BAaHHE METOTpEeKcaTa** B BBICOKMX J03aX,

COTJIACHO TMPOTOKOJAM JICYCHHUS, TOJHKO B TE€MATOJIOTMYECKUX IICHTpaxX, TNe €CTh

BO3MO>XHOCTb OCYLIECTBJISITh U3MEPEHHE KOHIIEHTPALMU IIpenapaTa B CbIBOPOTKE KPOBH,
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JUIs ~ TPEAOTBpAIICHUS  TKENbIX  HEXKENaTeIbHBIX  SBJICHHUM, OOYCIOBICHHBIX
HeaJIeKBaTHOW SJIUMUHANIUEH MeToTpekcara*™*. Ilpm oTCyTCcTBHM 3TON BO3MOXKHOCTH
1es1ecoodpa3Ho BEIOMPATH MPOTOKOIIBI O€3 BHICOKOAO03HBIX KypcoB [1, 2, 4, 5].

YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH

JI0Ka3aTeJIbLCTB — 5).

PexoMeHayeTcsi BceM MalMeHTaM HEYKOCHHTEIBHO COOIOATh BPEMEHHOW perjiaMeHT
npotokoyos [1, 2, 4, 5].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH

J0Ka3aTeJbCTB — 5).

Pexomenayercsi BceM TMalMEHTaM Ha BCEX JTanaX KOHCOJHUIALWU BBITIOIHATH
npo(UIAKTUKY THEBMOIIMCTHON MTHEBMOHUHU #KO-TPUMOKCA30JIOM [Cylb(haMeToKCazo +
tpumeronpum|** (480 mr 1 pa3 B nens exennesHo) [1, 2].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5).

IpodunakTuka 1 JiedeHUue HelpoJieiKeMun

Hauano npogunaxmuxu nopasxcenuss [{HC, xax xnrouesoco komnonenma mepanuu OJIJI,

npoeoouUmcs 00HospemeHHo ¢ Hauanrom cucmemuou XT [1, 2,4, 5].

PexoMeHayeTcsi BceM TmMalMeHTaM B KadecTBE MNPOMOHUIAKTHKHA HEHWpOJeHKeMUn
OCYILIECTBIISITh CHMHHOMO3IOBbIE MYHKIIMM C WHTPATEKAJIbHBIM BBEACHUEM (BBEICHHE
JEKapCTBCHHBIX  MpenaparoB B  CIOIMHHOMO3TOBOW  KaHall) TpeX Mpenaparos:
#metorpekcata** (15 mr) [1, 4, 158], nurapabuna** (30 mr/m?), #npexuusonona** (40
Mmr) [251] wnu #pekcamerazona** (4 wmr) [1, 4, 251] cormacHo cxeme BBIOPAHHOTO
nportokoia (cm. npunoxenue A3.1) [1, 2, 4].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH

J0Ka3aTeJbCTB — 5).

KomMmeHTapum: uumpamekanvHoe  86edenue  NPOMUBOONYXONEBbIX — NPEenapamos

peKOMeH()yemCﬂ 6bINOJIHAMb 6CemM nayueHmam 6 MOMEHMm nepeoﬁ, maKk Hazvléaemou

OUACHOCMUYECcKOU CHUHHOMO32080U NYHKYUU C J1e4eOHO-NPOPUIAKMULECKOL Yelblo.

He pexomenayercsi mpH BHICOKOM HHUIMAILHOM JeiikormuTose (Gomee 30x10°/m),
BBHITIOJTHEHUE CIIMHHOMO3TOBOM MYHKIMH B 1-U IeHb TEparvu; €€ BHIIIOJHEHUE JOKHO
OBITh OTJIOKEHO J0 MOMEHTA CHIDKEHHUS YHClia OJIACTHBIX KIIETOK B MepudepruecKoit
KPOBH JIJIsl U30€KaHMsI KOHTAMUHAIIAN OJIACTHBIMH KJIETKAMU CITMHHOMO3TOBOM JKUIKOCTH
MpY TpaBMaTUYHOU NMyHKIMH [ 1, 2].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH

J0Ka3aTeJbCTB — 5).
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e Pexomenayercsi BeimoaHeHue npodunakruaeckoit aydeBoi tepanuu [THC (JIT) (B mo3e
24-30 I'p) TonpkO y MAIMEHTOB, MOJYYAIOLIUX JIEYEHHME B pPaMKaxX IPOTOKOJIOB,
Brrovaronux JIT B mporpammy (cMm. mpuinoxerue A3.1), mubo y ManueHToB, Y KOTOPHIX
BCJIE/ICTBHE aHATOMUYECKHX OCOOEHHOCTEH HE MOTYT OBITh BBIITOJIHEHBI CTUTHHOMO3TOBBIE
nyHkuu# [6, 39, 74, 76].

YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbLCTB — 5).

KommenTapuu: 6 pavkax Poccutickoeo npomokona vinonnenue npoguiakmuveckou JIT
L[HC mne pexomenoyemcs [66]. [Ipu nanuuuu anamomuyeckux 0cobOeHHocmell, KOmopble He
NO360NIAIOM  BLINOIHUMb CNUHHOMO3206ble NYHKYUU 603MOJICHO YCMAHOGNEHUe pe3epeyapa
Ommaiia (umniaumupyemoe Nnoo KOXMCY 20108bl YCMPOUCMBO Ol 66€0eHUsl JIeKaAPCMEEHHbIX
npenapamos 8 Hceayo0ouKU 20108H020 M032a)

o PexoMeHayeTcsi BCEM MAaIlMEHTaM MHKPOCKOMUYECKOE HCCIEIOBAHUE CMTUMHHOMO3TOBOU
KUJKOCTH, TIOACYET KJICTOK B CUETHOW Kamepe (OompeneneHue IUTOo3a) W/ WIH
[UTOJIOTUYECKOE  HUCCIEOBAHME  KIETOK  CIIMHHOMO3TOBOM  KHUAKOCTH ISt
UCKITIOUEHUS/TIOITBEPKICHUS Heliponeiikemuu [39].

YpoBenb yOenuTeJbHOCTH pekoMenaanuid — C (ypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5).

KomMmeHTapum: ouacno3 HetliponelikeMuu YCmMaHagIuearom npu OOHAPYI*CEHUU 6
CHRUHHOMO32080U JHCUOKOCU OIACMHBIX KIEMOK (8 N1000M Koauyecmee) uiu maxk Ha3vl8aemozo
yumosa 6onee 15/3 (unu 5 kanemok 6 muxpoaumpe). Muxpockonuueckoe ucciedosarue
CHNUHHOMO320801 HCUOKOCMU HeOOXO0OUMO GbINOIHAMb 8CeM NAYUeHmam npu yumose >5/MKI.
Pexomenoyemcs ¢ yenvio nogviuieHuss MOYHOCMU AHAIU3A UCNONB308AMb OISl NPUSOTNOBTEHUS
YUMON02UYECKUX NPenapamos TUKeopa Yumono2uvecKkyio yenmpugyzy.

e Pexomenayercst BceM MalMEHTaM MPU KOHCTATAllUH HEUPOJEUKEMHUH B MOMEHT MEPBOM
JUArHOCTHYECKON CTMHHOMO3TOBOM MyHKITH TIEPEBECTH MAaIlMeHTa Ha #aexcameTa3zon™*
(mO3BI cOriacHO TPOTOKOJY Tepamuu — CM. mnpuioxkenue A3.1), kak mpemnapar,
MIPOHMKAIOIINNA Yepe3 reMaTodHIedammueckuii 6apsep [80].

YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
J0Ka3aTeJbCTB — 5).

e Pexomenayercsi nmpu nepcuctennmr MOB nipu Ph-nerarusasix B-OJUJI mocne okonyanus
naaykiuu (mpotokosa OJIJI-2009 umu OJIJI-2016) npoBeaeHue 1-2 KypcoB TapreTHOU
Tepanuu (OyMHATYMOMAO™** WM MHOTY3yMal O30TaMHIIMH WM #BEHETOKJIAKC** Wim
#naparymyma0**) c 1enpto OBICTPON PEAYKIIMH OCTATOYHOTO OITYXOJEBOTO KJIOHA C

,Z[aJIBHefIIHI/IM MPOAOIZKCHUEM KOHCOJIMAAIIUKU COTJIACHO M3HAYAJIbHO HAYATOI'O ITPOTOKOJIA
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(cm. mpunoxenne A3.1) [166, 200].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH
J0Ka3aTeJbCTB —4).

Kommentapuu: y nayuenmose c¢ ETP OJI/I 6 nacmoswee epemsi ne pazpaboman
8b1COK03Ghhexkmusmbili n00xo0 mepanuu u oaxce npumerenue auno-T1 CK ne 6o eécex cuyuasx
no360siem O00CMUSHYMb 00J120CPOUHBIX ONA2ONPUAMHBIX De3yIbnamos mepanuu, HOIMOMY
HeKomopule ucciedosamenbckue epynnvl npumensiom #eenemoxnaxc npu ETP eapuanme OJIJ1
HA4UHAsl ¢ UHOYKYUOHHO20 Nepuooa mepanuu u/uiu npu peghpaxmeprHocmu Heupoaeukemuu npu
unmpamexanvrou mepanuu. Ilpu nooospenuu Hna Ph-noooouwvui OJIJI (noomeepoicoenue
cneyughuueckux mpaucioxayutl u abdepayuti) mocym npumensmocsa npu nepcucmenyuu MOB
maxue mapeemuvle npenapamol Kax oazamunu6**[237], #pykconumunud™*, #eenemornaxc**,
#copaenub™** 6 3agucumocmu om 0OHAPYIHCEHHOU 2eHemUUeCKol NOJOMKU C Yelblo OblICmpol
PeOyKyuu Xumuope@dpaxmepHozo onyxoneeoeo kiona [237].

e Pexomenayercsa mnanuentram c¢ nepcucteHuuein MObBb npu  B-xnerounwsix  OJUI
MpUMEHEHHEe OJIMHaTyMomMaba™** B MOHOTepanuu uin #0amHaTymoMaba™*B coueTaHuu ¢
NTK B cBs13u ¢ addextuBHOCTRIO (TTprutoskeHue A3.1) [73].

YpoBenb yOenuteqbHocTH pekoMeHganuii — C (YpoBeHb JA0CTOBEPHOCTH
J0Ka3aTeJbCTB — 4).

KommenTapuu: Buedpenue ummynomepanuu Oaunamymomabom™**  nokazvieaem
8bICOKYI0 I ekmusHocms, U cospemenHble KIUHUYeCKue UCCIe008anUs U3yuam 6 Hacmosujee
8pemMs 8 MOM HUcie HeoOX0OUMYI0 HPOOOINCUMENbHOCMb OAHHOU Mepanuu, max Kak yice
NOABIAIOMCA  NYOAUKAYUU O BO3MONCHOCMU KOpOomKux 14 OHeeHbIX Kypcog ¢ mou dice
aghpexmuenocmoio y uacmu nayuenmos, 4mo no3eojsaem CHU3UMb He MOJbKO MOKCUYHOCb
mepanuu, HO U YBeIUUUNMb IKOHOMUYECKYIO dhdhexkmuernocmsb [245]. B mom uucne 6 nacmosujee
8pems yorce 3apecucmpuposano noxazanue FDA na npumenenue oaunamymomaba™* @ nepeoii
JIUHUU mepanuu 8 KoHcoauoayuu exe 3agucumocmu om cmamyca MOB [246].
IMomxnepxxkuBaromas Tepanus

Iloooepoicusarowas mepanus  AGNAEMC HEOMbEMAEMOU U HEOOX0OUMOU 4acmbio
cmanoapmuou mepanuu OJIJ1 y e3pocavix, 3a ucknouenuem OJL/I uz 3penvix B-numpoyumos. Ee
NPOOOIHCUMENLHOCb COCMABsem 8 CpeOHeM 2 200a.

e [lammmentam ¢ Ph- OJIJI (xkpome Tepamuu 3penoro Bapuanta B-OJIJI) pexomeHnayercs
MPOBEJICHUE TMOAJICPKUBAIOIICH Tepamuy, COCTOSIICH U3 EeXEIHEBHOTO MpueMa
MepKanTonypuHa**, Merorpekcara** (mo3upoBKa COTJIACHO MPUMEHSIEMOMY Yy JTaHHOTO
MalyueHTa MPOTOKOY JedeHus, cM. npwioxeHue A3.1) — 1 pa3 B Hememnmto, MyJbCOB

TIIIOKOKOPTUKOMIOB U BUHKpUCTHHA™*— 1 pa3 B Mecsin unu o cxeme POMP B teuenue 2-
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x et [1, 2,4, 5, 56].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH

J0Ka3aTeJbCTB — 5).

KOMMeHTapI/II/I: amom aman J1e4eHUsl moorcem OCJIOJCHAMbBCA  paszeumuem

MUENOMOKCUYeCKo20 azparyioyunmosa, nosmomy HeobX00UMO YemKO 6bINOJIHAMb peKOMeH()ab;uu

no KOppeKyuu 003 NPOMuBoOnyxXoedblx Npenapamos.

[Tanimentam pexkoMeHAyeTCsl TPOBEICHUE TMOAJCPKUBAIONICH Tepanmuu C Yy4ETOM
YKa3aHHBIX B IPUMEHSIEMOM Yy JIAaHHOTO MAIMEeHTa MPOTOKOJIC JICUCHUSI PEKOMEHIAITUH 110
PEAYKIIUH 103 C [IEeThI0 MUHUMHU3AINN YHCTIa MTHPEKITMOHHBIX OCIOKHEHUMN, CBA3aHHBIX C
pPa3BUTUEM LUTONIEHUYECKOTO cuHApoMa (cM. mpunoxkenue A3.1) [1, 2, 4, 5].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH

JI0Ka3aTeJIbLCTB — 5).

He pexomenayercsi mnpoBefeHHE NoaAepkuBawome Ttepanuu nocie amio-TT'CK
(uckmouenue cocrabisieT Ph/BCR::ABLI-no3utuBnbiii OJIJI, mpu KOTOpOM TMOKa3aHO
npumenenne UTK (Maruburopsr nporennkunasel) nocie awio-TI'CK B Teuenue 2 ner)
[1,2,4,5]

YpoBenb yOenuTeJbHOCTH pekoMenaanuid — C (ypoBeHb J0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5).

KommenTapuu: y nayuenmos ¢ OJIJI npu oocmuswcenuu I[IP monvko nocie npumeHenus:

mapeentHblx npenapamoe Moocem Obimb NpUMEHEeHa coomeemceyouiass mapeemnas mepanus

nocne amno-TI'CK (nanpumep, npu oocmudicenuu I[IP npu Ph-nooodonom OJIJI ma mepanuu c

BKAOUEeHUeM OazamuHuba™** — noodepxcusarowas mepanus 0a3amuHuoOom™*  moorcem

npogooumuvcs nocie anno-TI'CK, unu npu ETP eapuanme OJIJI — npu oocmudicenuu MOB-

HeamueHocmu uiu mepanuu peuuduea MOJIbKO nocjie npUMeHReHus Heenemorxnakca** — mooicem

nposooumuvcs mepanus #eenemorxnaxcom™*),

Pexomenayercsi mpoBeaeHUE MOAACPKUBAIONICH Tepanuu nanueHTam nocie ayro-TT'CK
C YYETOM PEIyKIUH /103 MPernapaToB, pe3yJbTaTOB PETYISIPHOTO UCCIEA0BaHUS OOIIETo
(KTUHUYECKOTO)  aHalM3a  KpPOBM M aHalu3a  KPOBH  OMOXUMHUYECKOTO
o0IIeTepaneBTHYECKOT0, ¥ MPH OTCYTCTBUU MH(EKIIMOHHBIX OCTIOXHEeHUH [1, 2, 4, 5]

YpoBenb yOeauteabHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH

JI0Ka3aTeJIbLCTB — 5).

Bcem maruenTtaM pexoMeHIyeTcsl TpuUeM #KO-TpHUMOKcasona [cynbhaMeTrokca3on +
tpuMeronpum|** (480 mr 1 pa3 B AcHBb €KEIHEBHO) BO BPEMs BCEU IMOICPKUBAIOIICH
Teparuu ¢ 1eIbI0 MPOPUITAKTUKH ITHEBMOIIUCTHOW MTHEBMOHUH [ 1, 2].

YpoBenb  yOenurtenbHocTH  pexkoMeHaaumidé C  (YpoBeHb  [10CTOBEPHOCTH

56



JI0Ka3aTeJIbCTB — 5).
Jleuenne aumMdpo06aacTHOMH JTUMEPOMBI

e Pexomenayercsi Bo Bcex ciydasx JIBJI (maxe mpu orcyrctBum mnopaxeHuss KM)
MIPOBOAMTH TEPAIHUIO MALMEHTaM COTJIACHO MPHUHIIMIIAM U 10 mpoTokoiy jgedenus OJII (B
cooTBeTCTBHEH ¢ Knaccudukanuerr BO3 cm. mpunoxkenue A3.1) [1, 13, 14].

YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbLCTB — 5).

e PexoMmeHayercsi BceM NalMEHTaM BBITOJHUTH AUCTAHIIMOHHYIO JYYEBYIO TEpaNUio Mpu
MOPaXEHUM CPEeIOCTeHHs B 03¢ 36 ['p B KOHIlE KOHconuaanuu uinu nocie ayro-TI'CK,
€CJIM pa3Mephl CPEIOCTEHHS TIOCTE BBIMOJIHEHHUS BCEX 3TAloOB KOHCOJIMIALUU OCTAIOTCS
yBenmmueHHbIME (3 oM u Oonee) w/mimm wumeercs I[1DT-mo3uTmBHOE OCTaTOYHOE
obpaszoBanue (6onee 3 6amos) 1, 2, 4, 5].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5).

Kommenrapum: npu OJIJI nopasicenue aumgbamuyeckux Y3108, HedeHU, cene3eHKU,
CpPe0OCMeHHbIX UMPOY3N068 U MUMYCA He OMHOCAM K OKCMPAMEOYILIAPHLIM, NOCKOJIbKY
gvlulenepeyUcieHHble 0p2anbl AGNAI0MCA YaACMbIO TUMPDAMUIECKOL CUCmeMbl OP2AHUIMA U NpU
OJIUl ux e6osneyeHue 6 mnpoyecc s6aemcs o00ObluHLIM nposeleHuem 3aboneganus. K
IKCMPAMEOYIIAPHLIM OMHOCAM HeUuponeuKeMuto (CM. 6vliie), NOpadCeHue KOH#CU (KOJHCHble

JleliKeMUuobl), MAeKUX MKanel, Kocmell, Audex, SU4HUKO8 U Op.

3.5. Ph-neratuBubie OJIJI y MoKHIbIX NALMEHTOB

e Pexomenayercsi JedyeHHME Y TAIMEHTOB CcTapmie 55 JeT HauuHATh C mpeadasbl
TIFOKOKOPTUKOUIaMu (103upoBKa corsacHo npotokony OJIJI-2009 mist nwr crape 55
JIET, IPOTOKOJI €BPOIECHCKON TPYIIIBI IS JICUEHUS JIMI] CTaplie 55 JeT — CM. CXEMBI B
npuioxenuu A3.1) [1, 2, 4, 5].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5).

e Pexomennyercsas mamumentam crapme 55 ser ¢ Ph-weratuBueimu  OJIJI ¢
YIOBJIETBOPUTEIbHBIM COMAaTHYECKMM CTaTycoM 0e€3 TsKeJIOW COMyTCTBYIOLIEH
narosioruu nposegaeHue XT MpoTHUBOOIYXOJEBBIMU MpernapaTaMy B CHIDKEHHBIX J1033X C
MOCIEAYIOMUMHU KypcaMy KOHCOJMUAANNU W TIOICPKUBAIONICH Tepanmuu (TPUI0KEHUE
A3.1, nporokon OJIJI-2009 nnga mamueHToB crapie 55 JeT, TPOTOKOJ €BPONEHCKOU
TPYIIIIBI TI0 JICYSHHIO JIHI] cTapiie 55 ner) [1, 2, 4, 5].

YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YpoBeHb J0CTOBEPHOCTH

J0Ka3aTeJbCTB — 5).
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e He pexomenayerca mnamuentam OJIJI B Bo3pacte crapme 65 ser paccMarpuBaTh
BO3MOKHOCTH BbInoJiHeHUS! aJiio-TT'CK B ¢BSI3U ¢ BBICOKMM PHUCKOM JieTalbHOCTH [81].
YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5).

e Pexomenayercsl nanueHTam crapie 65 JieT IpoBOAUTH JeueHue 1o nporpammam XT ¢
KOpPPEKLHKEH 103 MPOTUBOOIMYXOJIEBBIX MTpenaparoB (cM. npuiiokeHue A3.1 — mpoTOKOJIbI
OJIJI-2009 nns nun crapiue 55 ner) [1, 2, 4, 5, 81].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbLCTB — 5).

e Pexomenayercsi mamuentam ¢ Ph-neratuBasiMu OJIJI B HEyZOBIETBOPUTEIHLHOM
COMATHYECKOM CTaTyCe W/WIM C TSHKEJIOW COIMYTCTBYIONIEH IMAaTOJOTHEH BBIMOJHEHUE
MAUTMATUBHOM Tepanmuu — KYyNUPOBAaHWE CHUMITOMOB 3a00JieBaHUs, IPOBEICHUE
3aMEeCTUTENIBbHOH Tepanuu TpaHc(y3noHHBIMU cpepamu [81].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5).

3.6. Jleuenne naumenToB ¢ Ph-nosutuBubsiM OJLJI
e [lanmentam B Bo3pacte <55 mer, nmubo kaHaumatam Juist BeimonHeHus amno-TI'CK

peKoMeHaAyeTcs NpoBeieHre Tepanuu umMaTuHnOoM** (600 mMr/cyT) B koMOuHammu ¢ X T

Ha ocHoBe 4-5 npenapatos (rporokos OJIJI-2012m, OJIJI-2012 - cxemy Tepanuu cM. B

npunoxkennn A3.1) [52, 249].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH
J0Ka3aTeJbCTB — 5).

KommenTapuu: oo6napysicenue y ~30% nayuenmos ¢ OJIJI  mpancirokayuu
1(9;22)(q34,q911) u, coomeemcmesenno, xumeproco mpanckpunma BCR-ABL no3zeonsem
ucnonvzosamsv 6 aewenuu omou gopmer  OJUJI  umamunu6** — HTK (Hneubumopwl
NPOMeUHKUHA3wl) 1-20 noxoaeHus, nodasisowull axkmusHocmos mupozunkunaseli BCR::ABLI,
NO3601AI0WULL OOCTUYL 8 MOHOpedxcume 2emamonocudeckuii omeem y 70% nayuenmos, c
yacmomou oocmudicenusi IIP nuwo 6 19—20% cnyuaes. B cea3u ¢ smum 8 Hacmoswee 8pems
paspabamulearomcsi  paziuumvie  KOMOUHUPOBAHHblE  CXEMbl c UCNOIb308aAHUEM
NPOMUBOONYXO0NE8bIX Npenapamos, nosgoasarowux oocmuds IIP y 90-95% nayuenmos, a maxaice
yayuwums kavecmea omeema nepeo TI CK.

e PexomeHnayercsas mnanueHTaM crapuie 55 JeT, HE SBIAIONIMMCS KaHAWJATaMUd Ha

BoinmosiHeHue TI'CK, Tepamus umatuHuOoM** ¢ BO3MOXXHBIM J00aBICHHEM K HEMY

rmrokKokopTukouoB u/unu XT (mporokon OJIJI-2012m ¢ mpumeHeHuEM 103 ISl JIHIT

crapiie 55 JeT - cxeMy Tepanuu cM. B npuiiokernn A3.1) [81, 158].
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YpoBenb yOenuTeJbHOCTH pekoMenaanuid — C (ypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5).

KomMmeHTapum: mepanesmuueckue nooxoovl K Je4eHur0o nayuewmos cmapuie 55 nem
Hanpasiensvl 8 601buUlell Cenenu Ha CHUNCeHUe UHMEHCUBHOCIU Mepanuu 3a cyem npumeHeHus
6 Kawecmege 0azo6ou mepanuu umamunuba** (6 uxcuposannou 0doze 600 me/cymku) 6
KOMOUHAYUU C NEPOPANbHBIM NPeOHU30NOHOM™*™* (8 003e 40 me/M’ 6 cymKu), a makoice ¢
Huzkounmencusuvimu pexcumamu XT (eunkpucmunom™* u oexcamemaszsonom™*).

e PexoMenayercst BHITOTHATH NPO(YUIAKTUKY HEHPOJIECHKEMHIH BCEM MAIIMEHTaM COTIACHO
BbIOpaHHOMY MPOTOKONY (cM. mpuinoxkenue A3.1) [39].

YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5).

KommenTapuu: umamunuo ** HeOd0CmamoyHo npoHUKaem yepes
eemamosHyepanuieckuli  6apvep, U e20 KOHYEHmpayus 6 CHAUHHOMO32080U IHCUOKOCU
docmueaem auwb 1-2% om makoeoil 6 cvisopomke kposu. Iloomomy ecem nayuenmam ¢ Ph+
OJIJI Heobx00umo nposederue akmueHoU HeUpoOnpoYUIAKMUKU.

IMocTuHAYKIMOHHAS Tepanus

e Pexomenayercs BoinonHenue amio-TT'CK or cubnmHra wim HEpPOACTBEHHOTO JOHOPA
ManyeHTaM, KOTOpble UMEIOT MOKAa3aHUsS U OTHOCSTCS K TPYIIE BBICOKOIO pucka (CM.
pazznen 3.2 «l[Ipornoctuyeckue hakTopsl 3P(HEKTUBHOCTH JieueHus») [47, 55].

YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 4).

KommenTapun: Cospemennule ucciedoeanus 0eMOHCMPUpYOm, Ymo 8bINOJIHEeHUe d0-
TT'CK 3nauumo ynyyuiaem npocHo3 y MOI0ObIX nayuenmos 0o 40 nem, a ons epynnol cmapuie 40
nem  803M0OdCHO  evinonnenue amno-TI'CK 60 emopoil noaHou pemuccuu ¢ y4emom
MPAHCHAAHMAYUOHHBIX PUCKO8 U peudeHUe 00IHCHO Oblmb NPUHAMO HA OCHOBAHUU OYEHKU PUCKA
SMUX OCTIOHNCHEHUU.

e Pexomenayercs BoimonHenue ayro-TT'CK npu orcyrctBun HLA-naenTHaHOrO 10HOpa Yy
MOb-HeraTuBHBIX NAIMEHTOB C MOCJIeayIoNel noaaepxxusaronieit tepanueit U'TK [82].
YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH

J0Ka3aTeJbCTB — 4).

Kommentapuu: MOB-necamusenocmoto npu Ph+OJIJI saensiemea nonnoe omcymemesue
mpanckpunma (p190 uw/unu p210) onpedensemoco KoauuecmeeHHbiM MemoOOM.
IHoanep:xxuBaroumas Tepanus

e Pexomenayercsi Bcem manueHtamM ¢ Ph+ OJIJI ucnonw3oBanme kombunanmu HTK

(Marudutopsr nporennkunassl) ¢ XT (mporokon OJIJI-2012m, Hyper-CVAD/HMA ¢
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NTK (Marubutopsl NpOoTEeMHKUHA3HI) - CXeMY Teparuu cM. B mpuiioxkeHnn A3.1) [52, 158,

249].

YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
J0Ka3aTeJbCTB — 5).

Tepanus Ph-nozutuHoro OJIJI y moxuiibiX NnanueHTOB

e Pexomenayercsi Bcem nanuentaMm ¢ Ph-nmosutuBaeiv OJIJI crapmie 55 ner nmpoBeneHue
XT umaTtuHUOOM™** +/— TIIFOKOKOPTUKOWIAMHU +/— BUHKPUCTHHOM™* C mociemyromei
KOHCOJIMIAIIMOHHON TEpanue u mojaepKuBaroiei tepanueit (cxemy nportokosa OJIJI-
2012m BeTBb [u1s UL cTapiie 55 et cM. B npuioxenun A3.1) [52, 81].

YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5).

e Pexomenayercsi manueHram ctapiie 55 et ¢ Ph-nosutuBabiM OJIJI BRIMOTHATE aio-
TI'CK ¢ HeMueno0alasITUBHBIMU PEKUMaMH KOHIUIIMOHUPOBAHUS TTOCIIE OIICHKUA PHCKOB
TPaHCIIAaHTAITMOHHOM JIETATFHOCTH U KoMopOuaHOoCcTH [81].

YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
J0Ka3aTeJbCTB — 5).

KomMmeHnTapuu: pesynvmamol jeyeHuss y NOMCUNBIX NAYUEHIO8 3HAYUMENbHO XYice,
Hedxcenu y Oemel U 0Oonee MONOObIX G3POCHbIX. OMO 00BACHAEMC 02pAHUYEeHHbIMU
B03MONCHOCMAMU NPOBEOCHUSI UHMEHCUBHOU mepanuu 3a cuem COMAmuiecKkozo cmamycd
nayueHmos U  CONYMCMEVIOWUX 3a001e6aHull 6 NOMCUIOM  603pdAcme, 4  MAaKdiCe
HeONa2onpusmubiMU (aKkmopamu npocHo3a, NPUCYWUMU RAYUeHMAaM OAHHOU B803PACMHOU
epynnol. Ilayuenmor ¢ OJIJI nosxcunozco 6o3pacma 6 Hacmoswee 8pems Onpeoeisitomcs: Kak
omoenvbHaAs 2pYNna NayueHmos, mpeoyloujas UCnoIb308aHUs CHeYu@DUUHbIX 01 OAHHO20
gozpacma npomoxonos. B 6bonvuwuncmee uccireoosanuii ona OJIJI 6 cmapwiyro 6o3pacmuyio
2PYNnYy 6KII0UAOM NAYUeHmos 6 gozpacme 55 nem u cmapuie. Ilpu smom y nayuenmos cmapuie
55 nem 30-50% cocmasnaiom Ph+ OJIJI.

e PexoMeHnayercs HCIIONB30BaHME UMATUHMOA™* B KauecTBE MOJICP/KUBAIONICH TEparuu
nocine amno-TI'CK (mpunoxenne A3.1), unu toro MTK, Ha koTOpoM mocTUTHyTa
pemuccus o ao-TI'CK [83].

YpoBenb yOeauteabHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbLCTB — 4).

e Pexomenayercs nepexonq Ha MTK 2-ro mokosieHHs TPy pa3BUTHH PE3UCTEHTHOCTH K
UMaTUHHOY** (mazaTuHuO™*, #HMnoTnHUO**) (mpumoxenue A3.1) [83].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH

J0Ka3aTeJbCTB — 4).
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KommenTapum: 6b160p npenapama 0o1dcen 6bimb 0CHOBAH HA AHAU3E MYMAYUOHHO2O

cmamyca BCR::ABL.
Penuaus
o Pexomennyercs y mamuentoB OJUJI ¢ peuuawBom 3a00yieBaHUS HCIIOJIB30BaHUE

nazaTuHuOa™* | #HunorunnOa™**, #6o3yruaunba™*, nonamunuba, #acyumunubda [252, 257]

MIPH OTCYTCTBHH MYTaIlUi, ACCOLIMUPOBAHHBIX C PE3UCTECHTHOCTHIO K HUM (B MOHOTEpAITUU

WM B COYETAaHUU C TPOTOKOJamMu Tepamuu penuanBoB B-OJIJI (6aunaTymomad™*,

nHOTY3ymMab ozoramuninH, Hyper-CVAD/HMA) - cm. npunoxenue A3.1) [52, 252, 257].

YpoBenb yOeauteabHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
J0Ka3aTeJbCTB — 5).

KommenTapuu: 6iacmusie kiemxu npu Ph+ OJIJI xapakmepu3syromcs npuoopemerHviMu
2CHEMUYECKUMU AHOMAIUAMU, YO 3HAYUMO 6]Usem HA e20 NPOSHO3 U CHOCOOCmBYem
npoepeccuposanuto 3abonesanus. Ilpubrusumenvro 80% nayuenmos ¢ Ph+ OJIJI, y komopwix
ommeyaemcs peyuous Ha ¢pone mepanuu umamunubom™*, umeiom mymayuu bcr-abl, cpeou
Komopwvix domunupyrom T3151.

Jlazamunud** sensemces bonree akmugHbIM NPenapamom no CPABGHEeHUI0 ¢ UMAMUHUOOM **
u a¢hghexmusen npu pezucmeHmuvix K umamunuoy** xongopmayusx xunaznozo oomena. OH
cnocoben uH2ubUposamv NpoaUpepayuro U akmueHOCMy KUHA3bI OUK020 muna, a makxce 14 u3z
15 mymaummuwix sapuanmoe BCR-ABLI, 3a ucknouenuem mymayuu T3151. B KU I ¢hazvl Ovina
noomeepoicoena 3¢ppexmusnocms oazamunHuba™* npu pesucmenmHocmu K umMamuHuoy** y
nayuenmos ¢ Ph+ OJL/I, a makoice y nayuenmos, e nepeHoCusuiux umamunuo **,

B nacmosawee spems #nunomunud®*, #603ymunu6** u nonamunuo, #acyumunud mocym
paccmampusamsCs 8 Kawecmae ajibmepHamussbl umMamunuoy ** u oasamunudy**. B mo sice apemsi
00 cux nop onu gopmanvro ons aevenuss OJLJI ne 3apecucmpuposanvl. Haznauenue moeo unu

unoeo UTK oondcrno 6bims ocywecmsieno nocie onpeoeienus MymayuoHHo20 cmamycd.

3.7. Ocobble cOCTOSIHMS MPH JeYeHUH 0CTPOro JuM@po01acTHOrO Jeiiko3a

I'mnepaeidkouUTO3bI
e PexoMmeHnayercsi BceM TMallMEHTaM [IPOBEIEHUE CEaHCOB JeiikonurTadepesa mpu
GECCHMIITOMHOM TEUEHHH THIEpIeHKOIMTO3a MpH ducie neiikoruToB >300x10%/1, a
TaK)K€ NPU HAIWYAHM KIUMHUYECKOW KAPTUHBI JIEMKOCTA30B MPH YHUCJE JIEUKOIUTOB
>150%10%/n [84].
YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbLCTB — 5).
KomMeHTapuu: uucio neiikoyumos 6 zemoepamme >100x10°/n 6 oebrome OJIJI

nHabmooaemcs 6 10-30% cayuaes OJII u ssnsiemcs, kaxk u npu opyeux sapuarnmax OJI, pakxmopom
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Hebaconpuamuozo npoernosa. Yawe netikoyumos npu OJIJI pazsusaemcs 8 Moio0om ospacme,
y myacuun, npu T-knemounom éapuanme (¢ 38% cryuaes uucno netikoyumos >100x10°/1), npu
HAIUYUU NopadtceHusi CpeooCmeHusl, MACCUBHOL 2eNnamochileHOMe2anuly, Heuponeukemuy, a
maxkaice npu Ph+ OJIJI u MLL-nevixemuu. Knunuuecxue nposenenus cunepaetikoyumosa npu OJIJ1
00ycn08n1eHbl nposigneHuAMU etikocmazos. OOHAKO MAdCeCmb UX 3HAUUMENbHO MeHbULe, Yem npu
ocmpom muenoudnom jaetikosze (Oaree — OMJI), u, coomeemcmeenHo, Hudice PAHHsS IeMATbHOCb
(2—6%). Peswce ecmpeuaemcs KIUHUKA JIEUKOCMA308, NPOAGIAIOUAAC NPUSHAKAMU MKAHEBOU
eunoxcuu, /[BC-cunopomom, opeannoil ouc@ynxyueti, 2emoppacuieckum 0CI10HCHEHUAMU, 8 MOM
yucne co cmoponvt LIHC (2—3%), a makowce nopasicenuem 1e2ouHOU MK ¢ pazeumuem 0Cmpo2co
pecnupamopro2o oucmpecc-cunopoma (danee — OPJ[C) (6%) u noueunoii HeOOCMamoyHOCmobio.
Tepanus dannoco cocmosanus npu OJIJI npeumywecmeenno HanpasieHa Ha npedomsepaujerue
cunopoma ausuca onyxoau u J[BC-cunopoma na ¢hone nauana XT. /s smoeo npumensromcs
netikoyumacgepesvl, oonaxo 3¢gpghexmusnocmv ux npu OJII snauumo nusxce, uem npu OMJI.

e Pexomenayercsi BceM nanueHtaM ¢ MmoMeHTa auarHoctuku OJIJI nmpoBeaeHue Tepanuun
#annomypusonom** (200-800 mr) [23], anexBaTHas THApaTalMOHHAs Tepanus (10 3 1/m?),
npu HEOOXOAUMOCTH — (DOPCHUPOBAHHBIM JUYpe3 C MOMOIIbI0O MHQY3HH U TETIEBBIX
JTUYPETUKOB C MEJIbI0 MPO(UIaKTHKN CHHIpOMa Ju3uca onyxonu [1, 2, 4, 5, 23].
YpoBenb yOeauTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH

J0Ka3aTeJbCTB — 5).

e Bcem namumentam mnpu ObICTPOM CHIDKEHHM YHUCHA JIeHKOIUTOB Ha (oHe mpendassl
MPEIHU30JIOHOM** peKoOMeHIyeTcsl TMpoBeACHUE InazMadepe3a ¢ IEeIbl0 yAaIeHUs
TOKCHUYHBIX MPOJYKTOB pacnaaa OIMyXoJIEBbIX KIETOK [84].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH
J0Ka3aTeJbCTB — 5).

e PexoMenayercs BceM nanueHTam MpouIakTUKa CHHApOMa JIM3Uca ormyxonu [84].

YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
J0Ka3aTeJbCTB — 5).

OJIJI npu 6epeMeHHOCTH

Yacmoma 310KauecmeenHblX HOB8000PA308AHUU, ACCOUUUPOBAHHBIX C OEpeMeHHOCMmbIO,
omuocumenvrHo Huskas u cocmasisiem 0,02—0,1% ecex bepemennocmei. Jleiikozvl 6 nepuoo
bepemennocmu  ecmpeyaiomcs  pedko (npubausumenswo 1 cayyaiu wua 75 000-100 000
bepemennocmett). bonvwuncmeo uz Hux npeocmasasiom cooou OJI, mpemv Komopwvix
npuxooumcs na OJIJI. OmHocumenvhas peOKocms dMux Namoa0SULecKUx COCMOAHUL A81emcs
OCHOBHBIM TUMUMUPYIOWUM HAKMOPOM, 3ampyOHAIOUUM NPOBeOeHUe KPYRHBIX NPOCNEKMUBHbIX

MCC]Z€006(ZHUIZ, OYEHKY NPUHYUUNOB JIeYEeHUA U MCXO()OG,' 6 pe3yjibmame ONUCAansvl TUullb HebobLUe
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Pempocnekmuenvle UCCIe008aHus U omoenvbHvle cayyau. Taxoce OepemeHHOCMb AGIAEmCsl
Kpumepuem uckmoueHus 6 oOorvuuncmee KH, umo makoice ozpanuuueaem 603MONCHOCHb
8bIPAOOMKU eOUHBIX NOOX0008 K 8e0EHUI0 DMUX NAYUEHIMOS U OYeHKe Pe3VIbmamos ux jeyeHus.
B pamkax mnocoyenmposozo KU (ALL-2009) (ClinicalTrials.gov: NCT01193933) ovino npunsmo
peulerue o 8KII0YeHUlU 8 UCCIe008anue dceHuwuH, komopvuim ouaznosz OJIJI ovin ycmanosnen Ha
PA3IUYHBIX CPOKAX DepeMeHHOCHU.

Bcezo ¢ 1990 no 2016 2. spauamu poccuickou uccied08amenbcKou 2pynnvl No Je4eHUuio
Jeliko308  Ovliu  ucciedosanvl 28 0Oepemennvix owcenwurn ¢ OJIJI.  Pacnpeoenenue no
ummynonoeudeckum eapuanmam OJIJI coomeemcmeyem maxogomy 6 obOweli Nonyiayuu
nayuenmos ¢ OJII: 6 68% cnyuaes ouaecnocmuposan B-OJIJI u 6 32% — T-OJIJI. Bvina ommeuena
Oonee 8blICOKAA YACMOMA 6CmMpedaemMocmu aKkmopos He2amusHo20 NPOSHO3A Y NAYUEHMO8 HA
¢gone bepemennocmu. Tax, MLL-neiikemus (1(4,11)) 6vina svissnena npaxmuuecku 6 10 pas yawe
Ha hone bepmerHOCMU 6 CpagHeHUuu ¢ odwel nonyuayuel oociedosannvix nayuenmos ¢ OJIJ1
(27,3 u 3,2% coomeemcmeenno). Taxoce no co80KynHocmu (hakmopos npocHo3a u omeema Ha
npeoghazy npeonuzonoHom** npakmuuecku éce nayuenmul OblIU OMHECEHbl K 2PYNNE 8bICOKO20
pucka. Ilpu npogedenuu mepanuu no npomoxony OJIJI-2009 y bepemennvix dHcenujun OmmeyeHo,
umo 6 cpasHeHuu ¢ obujell nonyisAyuel NayueHmos CmamucmudecKu 3Ha4UMblX pasiudull Kax 6
yacmome UHPEKYUOHHBIX U MOKCULECKUX OCIONMCHEHUl, MAaK U 8 ONUMeIbHOCMU UHMEPBAlo8 8
JleYyeHUlU no NPOMOKOIY 8bl81eHO He OblIo.

Ilposeoenue  neuenus  OJIJI na  ¢one  Oepemennocmu  OCywecmensiemcs
MYTLMUOUCYUNTUHAPHOU KOMAHOOU 8payell, 6K0Ualoujeli 8pava-2emamoinoad, epava-akyuepa-
2UHEKO0102d, 8PAYA-AHeCme3Uu0102a-peanumamonced, 8 CmayuoHape, umerouwem 603MO*CHOCMU
OKA3AHUSL AKYWEPCKOU NOMOWU POOOpa3peuteHus 8 IKkCmpeHuuvix cumyayusix [85, 86].

e He pexomenayercs mpu ycraHoBieHuu auarHoza OJIJI Bo Bpemss OepeMeHHOCTH
OTCpOYKa HayaJia JeYeHHus Jieiko3a [86].

YpoBenb yOeauteabHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 4).

e Pexomenayercsi npu auarnoctuke OJIJI B TeueHne mepBoro tpumectpa 0epeMEeHHOCTH
paccMoTpeTh BOMPOC 00 UCKYCCTBEHHOM NpPEpPhIBAHUU OEPEMEHHOCTH 0 MEIUIIUHCKUM
MmokazaHusiM [86].

YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
J0Ka3aTeJbCTB — 4).

KomMmeHnTapum: eciu scceHuuna u ee cemvbsi HACMAU8arOm Ha COXpaHenuy bepemeHHoCmu,
JleyeHue mMoxcem Obimb HAYAmo U 8 nepeom mpumempe bepemeHHOCHU.

e [lpu BeuBnenun OJIJI Ha cpoke OepemenHoctu 13-36 Hemenu (mocne 3aBEpLICHHS
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MEepPBOro TpUMECTpa OEpPEeMEHHOCTH) PpeKoMeHAyeTcsl Hauajno mnpoBeaeHus X1 mpu

YCIIOBUM  BO3MOXKHOCTH  CBOEBPEMEHHOTO  IPOBENEHUS  BCEro  KOMILIEKca

JMAarHOCTHYECKUX U JIeueOHbIX MeponpusTuii kak nmo nosoxy OJIJI, Tak u mo moBoxy

O6epemeHHoCTH [86].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 4).

o [Ipu BeissBnenuu OJIJI mocne 36-i Henenu 6epeMEeHHOCTH PeKOMEHYeTCsl pOAopa3pelieHUE B
xoge npeadaspl npeaHn30JI0HOM** ¢ mocneayronum nposeaeanem XT [87].

YpoBenb yOeauteabHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
J0Ka3aTeJbCTB — 4).

o Pexomenayercsl HCNONb30BaHHE JIOOBIX JICKAPCTBEHHBIX BELIECTB, B TOM YHCIE
MIPOTUBOOITYXOJIEBBIX M AHTHOAKTEPHAIBHBIX MPEMapaTOB CHCTEMHOTO JACWCTBHUS BO BpeMs
OEpEeMEHHOCTH, PYKOBOJICTBYSCh COOTHOIIICHUEM «PHCK — TMOJIb3a» sl MaTepH u 1ioaa [86].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH
J0Ka3aTeJbCTB — 4).

KomMmenTapuu: cobnrooenue 003 npomugoonyxonesvix npenapamos 6 cOoOmeemcmeu ¢
8bIOPAHHOU NPOSPAMMOU Jedenus (be3 pedyKkyuu 003), pacCHUMAaAHHbIX HA NOBEPXHOCMb meld
nayuenmku ¢ KOppeKmupo8Kol No 8eCy 80 8pPeMsl IeUeHUs.

Ilpu passumuu yzpodicarowux OHCU3HU OCAONCHEHUU (Hanpumep, HNHEBMOYUCTIHOU
nueemonuu, LIMB-ungexyuu) ucnonvzosame peciamenmuposantsie npenapamul (Hanpumep, Ko-
#mpumorxcason  [Cyavgpamemorxcazon+Tpumemonpum] **, — eanyuxnosup™* u  opyeue)
oonycmumo[253].

o PexoMeHayeTcsl ¢ Y4€TOM BO3MOXKHOTO TEPATOT€HHOTO BO3JEHCTBUS #MeToTpekcara™*
BBITIOJTHEHUE WHTPATEKaJbHBIX BBEICHUN NPOTHBOOMYXOJEBBIX IpenapaTtoB Ha (oHe
OepeMeHHOCTH O€3 HCToNb30BaHus #MeToTpekcata*™ [85, 86].

YpoBenb yOeauteabHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 4).

e PexoMeHayeTcsi C y4eTOM BO3MOXHBIX KOAryJOrMUE€CKMX HApyIIEHUI MepeHecTu
BBEJICHMS acriaparvHa3bl™* Ha 3Tarbl JJeueHus 1mocjie pogopaspemieHus [86].

YpoBenb yOeauteabHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
J0Ka3aTeJabCTB — 4).

Pexomennyercss npu Ph+ OJIJI Ha ¢oHe OepeMEHHOCTH TMPOBEACHUE TEpamuu
#umatuHnOomM™** (400 MT B CYTKM) U MHTpaTeKaIbHBIM BBeeHHEM #HiuTapadbuna™** (100 mr) [88]
B COUETAHUH C MIIOKOKOPTUKOUAAMHU

YpoBenb yOeauteabHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
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JI0Ka3aTeJIbCTB — 4).

e i o nporokory OJIJI-2012m [253] (mpunoxenue A3.1) [253].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB

- 4).

e Pexomenayercs IPEIIIOYNTAT METHIPEAHU30I0H ** " MIPEJHU30JI0H **
JIeKCaMEeTa30Hy** BBUIY BO3MOXKHOCTH Pa3BUTHSI HEOJIArOMPUATHBIX HEBPOJIOTHUECKUX
MOCJIEACTBUM Y IJI0/1a B CiIy4ae MPUMEHEHMSI rocieHero [89].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbLCTB — 5).

e PexoMmeHnayercsi IUIaHUPOBaTb CPOK POAOPA3PELIECHUS C YYETOM JHEW BBEICHUS
MIPOTUBOOITYXOJIEBBIX IPENapaToB HE paHee 4YeM dYepe3 2—3 HeNeNH MOocie BBEICHUS
MIPOTUBOOITYXOJIEBBIX MPENAPATOB C LIEJIbI0 YMEHBILIEHHSI BEPOSITHOCTH MUEJIOCYTIPECCUU
y iozaa [90].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 4).

e PexoMeHayeTcs BHIIONHATH POAOpa3pelIeHUE MyTeM KecapeBa cedeHus [90].

YpoBenb yOenuTeJbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH
J0Ka3aTeJbCTB — 4).

KommeHTapum: 6vi60p cnocoba pooopaspeuwienuss onpeoeisiemcs cOCMosHuem niood,
comMamuyeckum Cmamycom nNaAyueHmKu, 2emamoio2udecKumMu noKazamensimu U Ccmpozo 8
coomeemcmauu ¢ akyuiepckumu noxazanusmu. CamonpouseoivbHvle poobl Mo2ym Oblmb 8blOPAHbl
KaK cnocob pooopaspewieHuss moabko npu Hamuuyuu y nayuenmog pemuccuu  OJIJI,
VOO0BIIeMBOPUMENbHBIX NOKA3ameell 2eMocpamMmbl U HPU XOpouiem COMAmuyeckom cmamyce
nayuewma u COCMOAHUU NI00A. B ocmanvhwix cumyayusx npeonoymumenvbHO GbINOIHAMb
PpooopaspeuleHue MemoooM Kecapesa CeyeHusl.

e He pexomMeHayeTcsi BBHIMONHITH SMUAYPATGHYIO AHECTE3HIO TPU TPOMOOIUTOIICHUN
<80x10°/n w/umm Heittpormenuu <1x10°/1 mpM pojopaspellleHuH BO U30ekKaHHeE
OCJIOKHEHUH, CBA3aHHBIX CO CIMHHOMO3TOBOM MyHKLueH [91].

YpoBenb yOeauteqbHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 4).

e PexoMmeHnayercsl nmanyeHTKaM IpPH IJIAHOBOM IPEXAEBPEMEHHOM POJIOpa3peUICHUH Ha
cpoke 24-35 Henenb MPOBOAWUTH MPOMUIAKTHKY OCTPOTO PECIUPATOPHPOTO JAMCTPECC-
cuaapoma (OP/IC) mmoma B COOTBETCTBUHU € TPOPUIBHBIMU peKOMEHIAMSIME [92 ]
YpoBenb yOeauteabHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH

J0Ka3aTeJbCTB — 5).
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3.8. JIum¢podaacTHbIC TUMPOMBI
Pannue nybnruxayuu 06 ucnonvzosanuu cmanoapmusix npomoxonog X1, npeonasnaienHuix
07151 IeyeHUst Hex00HCKUHCKUX aumgom (Oanee — HXJI), 6 wacmuocmu CHOP nooobnwix pesxcumos,
npUBOOUIU K Oocmudicenuio Kpavne Huszxkou uacmomol [IP (53-71%) u evlocusaemocmu 6e3
npusnakos sabonesanusn (0—53%). C cepedunvt 70-x 20008 6 neuenuu aumgpooracmuvix HXJI y
83pocnvix ucnoavsyrom OJL/I-opuenmuposannvie npoepavmol XT.

e Pexomennyercs neyenue JIBJI mo cienyrommm nporokonam XT: OJIJI-2009, OJUJI-2016,
Hyper-CVAD + R (cm. mpunoxkenue A3.1) [13, 14, 66, 158, 250].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5).

KomMeHTapuu: nockonvky pesicumvl mepanuu, paspabomarnuvie ons HXJI, ne Oviiu
yenewHvimu npu JIBJI, npedcmaenaemcs, 4umo pejxcumvl mepanuu, UCNONIb3yemble npu JleyeHuu
OJIJIL, obecneuam bonee baazonpusimuvie pe3yibmanol.

o PexomenaywTtess oOs3arenbHas mnpoduiuakTMka u  JiedeHue mnopaxenus LIHC,
BKJIIOYAIONIME UHTPATEKATIbHOE BBEJICHHE TPOTHUBOOMYXO0JIEBBIX penapaTtos [13, 14].
YpoBenb yOeauteqbHocTH pekoMeHganuii — C (YpoBeHb JA0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5).

KommenTapuu: om ucnonv3osanus Kpanuanvio2o ooayuenus oas npogpunakmuxu [[HC
nopasjcenusi 8 60IbUWUHCMEE NPOMOKONI08 OMKA3ANUCH, €20 NPUMEHSAIONM MOIbKO NAYUeHMAaM C
unuyuanrohoim  nopasicenuem L[HC (kpaunuanvnoe obayuenue 12—18 Ip mna nunetinom -
ycKkopumere).

e PexoMmeHnayercsi BceM TMalleHTaM Jy4yeBas Tepamnusi pe3uIyalbHbIX OIMyXOJEBbIX
oOpa3zoBanwmii cpenoctenus [13, 14].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5).

KommeHTapum: 6  Oonvwuncmee — ciyyae8 — nopaxyceHue — MeOUACUHATbHBIX
aumpamuueckux y3n06 npu JIBJI xapakxmepuzyemcs 6ecbma Xopouwium omeemom Ha NepeudHyio
XT. HYemxoe onpedenenue pe3udyanbHOU ONYXoe8ol MACCbl CPeOOCmeHUs OMCYymcmayen, 6
Kauecmeae mako8020 MO2ym pacyeHUu8amvCs OCMamoyHas Onyxoib pazmepom >3 cM, N0 OAHHbIM
KT, uw/unu nonoscumenvuuwiii pezyromam I19T (6onee 3 6annos). Jlyuesas mepanusi pe3uoyaibHulx
ONyXonevix 00pa308aHull CcpedoCmenus, Kak Npeocmasisiemcs, AGNAemcs HAULYUUUM
sapuanmom mepanuu. Bonpoc 06 onmumanvroti 0oze 6 danHom caydae (24 unu 36 I'p) ocmaemcs
OMKPLIMBLM.

e Pexomenayercs cUUTaTh PEMHUCCUIO ITOJIHOM Y BCEX NManueHToB npu jgedeHuu JIbJI u3 T-

u B-mpeamecTBeHHUKOB, npu Hanuuuu KputepueB (Ha 70-ii menp XT nmubo mocne
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WHIYKITUHN):
1. OTcyTCcTBHE AOKA3aTENbCTBA HATMYHS OCTATOYHOTO 00pa3oBaHus (IIPH MAaCCUBHOM MOPaKEHUU
MOTYT OCTaBaThCs PE3UAYyATbHBIE 00pa30BaHUS MEHEE 3 CM) WJIM COKPAIICHHE Pa3MEPOB OIMyXOJIH
6onee ueM Ha 75% OT UCXOTHOTO.
2. IlpucyrctBue B KM wmenee 5% OnacToB MNpu BOCCTAHOBJICHHWU IOKa3aTesneu
HOPMaJIbHOTO KPOBETBOPEHUSI.
e 3. OtcyrcTBHE OJaCTOB NPHU UCCIIEOBAHUY JIMKBOpA HA 29-i1 neHb mpoTtokoina [13, 14].
YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH
J0KAa3aTeJbCTB — 5).
JleyeHune peunauBa
IIpoenos npu peyuouese JIBJI kpaiine nebnaconpusmuwiii. Peyuouswr JIBJI pazsusaromcs,
KaK npasuno, 8 nepsvie 2 200a nocie OOCMUNCEHUs. peMuccuu u yauje Obl8aom JOKANIbHbIMU.
Tepanua peyuousa onpeoensiemcs Xapakmepucmukamu peyuouea (1oKamu3ayus u CpoKu
pazeumusl) U makmukou aeveHuss 1-2o ocmpozo nepuooa. Hcnonv3yiom npomoxonvi JedeHus
peyuousos OJIJI, 8vicoko003HYI0 mepanuto, npenapamol, He npuMeHsAsuiuecs 6 I-w ocmpom
nepuooe (kypcwot ICE, npenapamul nerapabun **, Heemyumabun** u op. — cm. npunodicenue A3.1);
npu docmudiceHuu smopou pemuccuu pexomenoyemes anno-TI' CK. Dgghekmusnocms mepanuu
peyuousog T-kremounwvix JIBJI ocmaemcs kpatine Huzxou, B-JIBJI — neckonvko ayuuse.
e Pexomenayercst amto-TI'CK mnpu pemuauBax u pedpakTepHOM TEUEHUH TIOCIIEC
noctwkenus orseta Ha XT [13, 14].
YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5).

KommenTapuu: onvim svinonnenus anno-TI' CK npu JIBJI 6 nepsoii I[IP oepanuuen [13].

3.9. PenmuauBel Ph-meratuBunix OJLJI

Peyuous neiikemuu y e3pocivix nayuenmoe c¢ Ph- OJIJI ocmaemcs nepazpeuieHHOU
mepaneemuyieckou npoobaemou. Pesynomamul neuenus 0anHou ¢hasvl 3a001€6aHUs He@enUKU, U
peyuous OJIJI 0o Hacmoawezo 6pemeHU pacyeHusaemcs Kaxk o00OblYHO UHKYpabeibHoe
namoao2uieckoe cocmosnue. Xoms y paoa NayueHmos 603MOoHCHO 00CMUNICEHUE 8MOPOTL NOTHOU
pemuccuu (0anee — I[IP2), wacmoma IIP2 ocmaemcs HU3KOU, a MeOUAHA BbIHCUBAEMOCIU NOCIIE
peyuousa — kKopomkou. Ilpedcmasnsemcsa obwenpuHamvM, uYmMo nayuewmvl, y KOMOPHIX
ommeuaemcs peyuous 3aboneeamus, He Mo2ym Ovlmb usneyenvl moavko nymem XT.
Eouncmeennvim sapuanmom paoukanvnoco naevenus sensemcs aino-TI'CK. B yenom smo
mpebyem oocmudiceHuss omHocumenvrHo cmotikou IIP2 na ¢one mepanuu cnacenus, Kkomopas
00IHCHA ACCOYUUPOBAMBC C MUHUMATLHOU MOKCUYHOCMbIO. B amom konmexcme peyuoussi,

paseusuiuecs nocie CZJZJZO-TFCK AeNAOmMcesA  eue bonee 3HAUUMENbHOU mepaneemuqecmﬁ
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npobaemou. Bcredcmeue nebnaconpuamuvlx 00Wux Ucxo008 y dmux nayueHmos COXpaHsaemcs

SHA4YUmenNbHaA nompe6H0cmb 6 pa3pa60mi<e U UCCNIEO08AHUU HOBbIX JIeKaApCmeeHHblX cpedcme.

Bozmoorcnvim 6APUAHRNIOM J1€HEHUA OaHHOUL cpynnbvl nayuenmoe AeiAemcs 6KlIo4YenHue 6

npomoKoOJibl KH, 6 MmMOoM Hucjile HOB8blX npenapamos. Taxum 06p6130]l/l, OOHUM U3 OCHOBHbBIX

KIUHUYECKUX peutenull y nayueHmos c peyuousuvim Ph- OJIJI ssensemcs 6vib6op medxncoy

cmanoapmuoti XT cnacenusi u dKCNepUMEeHmMAIbHOU mepanuetl, 3a KOMOpbiMU OO0JIHCHA

cnedosamo anno-TI'CK 6o ecex Cydasix, Ko20a 5mo BO3MOICHO, JliedeHue OQHHbIX nayuermoe

npoussooumcs 6 pamkax KH.

Pexomenayercsi manueHTaM Mpu No3aHEM peuuauBe (6osee 6 MecsieB OT OKOHYAHUS
MOIICP>KUBAIOIIEH TEPAINH ) UCTIOIB30BATh CTAHAAPTHYIO TEPANUIO 1-i IMHUY WITH HOBBIE
TapreTHple moaxoAbl (OmMHaTymMomMaOboOM™* WM WHOTY3ymMad O30TaMHUIIMH), a TaKXKe
Tepanuio #BeHETOKIaKC™* B coueTannu ¢ #neuuraduHoM™* wim #azanutuauaom™* [ 158,
244] (cm. mpunoxenue A3.1) [93, 94, 158, 241, 244]. B xauectBe BO3MOXHBIX XT
KOMOMHAIMi BO3MOXKHO ucmonb3oBarth nporpamMmbl FLAG-Ida, FLAM wunu Hyper-
CVAD, nmu6o #06oprezomuba™** B komOuHaimu ¢ XT (Hanpumep, #MUTOKCAHTPOHOM™ *,
neKcaMmeTazoHoM™** u acmaparunazoin** (cm. npunoxxenue A3.1) [94, 241].

YpoBenb yOenuteqbHocTH pekoMeHganuii — C (YpoBeHb JA0CTOBEPHOCTH

JI0KA3aTeJbCTB — 5).

Pexomenayercss mammeHtaM npu  paHHem peruauBe B-OJIJI  ucnons3oBaHue
IKCIIEPUMEHTANBHBIX KOMOMHanuii B pamkax KW, B TOM 4mcie ¢ NpHUMEHEHUEM
#BeHeroknakca**, #nenurabuna**, onmuHarymomaba™** n nuHoTy3ymaba ozoramuimHa, T-
KJIETKaMU C XHMEPHBIM AaHTUIE€HHBIM peuentopoM. B kauyecTtBe BO3MOXKHBIX XT
KOMOMHAIMi BO3MOXKHO ucmoib3oBarth nporpamMmel FLAG-Ida, FLAM wnu Hyper-
CVAD, mu6o #o6optezomuba** B komOunanuu ¢ XT (Hanpumep, #MHUTOKCAHTPOHOM **,
neKcaMmeTazoHoM** u acmaparunazoin** (cm. npunoxxenue A3.1) [94, 241].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5).

Pexomenayercsi mpu  Tepanmu  PEIHIMBOB  MPEANOYTHUTEIHLHOE HUCIOIb30BAHUE
JeKcaMeTa3zoHa™* BMecTo mpeTHN30I0Ha** B CBsI3U ¢ OobIel 23 GEeKTUBHOCTHIO [79].

YpoBenb yOenuteabHocTH pekoMeHganuii — C (YpoBeHb JI0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5).

Pexomenayercss BceM mnanuMeHTaM, y KOTOpbix aocturayra I[IP2, koHcynbTaHLMS B
TPAHCIUIAHTOJIOTUYECKOM LIEHTPE ISl YTOUHEHHUSI BO3MOKHOCTH BbIMOIHEHHUS UM HLA-
coBmectumoi auto-TI'CK [55].

YpoBenb yOenuteqbHocTH pekoMeHganuii — C (YpoBeHb JI0CTOBEPHOCTH
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JI0Ka3aTeJIbCTB — 4).

e PexomeHayercsl manMeHTaM C paHHUM PEUMAUBOM Wiu nepcuctennuedn MOb npu B-

kietounbix OJUJI npumenenune 0auHaTymMmoMaba™* B MoHOTepanuu uin #01uHaTyMmoMa0a™* B

coueranuu ¢ UTK B cBs3u ¢ addexTuBHOCTBIO (TTprutoxenue A3.1) [73].

YpoBenb yOenuteqbHoCcTH pekoMeHganuii — C (YpoBeHb /JA0CTOBEPHOCTH
JA0Ka3aTeJbCTB — 4).

KommenTapuu: Buedpenue ummynomepanuu Oaunamymomabom™**  nokazvieaem
8bICOKYI0 IhhekmusHocmy, U cospemenHble KIUHUYeCKue UCCIe008anUs U3yuam 6 Hacmosujee
8pemMs 8 MOM HUcie HeoOX0OUMYI0 HPOOOIHCUMENbHOCMb OAHHOU Mepanuu, max Kak yice
NOABIAIOMCA  NYOAUKAYUU O BO3MONCHOCMU KOpOomKux 14 OHeeHbIX Kypcoé ¢ mou dice
aghpexmuenocmoio y uacmu nayuenmos, 4mo no3eoJsaem CHU3UMb He MOJbKO MOKCUYHOCb
mepanuu, HO U YBeIUUUMb IKOHOMUUECKYI0 3ppexmusnocme [245].

e Pexomenayercsi nanyeHTaM C paHHUM penuauBoM win nepcucreHuuet MOb npu B-
kietoudsix OJIJI mpuMmenenne MHOTY3yMaba 030TaMHIIMHA B CBSI3H C 3(PPEKTHBHOCTHIO
(mpunoxenue A3.1) [4, 241, 243].

YpoBenb yOenuteqbHoCcTH pekoMeHganuii — C (YpoBeHb JI0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 4).

KommenrTapuu: Hunomysymab ozocamuyun nokasan 6vlcoKyio 3¢pgexmusHocms npu
akempamedynnapHuix peyuousax OJIJI no cpasnenuro co cmanoapmuoti XT.

e Pexomenayercsi nanueHTam A0 25 JI€T BKIOYHUTEIBHO ¢ PEUUANBOM IIpHU B-KileTOUHBIX
OJUUI paccMOTpeTb BO3MOXHOCTh NPUMEHEHHE Tepanuu T-KJIEeTKaMH C XUMEPHBIM
aHTHUreHHbIM  perientopoM (Chimeric  Antigen  Receptor T-cell - CAR-T -
#mucaeennexnetiyen) B CBI3M ¢ 3(QPEKTUBHOCTHIO (CXEMYy TEpariu CM. B TPHIOKCHUH
A3.1) [222-223].

YpoBenb yOenuteqbHocTH pekoMeHganuii — C (YpoBeHb JA0CTOBEPHOCTH
J0Ka3aTeJbCTB — 4).

KommenTapuu: Bueopenue 6 knunuueckyro npakmuxky mepanuu T-kiemxamu ¢ XumepHuiMm
anmueenuvim peyenmopom (Chimeric Antigen Receptor T-cell - CAR-T) omxpvieaem Ho8bie
nepcnexmugul Jeyernusi smoti epynnvl 60abnbix. CAR-T-k1emxu npedcmasnsirom coOoll 2eHHO-
undceHepuvie Moouguyuposanmvie T-rumghoyumel, cnocodmvie 3Kcnpeccuposamv HA coel
nogepxHocmu xumepmwviti anmueenuviti peyenmop (CAR), pacnosnarowuii cneyuguueckuii
onyxonesvuii ammueeH. CAR cocmoum u3 anmueen-pacnosHamouje2o 0oMeHd, KOMOopblil
Gaxkmuyecku asnsiemcs 6apuaderbHbiM GpacmMeHmom OnyxXoib-cneyuphuuHo20 MOHOKIOHANIbHO20
aumumena ¢ HeoOX0OUMOU AMUHOKUCIOMHOU NOCAIe008AMENbHOCMbIO Ol MAP2eMHO20

6030€ﬁCM6uﬂ, coeOuHeHHo20 ¢ yacmbio T-K1emoyno2o peuenmopa, cocmoiueco U3
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MPAHCMEMOPAHHO20 OOMEHA, CUSHATLHO20 OOMEHA U KOCMUMYIAMOPHBIX MOIEKYIl, KOmMopbvle
onocpedyem axkmueayuito T-xnemku. Kax umoe makoeo causnus, xiemka ¢ CAR cnocobna
PAcno3Hasamsv Onyxonesvlii AHMU2eH, AKMUSUPOBAMbCs U YHUUMONCANb ONYXOAEBYI0 KIeMKY, MO
ecmov umeem npeuMyujecmea Kaxk MOHOKIOHANbHO20 AHMUMENd C 8blCOKOU ag@uHHOCmbIO U
cneyuguunocmvro, max u - aumgoyuma co  CnOCOOHOCMbBIO K npoiaugepayuu  u
yumomoxcuueckomy oevicmeuto [221]. Ilocne nonyuenus pe3yibmamos, c6uOemenbCmayouux oo
agppexmuenocmu CD19 CAR-T xnemok 6 uccredosanuu ELIANA 6 2017 2. [222], Vnpasnenuem
N0 CaHUMAPHOMY HAO30pPY 34 KAYeCmBoM nuujesvix npodykmos u meoukamenmos CILLIA (Food
and Drug Administration, FDA) enepesvie 6vi1 0000per npenapam CTLO19 (mucaecennexneiiyen)
015 nevenusi demell u Moa00bIX 83pocivix 00 25 nem ¢ P/P B-OJIJI). B Poccuu 3apecucmpuposan
mucaeeniexieiyen no noxazanuio peyuous B-OJIJI y demeil u monoosix 83pocivix 0o 25 nem
gxnouumenvro. Kpome mozo, enedpenue 6 Kaunuueckyro npakmuxy 6 pamkax KU 6
axademuyeckux yenmpax npumernenus CAR-T, cneyuanvno npouzeedeHHo2o 0nsi 0MOenbHO20
nayuenma HenocpeoCmeeHHO 8 MeOUYUHCKOU Op2aHu3ayul, 8 KOmopou NpumMeHsemcs OaHHbll
OUOMEOUYUHCKULL KTIeMOUHbIU NPOOYKM, RPOOeMOHCmMpPUposanu sggexmusnocms [238, 239].

e Pexomenayercsi MauMeHTaM C paHHUM peuuauBoM wiM nepcucrenuuenn MOb npu T-
kinetounbix OJIJI mpumeHenue HenmapabuHa*™* B coderanuu c¢ nukiaodochamumoM™* u
#aronozumpom™** (cm. mpunoxxenue A3.1) [96].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 4).

e Pexomenayercst nanyeHTaM ¢ peuuauBoM win nepcucrenureid MOB nipu T-kiieTouHbIxX
OJIJ (B ToM dYucine C KOIKCIPECCHEH MHUEJOWIHBIX MapKepoB) TPUMEHEHHUE
#BeHeTOKIakca™* B coderaHuu ¢ #meuurabuHom™** (wnm #azamuTuaUHOM™*) WM B
Apyrux KomouHamsx (cM. npunoxxenue A3.1) [97, 158, 244].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5).

e Pexomenayercsl nanyeHTaM ¢ peuuauBoM win nepcucrenureid MODB nipu T-kiieTouHbIX
OJIJI ¢ skcnpeccueit CD38 npumenenue #naparymymada™* (cMm. mpunoxkenne A3.1) [224,
225].

YpoBenb yOenuteabHocTH pekoMeHganuii — C (YpoBeHb JI0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 4).

e Pexomenayercsa nauueHtaM ¢ peuuauBoM uiam nepcuctenimedn MObBb nmpu OJUI ¢
nenenuei rena [KZF1 npuMmeHeHue na3zaTuHUOa™* B codyeTaHWH ¢ #TPETMHOMHOM™* B
couerannu ¢ XT miam 6mmHarymomaboM™* (cMm. mpunoxenue A3.1) [226, 228, 234].

YpoBenb yOenuteqbHocTH pekoMeHganuii — C (YpoBeHb JI0CTOBEPHOCTH
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JI0Ka3aTeJIbCTB — 4).

e Pexomenayercsa nauueHtaM ¢ peuuauBoM uiam nepcuctenimedr MObBb nmpu OJUI ¢
MyTarusiMu reHOB KRAS/NRAS npumenenue #copadennba** B coueranun ¢ XT wim
#onmuuarymomabom™** (cm. mpunoxxenue A3.1) [226, 227].

YpoBenb yOenuteqbHoCcTH pekoMeHganuii — C (YpoBeHb /JA0CTOBEPHOCTH
JA0Ka3aTeJbCTB — 4).

e Pexomenayercsa nauueHtaM ¢ peuuauBoM uiam nepcuctenimedn MObBb nmpu OJUI ¢
nepectpoiikamu JAK2/CLRF2/EPOR npumeHenue #pykconutuanb6a** B coueranuu ¢ XT
nunu #omuaatymomabom™* (cMm. mpunokenue A3.1) [226, 228, 231].

YpoBeHb yOenuTeJbHOCTH PpexkoMeHgauuii — B (ypoBeHb [10CTOBEPHOCTH
J0Ka3aTeJbCTB — 3).

e Pexomenayercsi nanueHtam ¢ peuuauBoM uiam nepcucreHuumein MOB mpu OJUT ¢
BoBieueHueM [{HC nmpumenenue #BeHeToknakca™* umm #copadenndba** B coueranuu c
XT nmm #omuHatymomabom™* (cm. mpunoxkenne A3.1) [226, 227, 229-233].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH

J0Ka3aTeJbCTB — 4).

3.10. TpanciiaHTANMS TEMONMOITHYECKHX CTBOJIOBBIX KJIETOK
Autorennas TI'CK
Tokazanus k evinonnenuro anno-TI' CK onpedensiomcs 6 3a8ucumocmu 0m KOHKPEMHOZO,
8bIOPAHHO20 2emamoiocuyeckum yeHmpom npomoxoaa naedenus (OJIJI-2009, OJIJI-2016,
GMALL, MB2008, Hyper-CVAD/HMA) (cm. npunosicenue A3.1 u A3.3) [55, 56, 62, 66, 98].
e [lanmentram ¢ OJIJI B Bo3pacte n0 55 neT, NoaydarouyM JiedeHue no npotokonay OJIJI
2009 (npunosxxenue A3.1), u3 rpynnsl 04eHb BBICOKOTO PUCKA, KOTOpask yCTaHABIMUBAETCS
B ne0roTe 3a0oeBanHus (IIMTOTCHETUUECKHE HApYIIeHHs ¢ mepectpoiikoi 11923, t(4;11)
nmu t(1;19), a Taxke Ph+ OJUI (t(9;22/BCR::ABLI) u ETP Bapuant T-OJIJI, a Taxxke ¢
BPOXXJICHHBIMU CHUHJPOMAMH ACCOIMMPOBAHHBIMU C BO3HMKOHOBEHUEM OITYXOJEBBIX
3a0ojeBaHnuil — Hampumep, cuHaApoM HuiiMereH), B CBA3M BBICOKUM PUCKOM Pa3BUTHSA
penmauBa 3abojeBaHus peKoMeHayeTcs BeimojHeHue amio-TI'CK or coBmecTumoro
POACTBEHHOTO MJIM HEPOACTBEHHOTO JOHOpa [66, 99].
YpoBenb yOenuteabHocTH pekoMeHganuii — C (YpoBeHb JA0CTOBEPHOCTH
J0Ka3aTeJbCTB — 4).
e PexkoMeHayercsi paccMaTpuBaTh BO3MOXXHOCTh BhinoJiHeHUs auio-TI'CK y nanueHToB B
BO3pacTe cTapuie 55 JeT W3 TIpynmbl OYEHb BBICOKOIO pucka (cMm. paszen 3.2
«IIporaoctuueckue hakTopbl 3PHEKTUBHOCTH JICUCHUS» ) TIPU HATMYUU TOTHOCTHI0 HLA-

COBMECTHMOI'O JIOHOpAa M TOJIbKO HpPHU OTCYTCTBHHM 3HAUYMMON KOMOPOWIHOCTH, INPHU
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KOTOpPOI pUCK TPaHCIUIAHTAI[MOHHON JIETATbHOCTH HE MPEBBIIIAT Obl PUCKU Pa3BUTHS

peunausa [55].

YpoBenb yOenuteabHoCcTH pekoMeHaanuii — C (YpoBeHb JI0CTOBEPHOCTH
J0Ka3aTeJbCTB — 4).

e Pexomenayercsa BemonHenue TI'CK mnpu  mnutenpHOM — (TTOCiHe  OKOHYAHUS
WHAYKIUH/KOHComuaanuu) nepcuctenimn MODB, naxke mocne MpUMEHEHUS TapreTHON
Tepanmuy HampaBiIeHHOW Ha ObIcTpylo peaykuwio MODB, HO mis 3TOro HeoOXOaUMO
BBITIOJTHATE Bech 00beM XT u MmoruTopuHT MOB B nperycMOTpeHHBIE BpEMEHHBIE TOUKH
COTJIACHO BBIOpaHHOMY MPOTOKOIY [55, 69, 70].

YpoBens yoeaureabHocTH pekomenaanuii — C (ypoBeHb J0CTOBEPHOCTH /I0KA3aTeJIbCTB

—4).

KommenTapmii: gvinonnenue TI'CK na ¢one oemexmupyemoti MOB umeem oocmoeepro

MEHbULYIO 00JI20CPOUHYIO I ekmuenocmsb no cpasnenuio ¢ memu, kmo noayyun TI'CK na

¢one MOB-necamusnoeo cmamyca.

e PexoMenayercsi Bcem nanueHTaM BoinoHeHne amwio-TT'CK oT poacTBeHHOro ToHOpa B
nepBoii [IP mpu HeanekBaTHOM BBINOJIHEHUH JIOOOTO M3 MPOTOKOJOB MPOrpaMMHOM
TEpanuu B CBS3M C BHICOKMM PUCKOM penuauBsa [ 1, 2].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5).

e PexomeHnayercs paccMaTpuBaTh BO3MOKHOCTb BbINoJHEHUS aiuio-TT'CK y nanmeHnToB Bo
BTOpOI 1 0oJiee MO3THUX PEMUCCHUAX 3a00JIeBaHUSI C TENBI0 YIYUIICHHS TOJITOCPOYHBIX
pe3ynbraToB Tepanuu [100].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 4).

Kommenrapumn: amno-TI'CK 6 paszsepuymom peyuouse 3a601e8anus U npu
pedpaxmeprocmu k XT 8o30eticmeuto Heyenecooopasua.

e PexoMenayercsi  BBINONHATH  TPAHCIUIAHTALMEIO  OT  aJbTEPHATUBHOIO  JOHOpaA
(rarIonaeHTUYHOT 0, TPAHCIUIAHTALIMS TYTTOBUHHOM KpoBU B paMkax K1) npu oTcyTcTBUN
HLA-uaentnunoro nonopa [94, 100, 101].

YpoBenb yOenuteqbHocTH pekoMeHganuii — C  (YpoBeHb JI0CTOBEPHOCTH
J0Ka3aTeJbCTB — 4).
Ayto-TT'CK

e Pexomenayercsi BwimonHeHue ayto-TI'CK y mammentoB ¢ Ph+ OJIJI (B ciywae

HEBO3MOXHOCTMHU  BhImoHEeHUs1 amwio-TI'CK) mnpu  oTCcyrcTBUM  MHHHMAaTIbHOM

pesunyanbHOM Ooyie3sHHM ¢ TpoBeneHueM moiuaepxkuBaromei Tepanuun MTK mocne
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TpaHcIutanTanuu [83].
YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH

JA0Ka3aTeJbCTB — 4).

3.11. ConpoBoauTe/bHAs TePANHA
O61mme MmeponnpusiTust
Ilpomoxkonwt neuenus OJIJI npedycmampusaiom nposedenue UHMEHCUBHOU UHOYKYUOHHOU U
KkoHconudayuonnou XT. Ilpu >mom ucnoiv3osanue npomugoONnyxonesvix npenapamos u
UMMYHOOenpeccanmos Hapsioy ¢ OCHOBHbIM 3A00J1e8AHUEM MOMCEM NPUBOOUNb K 3AKOHOMEPHO
PA3BUBAIOWUMYCSL WUUPOKOMY CHEKMPY MANCENbIX OCIO0NHCHEeHUl, 8 YACMHOCMU K UHGeKyusam,
KpOB8OmMeYeHUAM, MYKO3UMY, NPOAGIIEHUI0 MOKCUYHOCTNU CO CIOPOHbL PA3IUYHBIX OP2AHO8, PBOMe
u m.o, mpebylowux Koppekyuu Henocpedocmeento 6 npoyecce nevenus OJI/L. Ilo smoti npuuune
nayuenmol ¢ OJIJI Hyscoaromcs 6 muamenbHOM MOHUMOPUH2E, a4 MAKXHCE 6 NPO8eOeHUU
coomeemcmayloujel npoGuUIAKMUYecKol U noodepacusarouieti mepanuu.
AHTHAIMeTHYECKAs MPOPUIAKTUKA U Tepanus
e Pexomenayercsi BceM MalMeHTaM MPOBOAUTh AHTUAMETHUYECKYIO TEPANHIO C LEIbIO

MTOJTHOW TTPO(UITAKTUKH TOITHOTHI M PBOTHI y MAIMEHTOB, norydaronux XT [102].

YpoBenb yOenuteabHoCcTH pekoMeHganuii — C (YpoBeHb J0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5).

KommeHnTapumu: ¢ aumusmemuueckou  yeivbl0  NPUMEHAIOMCA — AHMALOHUCTIbL
CEpPOMOHUHOBLIX PEeYenmopos U 2IIOKOKOPMUKOUObL. Dmu npenapamsl peKOMeHOYIOMCcs O
npUMeHeHUs 8 KOMOUHAYUU NPU UCNONb308AHUU pexcumos XT, Xxapakxmepuzyiouwuxcs yMepeHHoll
U BbICOKOU IMemOo2eHHOCmblo. B omoenvbHbIX cumyayusx, 6 4acmHocmu npu npogedeHuu
8b1COKOO03HOU KoMOuHuposanuou X1, evlbop npenapama OO0adCeH Onpedensimvcs Haubolee
IMEMO2EHHbIM KOMNOHEHMOM (cm. npunodicerue A3.5) [102].

Tpancdy3uonnas repanus

Yenewnoe newenue OJI, 6 uacmnocmu OJIJI, neso3modcHo npu omcymcmeuu
3amecmumesnbHOL mepanuy KOMHOHEHMAMU KPOSU U CONPOBOOUMENbHOLL Mepanuu.

TpaHcy3un IPUTPOUUTHON U TPOMOOLMTAPHON MACCHI

e PexoMeHayeTcsl OCYIIECTBISTh TPAHCHY3UH JPUTPOIUTHOW MACCHI TMALMEHTAM st

MoA/IepKaHusl KOHIIEHTpaIly remorjoOuHa Ha ypoBHe >80 1/ [103].

YpoBenb yOenuteabHocTH pekoMeHganuii — C (YpoBeHb /JA0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5).

e PexoMeHayHOTCS BBINIOJHEHUE TPaHCPY3UH TPOMOOKOHIIEHTPATOB OCYLIECTBIATH MpPHU

CHIDKEHMM KoJudecTBa TpoMbomuTos <10x10°/n, mpu Gonee BHICOKMX 3HAUEHHSAX

KonudecTBa TpoMbonuTos (20x10°/1) B ciydae MOBBIIEHHs TeMIepaTypsl Tena >38 °C,
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OpU Pa3BUTUM KIMHUYECKH 3HAYMMBIX KPOBOTEUEHUN JHMOO Tmepel BbIIOJHEHUEM

WHBA3MBHBIX HHTEPBEHIIMOHHBIX BMEIIATeNbCTB [ 104].

YpoBenb yOenuteabHoCcTH pekoMeHaanuii — C (YpoBeHb JI0CTOBEPHOCTH
JI0KA3aTeJbCTB — 5).

e Pexomenayercsi o0qyyeHHE SPUTPOIMTHON MacChl U TPOMOOKOHLIEHTPATOB C LEJbIO

NpoUIAKTUKY PEAKLUHU «TpaHC(y3aT NpOTUB Xo3stuHay [1, 2].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5).

IIpopunaxkTuka reMopparn4ecKux U TPOMOOTHYECKHX OCI0KHEHHI
e Pexomennyercss mnamueHtaM Ha (OHE Tepanuu aclaparuHa3on™** KOHTPOIUPOBATH
nmapaMeTpbl CBEPTHIBAHWS KPOBU C IEJbI0 Havajda 3aMECTHTEIBHOW Tepamuu MpH HX
neduuuTe (HampuMep, pexuM ao3upoBaHus aHTUTpoMOuHa III ¢ mpodumakTHUecKoit
nenpro: 50 ME/kr maccel Tena B teuenne 7—10 mocienoBaTeNbHBIX THER CO THS Hayaia

Tepanuy acnaparuHaszoi** (moakoxHo, B 1o3e 6000 ME/M?, B Teuenue 7 aueit) [105].

YpoBenb yOenuteqbHocTH pekoMeHganuii — C (YpoBeHb JA0CTOBEPHOCTH
J0Ka3aTeJbCTB — 4).

KomMeHTapumu: Tepanus 2ntoKoKOpmuxouoamu, aumpayukiuHamu U pooCmeeHHbLMU
COCOUHEHUAMU, U OCODEHHO  ACnapazuHazou™™*  mooxxcem npusooUMv K  MANCENIOM)
npuobpemenHomMy Oeuyumy 0OeiKo8 KIAcca CepnuHo8 (UHSUOUMOPOB CEePUHCOOEPIHCAUJUX
npomeas), npeumMyujecmeeHHo AHMUMPOMOUHOB u anvga-1-anmumpuncuna.
Pacnpocmpanennocmo smux ocnoscnenuu om 2,1—15%.

Aumumpomburn npedcmasisiem cobol 0CHOBHOU PUZUONO2UYECKUL UHSUOUMOP MPOMOUHA
u ¢axmopos ceepmuvisanusi IXa, Xa, Xla. On maxoice s615emcss aHMA2OHUCIOM (axkmopa
ceepmuiganus VII, ycxkopss ouccoyuayuro Komniekcos, o00pazoganuvix Gaxkmopom Vila u
mKaHesvlM hakmopom. Anmumpombun obpazyem HeoOpamumvlie C643U C AKMUBHBIMU
Gepmenmamu, ruwias ux npomeonumudeckou akmusHocmu. Kpome mozo, npu ucnonvzosanuu
acnapacunasel** coobwanocs 06 usmeHeHUuU KOHGOpMayuu MONEKYIbl AHMUMPOMOUHA, YMO
npuUoOUNo K ympame CmaOuIbHOCMU U 6 pe3yibmame K 00pa308anuio azpezamos Oeixd,
HAKAnIUBABWIUXCS 6 YUCMEPHAX IHOONIAZMAmuiecko2o pemukyiyma. Taxkum obpaszom,
nayuenmsl, KOMOpPuIM 6600am acnapacunazy™*, xapaxmepusyomcs NoOGblULEHHbIM PUCKOM
mpom60306. Xoms CHUdCeHue KOHYEHMpayuu anmumpomMOuHa 4acmo CONpoBO#COAemcs
aunogubpunocenemuel, ObLIO NOKA3AHO, YMO  HU3KAsL KOHYeHmpayus @uopuHocena
npeopacnonazaem 8 6ovuiell CmeneHu K mpomoo3am, Hexcenu K KpoO8omedeHUusM.

e [lpu MacCHUBHBIX OJKCTpaMEAYyJ/UISIPHBIX oOuarax mOpaXeHus (Jalie BCEro OparHoB

cpenoctenust npu OJIJI/JIBJI), TpoMOOTHYECKHX OCJIOXXHEHUSX Ha (OHE Tepanuu WUIu
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HaJIMYUU TPOMOO30B B aHaMHE3€ PeKOMEHIyeTcsl TMPOBOIUTH AHTHUKOATYJISHTHYIO

Teparnuio COIJIACHO CYILIECTBYIOIIUM IPOTOKOJIAM JICYCHUS BEHO3HBIX

TpOMOOAMOOTMYECKUX  OCJIOKHEHHH  (cM. COOTBETCTBYIOIIME  KJIMHUYECKUE

peKOMEHJALMU MO  JMAarHOCTHKE, JICYEHUI0 U  NPO(UIAKTHKE  BEHO3HBIX

TpoMOOIMOOIMUECKUX OCIOXKHEHUH, paszaen 7.5) [1, 2, 4, 5, 106].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5).

e Pexomenayercss mnpu pa3BUTUH aluloceHcHOMnu3anuu rnposeneHue 4-10 ceaHcos
neuebHOro Mmiuazmadepesa A MOBBIIEHUS dPHEKTUBHOCTH TpaHC(HY3H KOHIIEHTPATOB
TpoMOonuToB [240].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5).
3amecTUTebHAs! Tepanus HMMYHOII00y THHAMU

e Pexomennyercsa namuentam ¢ OJIJI BBegeHHe MMMYHOTJIOOYJIMHOB INPH JOKa3aHHOM
reHepaau30BaHHON BUPYCHOM UH(EKINH (BUpycamu TPYIIIIbI repreca,
nuTomeranoBupycom (nanee —[IMB)), a Takxke Ipu CHUKEHUH TIOKa3aTeNIed HOPMaJIbHBIX
MMMYHOTJIOOYJIMHOB HUKE HOpMaIbHBIX 3HaYeHu# [ 107].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5).

Kommenrtapum: y nayuenmog c OJ1J1 uacmo onpedensemcs cuno2ammaziooyiunemus, Ho
00 Hacmoswezo 6peMeHu He  Obll0  NOAYHeHO  00Ka3amenbCcme  d¢hghexkmueHocmu
npogurakmuyeckux — uH@ysuu  ummyHoznooyniunos. Ilayuemmam na  gome mepanuu
onunamymomabom™* unu  Hpumyxcumabom** Heob6X00UMO KOHMPOIUPOBAMb COOEPHCAHUE
uUMMyHo2100ynuno8 1 paz 6 2—4 nedenu, 6 3a8UcCUMOCMU OM KIUHUYECKOU cumyayuu, u, npu
HeobXo0uMocmu, 8bINOIHAMb 3AMECMUMENbHYI0 mepanuio ummyHoanooymunamu [1, 2].
Huas conpoBoauTe/ibHasi Tepanus

daxkTophbl pocTa

e He pexoMeHayeTcsi Ha3HaueHHE MALMEHTaM KOJOHHeCTUMYIHMpyoumx (axkropos (I'-
KC®) nu na onnom stane neuenus: OJUI. Uckmouenne cocrapistoT JIb 6e3 nopaxkeHus
KM, npu koTopbix BO3MOXKHO ucnoib3oBath [-KC® c 1enplo COXpaHEHHUs CPOKOB
BBINIOJIHEHUS TTpoTOoKoa [1, 2].

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5).
KommenTapuu: 6 6Oonvuwiuncmee esponeuckux HayuoHanvHolx npomoxonax [I-KC®

ucnojvszyemcs c I’lqubLUZGKWluU@CKO?J ueivblo 6 npoyecce uH()yKL;uu u KOHCOJZMOGL;MU pemuccuu.
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Ilpumenenue [-KC® e6osmoxcrno y nayuenmos OJIJI npu pazsumuu HcU3HEypO#CAIOUUX
Ccenmu4eckux 0Cl10HCHEeHUl.
JIneTudeckoe jJeyedOHOE MUTAHHE
Jluetnueckoe JjeyeOHOE MUTAHHWE IALUMEHTOB C OCTPHIM JUM(OOJACTHBIM JIEHMKO30M IpH
CTallMOHAPHOM JICUEHWU B MEIUIMHCKUX OpraHU3alMsIX Ha3HAyaeTcsi B COOTBETCTBUU C
JNEUCTBYIOIMMH MpuKazaMu MuHucTepcTBa 3apaBooxpaHeHus Poccuiickoit ®denpepanuu, ¢
Y4eTOM COMAaTHYECKOTO CTaTyca U KOMOPOUIHOCTH TAIMEHTA, a TAKXKE C yUETOM OrpPaHUYCHUI B
MUTAHUH, CBSI3aHHBIX C HATMYUEM U CTETICHBIO BBIPAKEHHOCTH ITUTONICHUH.
IlopaBneHue MeHCTpyaluM, coXxpaHeHHe (EePTWIBHOCTH W Tepanus NPU AHOMAJbHBIX
MATOYHBIX KPOBOTEeYEHHUAX

e V Bcex xeHmuH ¢ OJUJI B npeMeHonay3e pekoMeHAyeTcs MOJaBICHUEe MEHCTPYalui ¢

[IEeTTbI0 MUHIMU3AIMKA PUCKOB KpoBOTeUeHUs Ha (hoHe TpomOoruToneHuu [108]

YpoBenb yOenuteqbHoCcTH pekoMeHganuii — C (YpoBeHb /JA0CTOBEPHOCTH
J0Ka3aTeJbCTB — 5).

e Pexomenayercsi sxenmuHam ¢ OJUJI/JIBJI mpu pa3BuTUM aHOMaJdbHBIX MATOYHBIX
KPOBOTEUCHHMI TMpPU OTCYTCBHHM OTBETAa HAa TPAHCPY3MOHHYIO TEpamuio MpPOBEICHHUE
TOPMOHAJILHOTO T€MOCTa3a, MPUMEHEHUE aHTU(PUOPUHOIUTHUYECKUX CPEJICTB U MPOBEICHUE
XUPYPTHUECKUX METOJIOB KYITUPOBAHUS KPOBOTEUECHHS TIpH HeoOxoaumocTH [112, 240]

YpoBenb yOenuteabHoCcTH pekoMeHganuii — C (YpoBeHb J0CTOBEPHOCTH
J0KAa3aTeJbCTB — 5).

KommenTapuu: B kauecmse anmughubpunorumuyeckozo cpeocmea npuMeHaemcs
mpanexcamosas kucioma™* - 1000 - 1500 me esnympo x 2-3 p/0env unu enympugerro 1000-1500
Mme x 2-3 paza 6 cymku, Kypc edenusi 5-7 Onetl. [ 0pMoHAIbHbIU 2eMOCma3 MOJHCem NPOBOOUMbCS
2OPMOHANbHBIMU KOHmMpayenmusamu cucmemnozo oevucmeus (KOK) unu npenapamamu epynnoi
eecmazenos. I'opmonanvuulii cemocmasz KOK yenecoobpasno npoeooums sHceHuuHam panHezo u
AKMuHO20 penpooOyKmMuUHo20 B803pacma, KOmopvle He OMHOCAMCA K 2pynne pucka
OMHOCUMENbHO — PA38UMUS  NPOIUDPEPAMUBHBIX  NPOYECCO8 IHOOMEMPUs, NAYUEHMKAM, Y
KOMOPbIX OUASHOCMUYECKoe 8blCKabIUBaHUE NPOBOOUNIOCH He bollee 3 Mecayes Ha3ao0 U NPU SMom
He OblI0 BbIABNeHO NAMON02UYECKUX U3MeHenuti dnoomempus. Ilpu msoicenvlx meHoppausx
yenecoodOpasHo «BbIKIIOUEHUE» MEHCMPYayuu aHaio2amu 2oHA0OMPONUH-PUNUSUHS-20PMOHA
(I'nPl) — #eozepenun™* 3,6 me n/x 1 paz 6 28 oueul [253], kypc mepanuu 0o 6 mecayes. Ilpu
onumenvhom meuenuu AMK maxowce npoeooumcs ymepomoHuyeckas mepanus npenapamom
#Hoxcumoyun™* 6/ kanenvno no 10 ME [253] na 100 mn 0,9% ¢usuonocuueckozo pacmseopa
Hampus xaopuda** 0o npexpaweHus KposomeueHus, OAHHASL Mepanusi NpumeHsemcs npu

UCKJIl04eHuu opeaHuquKod namoJiocuu Mamku.
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Pexomenayercsa s>xenmuHam ¢ OJUJI/JIBJI mpu Tepanmuu aHOMaIBHBIX MAaTOYHBIX
KpOBOTC‘ICHI/Iﬁ C IIOKa3aHHUAMHU K JICUCHUIO B PAaHHCM WM MNO3JHCM IIOCICPOAOBOM
MEepUO/JIe TPOBOIUTH TEPAIIHIO, HAMPABJICHHYIO HA MoiaBjieHue Jakranuu [240]

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5).

KOMMeHTapI/II/I:B Kavecmee mepanuu HanpaeﬂeHHoﬁ Ha noodasieHue Jakmayuu

npumensitom kavepeorun™* 0,5 me 1 me (2 mab.) oOHokpamuo 6 nepeviii Oewb Nocie pooos,

unu 0 nodaesnenus yemaunosusuielics rakmayuu no 0,25 me (1/2 ma6.) 2 p/cym uepes kasxcovie

12 u 6 meuenue 2 oueil (0bwas 0oza 1 me).

Pexomennyercs sxenumnHaMm ¢ OJUJI/JIBJI mocnme pa3BUTHA aHOMAalbHBIX MAaTOYHBIX
KpOBOTEYEHMM B  TOCJIEAYIOIIEM IPOBOAUTH  IPOTHUBOPELUUAMBHYIO  TEPAIHIO
TrOPMOHAJIbHBIMUA KOHTpALENTUBAMHU CUCTEMHOT'O JAEMCTBHS B KOHTPALIEITUBHOM PEKUME
WJIU B HEMIPEPHIBHOM PEXHUME (MTOCTOSTHHO) [240]

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH

JI0KA3aTeJbCTB — 5).

Pexomennyercs >xenmumHam ¢ OJUJI/JIBJI mocie pa3BUTHS aHOMAJIbHBIX MAaTOYHBIX
KPOBOTCUCHHI TIpM HEIPPEKTUBHOCTH WIM HENPUMEHHUMOCTH B OINPEACICHHOM
KIIMHUYECKOW  CHUTyalluM  KOHCEPBATHBHBIX  METOJOB  TIE€MOCTa3a  IPUMEHSATh
XUPYpPruyecKue MEeTOIbl OCTaHOBKHU KpoBoTeueHus [112, 113, 240].

YpoBenb yOenuteqbHoCcTH pekoMeHganuii — C (YpoBeHb J0CTOBEPHOCTH

JI0KA3aTeJbCTB — 5).

KOMMeHTapI/II/I: K XupypcuiecKkum Mmemooam KynupoeaHusl AaHOMAIbHbIX MAMOYHbLX

Kpoeomeuenuﬁ OMHOCAmM. cUuCmepocKonuro u pa3a€ﬂbH06 ouazrocmuyeckoe 6blCKabIusanue

CMEHOK nojlocmu MamkKu, pe3eKknocKkonuro npu Haaiuduu enympuMamquoﬁ namaoJjiocuu. ﬂaHHG}Z

onepayus npeczzeayem KdK OuaeHocmuueCKyio (0]1}1 UCKJIIOYEHUA OPZGHulleCKOI;Z namoJiocuu

noJjiocmu MCZMKM), mak u ]Zell€6HyIO Uejilb OCMAaAHOBKU AHOMATIbHO2O MAMOYHO20 KPOBOMEUYEHUA.

Taxorce npu Heaqbqbekmueﬂocmu UUNU NOKABAHUAM MOXNCEM BbINONHAMbBCSA CUCMEPIKMOMUAL,

9M60ﬂu36n;uﬂ Uuiu CKieposupoeaHue manmodHvlx COC_)/OOS — npu ux aHoOMajiausdax uiu 616116114142

9HOOMEempusl.

O0e3001MBaOIas TEpanus

[Ipy BO3HUMKHOBEHUH OCTPOrO WM XPOHUYECKOro OO0JIEBOrO CHHApOMA NaIUEeHTY
peKoMeHAyeTcsl MPOBOIUTH 00€300JIMBAIOIIYIO TEPAINHI0 COIJIACHO CYIIECTBYIOIINM
MPOTOKOJIaM 00e300IMBaHUs (CM. COOTBETCTBYIOIINE KIMHUYECKHE PEKOMEHIAIUH TI0
XPOHUYECKON 00JIM, KIIMHUYECKHE PEKOMEHIAllUH 110 aHecTe3unojorun) [1, 2, 4, 5, 109].

YpoBenb yOenuteqbHocTH pekoMeHganuii — C (YpoBeHb JI0CTOBEPHOCTH
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JI0Ka3aTeJIbCTB — 5).

KommenTapuu: Credyem yuecmwv, umo y nayuenma mo2ym Oblmb HeCMaHOapmuble
nposeneHus: O0Ne3HU, a MaKice couemanue KOHKpemHou O0ne3HU ¢ OpyeumMu Namoi02usIMu, Ymo
ModCcem OUKMOoBamby leyaujemy 8pavy UsmMeHeHus 8 aieopumme 6bloopa ONMuUMaiIbHOU MAKmMuKu
OUACHOCUKU U JIeYeHUS.

I'acTponporekTUBHAA Tepanus U NPOPUIAKTHKA
e PexoMeHayercsl C aHTHCEKPETOPHOM LIETBIO IS JICUCHHUS WU MPOQHIAKTUKU S3BEHHOM
00JI€3HU JKelylKa M JBEHAALATUIIEPCTHOM KUIIKHW, B TOM 4YHCJIEe Ha (OHE Tepamnuu

TIIFOKOKOPTUKOUIAMHU, TPUMEHATh HHTUOUTOPHI IPOTOHHOTO Hacoca min 0okaropsl H2-

rUCTaMUHOBBIX penentopos [118, 119, 240] (cm. paznen 7.7).

YpoBeHb yOenuTeJbHOCTH PpekoMeHgauuii — B (ypoBeHb [10CTOBEPHOCTH
JioKa3zareabeTB — 1).

IIpumeHeHNe aHTHIOTOB MPHU MPOBEAEHUH XUMHOTEPANINH
e PexoMenayeTcs Ipy TEPAMUU METOTPEKCATOM** IPOBOIUTH TUAPATALIMOHHYIO TEPAIHUIO,

B/B BBeneHHUE Kanblus ponmmaara*™* B moze ot 25 1o 100 mr/ M2 KaskIbpIe 3 u 6 u 2-7 aHei

mocje BBEACHUS METOTpeKcara™™ ¢ 1enpio MpOoQHUIaKTHKH OTCPOUYCHHBIX TOKCHYECKUX

ocioxHeHut [1, 2, 240]

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5).

Kommenrapun: Hegpomoxcuunocms memompexcama™* sagucum om 003vl npenapama
u ckopocmu snumunayuu. Ilpu esedenuu 6 6onvuux oosax (1 2/m°) 6 ycnosusax xucnoii peaxyuu
MOYU NPOUCXOOUM NPEeYUNUMAyUs KpUCmaiios Memaboiumos eHympu Kauaivyes, u uepesz I1—
2 Ona  pazeueaemcsi KpUCMALIUHOYYUPOBAHHAS —HEONULYPUYECKAs U HENPOMeuHypuieckas
noweunas  HedocmamoyHocmoe.  Ilpenapam  evizvigaem — 2unokanueMuyeckuii  ayuoo3
U CUNOKAILYUYPUIO, 4 MAKJHCe  MOKCUYecKoe  NOpadceHue  NeyeHu,  Mueiro0enpeccuio.
Oxcmpapenanbhvle OCN0MHCHEHUs. MO2Yym HaAOI00amvcsl 6 meueHue 6 cpeoHem 7 OHell nocie
86edenus memompexcama™*. dakmopamu pucka, 6bi3vl8aAWUMU NOBbIULEHUE MEMOMPeKCam-
ONOCPe00B8aAHHOU HePPOMOKCUUHOCTU, AGNAIOMCA NOHCUNOU B03PACT, MYMHCCKOU NOJ, 8bICOKUE
003bl mpenapama, HUSKUL VPOBEHb KIUPEHCA KpeamuHuHd U napauleibHas mepanus
HEKOmMOopuIMU aHMUOAKMEPUATIbHLIMU NPEnapamamy. CUCIMeMHO20 Oelicmeus, uHsubumopamu
npomonnoeo Hacoca. C yenvio CHUMNCEHUs PUCKA HeppPOmMoKcuyHocmu Mmemompexkcama™**
PpeKoMeHOyemcs NposoOUms CUNepeuopamayuio COANAHCUPOBAHHBIMU 1O  INEKMPOTUMHOMY
cocmasy u ocmonapHocmu pacmeopamu 6 0oze 40—60 mn/ke/cymku u noowjeravueanue mouu
86edenuemM Hampusi 2uopokapboonama™* (peaxyus 0oadcCHa ObLIMb WENOYHOU 6 OeHb 868e0eHUs

u 8 nocneoyrouwue 2—3 ous). [lns smoeo 8/6 kan 6600am cmeco u3z 40 mn 4,2 % pacmeopa nampus
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euopoxapoonama** (NaHCO3) u 400-800 mn uzomonuueckoeo pacmeopa nampus xiopuoa**
HakaHyHe, 6 OeHb JedeHusi u 6 nocieoyrouue 2-3 oua. Jleuenue memompexcamom™**
6 NOBLIUUEHHBIX 1 8bICOKUX 003ax (2—15 2/M?) couemarom c ycunennoti eudpamayueii (0o 2 1
arcuoxocmu 6 cymku). Ilpu evisaenenuu ayuoosa Heobxooumo ycmpanenue oeqpuyuma oCHO8AHUL
Hampus euopoxkapoonamom™* uz pacuéma (BE x macca mena)/2 =X mn 5% pacmeopa nampus
euopoxapoonama™* noo konmponem KII|C kposu (BE — omxnonenue xonyenmpayuu 06ypeprvix
OCHOBAHUTL OM HOPMATLHO20 YPO8Hs). IIpu HeoOX00UMOCmU HA3HAYUMb «Nemieabley» OUYPEmUKU.
Ipu naznauenue svicoxux 003 memompexcama** (2—15 2/m°) neobxooumo 6/6 éeedenue kanvyus
donunama** 6 doze om 25 0o 100 m2/m’ kaxncovie 3 u 6 u nocne esedenus memompexcama**.
Ilpu coxpanenuu 8vICOKOU KOHYeHmMpayuu memompexcama™** 6 kpoeu, 6He 3a8UCUMOCMU OM
VpOBHA — azomeMuu  NOKA3AHO  NpoGedeHue  BblCOKONOMOYHO20  2eMOOUAIU3A Ul
eemo(oua)punompayuu ¢ pacuémom UHOUBUOYANbHO2O KIUPEHCA, 8 3a8UCUMOCMU OM YPOGHS.
cbl8OPOMOYH020 Memompekcama**. [lpu nposedenuu GvlUeyKA3AHHOU IKCMPAKOPNOPATLHOL
2eMOKOppeKyuu yposeHvb memompexcama** ymenvuiaemces 6 cpeonem Ha 75 % (6 npedenax om 42
0o 94%). Monumopupoéamv He0OXOOUMO  YPOGEHb  KPeamuHUuHa U KOHYEHMpayuo
Memompekcama™* 6 kpoeu 6 meuenue nepevix 24—48 u nocie 66edeHus, YUMo NO3B0NAM
CBOEBPEMEHHO OP2AHU308AMb HE0OX0OUMble IKCMPEHHble Mepbl, GKIIYAlouUe HA3HAYEHUe
Kanvyus Goaunama™*, u no3eonawue 3HAYUMENbHO CHUSUMb CUCHEMHYI0 MOKCUYHOCD
U He(hpoOmMoKCUYHOCHDb.
e Pexomenayercsas npu Tepamuu  #udochamumoM™*  MaM  BBICOKMMH  J103aMH

uuknodochamuma** (6onee 1000 Mr/m?) NpPOBOAMTH T'HMAPATAUOHHYIO TEPAIHIO,

B/B BBeieHHE MeCHBI** B 103e 20% OT 03Bl MPOTHUBOOIYXOJIEBOTO MpenapaTa BO BpeMs

BBEJICHUsI TIperapara, 4epe3 4 W 8 YacoB Iociie BBEACHUS C LENbIO MPO(UIAKTHKH

OTCPOUYEHHBIX TOKCUYECKHX OCIIOKHEHHUM [1, 2]

YpoBenb yOenuteqbHoCcTH pekoMenganuii — C (YpoBeHb /JI0CTOBEPHOCTH
J0KAa3aTeJbCTB — 5).
Kommentapuu: Memaborum #Hugocamuoa™** axponeun okazvieaem nogpesxicoaroujee
deticmeue Ha SNUMeNUll MOYEBbIBOOAWUX Nymell U BbI3bl8AeN PA3BUMUE 2eMOPPASULECKO20
yucmuma. Toxcuueckoll KymynamueHoti 00301l #ugpocamuoa** sensemes 60-72 2/m° 3a nepuoo
neyenus. Puck negppomoxcuunocmu #Hugocghamuoa™* snauumenvno eozpacmaem c 03pacmom
U npu Hanuuuu conymcmseyrwe2o 3abonesanus novex. Ilpu xombunayuu #Hugocpamuoa**
¢ #annonypunonom™®* [23] noeviwaemcs KomyeHmpayus Mo4egou KUCIOMbL 6 KPOS8U, UMO
yeenuyugaem puck Hegponamuu u yCuiueaem mMueiomoxcuieckoe oeiicmeue npenapama. /s
npeoomepaujenus HeppomoKCUUHOCIMU Npenapama U pa3eumus 2emMoppasuiecKko20 Yucmuma

HeobXo0uMo 6sederue @husuUonI0cULecKoeo pacmeopa Hampus xaopuoa™** uz pacuéma 25-30
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ma/ke/cymku 0o esedenus #upochamuoa™*, 6 nepuoo esedenus #upochamuoa™* neooxooumo
HazHayeHue  MecHul*¥, ABNAIOWELCS AHMUOOmMom axkponeuna u Memaboaumos
oxcazaghocpopunos (yuxnogochamuoa** u #ugocpamuoa**). Pazosas 0oza mechwvl** ons
g3pocnvix cocmasnsiem 20% om 0036l HPOMUBOONYXONE8020 Npenapamad, nepeoe 8edeHue
npoB0OsM 0OHOBPEMEHHO C NepeviM 66edeHuem Hugocpamuoa™*, emopoe u mpemve — uepes
4 u 8 uacos nocne nepsoco esedenus. Ilpu nenpepwvisnou ungyzuu (24 u) Hugocpamuoa™** unu
yuknopocghamuoa** mecuy** ciredyem esooums 6 doze 20% om 0036l NpoOMUBOONYX0N€8020
npenapama 6 Hauane ungysuu, samem — 6 0oze 100% om 00361 npomuooONYxX01€6020 Npenapama
8 6ude 24-uacoeoii uH@y3uu, o OKOHYAHUU 86€0EHUS NPOMUBOONYX0LEB020 NPENAPama 6edeHue
mechvl** npoodondcarom ewé 6—12 uacos 6 mou dce 0osze. Ilpu noserenuu cumMnmomos
MOKCUYECKO20 NOPANHCEHUsL NOYeK cledyem npeKpamums 68edeHue npenapama.
IIporuBoMuKkpoOHas Tepanusi U NPOPUIAKTHKA

e Pexomenayercsi marmentam OJIJI mpu BOZHMKOHOBEHHMH MH(EKIIMOHHBIX OCJIOXHEHUI
MPOBOANTH TEPAMUI0 COTJIACHO METOJUYECKUM PEKOMEHAANMSIM M0 TPO(UIAKTUKE,
IMAaTHOCTHUKE W  Tepanmud  WHQPEKIUOHHBIX  OCJIOKHEHUH Yy  MAIMeHTOB  C
remaToJiornueckumu 3aboneBanusmu [240] (cm. pazmen 7.9).

YpoBenb yOenuteqbHocTH pekoMeHganuii — C (YpoBeHb JA0CTOBEPHOCTH
JI0KA3aTeJbCTB — 5).

e He pexomenayercsi TpoBOAUTh NMPODPHIAKTHKY OaKTEpHATBbHBIX WHQPEKIHUH OOJBHBIM
OJUI[118, 119, 240] (cm. paznmen 7.9).

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5).

Kommenrtapum: IIpoghunaxmuka 6axmepuanvhvix ungexyuti peyunuenmam anno-I CK
00nycCmumMa moabKo NOCle NpedsapumenbH020 UCCIe008aHUs Y HUX KOJOHU3AYUU CAUBUCTOU
000710YKU KUWEYHUKA MUKpoopeanusmamu. Ilpogunakmuxa 6axmepuanvhvix ungexyuil y opyaux
Kame2opuil OO0NbHLIX UCKIIOYEHA NO NpuyuHe HedID@DeKmusHoCmu u3-3a 8blCOKOU 4aCHmOmbl
oemeKyuu NoaUpe3sUCmeHmublx OaKxmepuil.

e Pexomennyercs MIPOBOJIUTH npoUIaKTUKY #KO-TpUMaKCa30JI0M
[Cynbdamerokcazon+Tpumeronpum]|** mo 480 Mr exeIHEBHO IMHEBMOIIMCTHON
nHeBMOHMH 001bHBIM OJLJI ¢ 14-ro MHS MONMUXUMHOTEPAUHA U MPOBOISAT BECh MEPHOT
JICUeHMsI, BKITFOUAs ATAll TOJICPKUBAIONICH TepammuOaKTepraTIbHbIX HH(EKIH 00IEHBIM
OJIJI[1, 2, 240] (c™m. pazaen 7.9).

YpoBenb yOenuteqbHocTH pekoMeHganuii — C  (YpoBeHb /JA0CTOBEPHOCTH
JI0KA3aTeJbCTB — 5).

e PexoMmeHayeTcsi IPOBOJAUTH BTOPUYHYIO MPOTHUBOTPUOKOBYIO MPOQPHIAKTUKY OOIBHBIM
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OJIJI, y koTOpBIX B aHaMHE3€ ObLI1 MHBa3WBHBIN MUKO3, BEI3BAHHBIN INIECHEBBIMU TpUOaMu
(acmeprusuie3, MyKOPMHUKO3 M JApPYyrue), a TakkKe TUCCEMHUHHPOBAHHBIM WHBA3UBHBIN
KaHaua03 (nHBa3us B oprausl) [1,2, 240] (cm. paznen 7.9).

YpoBenb yOenuteqbHocTH pekoMeHganuii — C (YpoBeHb JA0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5).

KommenTapuu: IIlpogurakmuka epudxosvix unghexyuii oorvrvim OJIJ/I nposodumcs 6

3A8UCUMOCU OM  8UOA 2PUOKOBO20 OCIONCHEHUs. NPpU KaHoudemuu - ¢haykonazon™* 400 me 6/8

U BHYmMpb 8 Cymiu, unu #xacnogyneun** 50 me 6/6 6 cymku, unu #murxagyneun** 100 me 6/6 6

cymku, umu #Hanuoyragymeun™** 100 me 6/6 6 cymku [240]; umeasueuwiii acnepeuines -

sopurxornazon** no 200 me 6/6 unu enympsv 6 2 paza cymxu, uau nozaxkorazon** no 200 me 3 paza

6 cymxu uau no 300 me 2 paza é cymku éHympsb, uzagykoraszon no 200 me 3 paza 6 cymku 6 1-2

OHu u danee no 200 me 1 paz 6 cymxu, MyKopmuko3 — nozakonazon™* no 200 me 3 pasza 6 cymxu

unu no 300 me 2 paza 6 cymku 6Hympb, uzagykoraszon no 200 me 3 paza ¢ cymxu 6 1-2 OHu u oanee

no 200 me 1 paz 6 cymku

PexoMenayercst pOBOIUTH BTOPHUUYHYIO MPOTUBOBHPYCHYIO NPOGMIAKTUKY OOJBHBIM
OJIJI, KOTOpBIM MPOBOJAUTCS UMMYHOCYIIPECCUBHAS Tepanus, #arukaoBupoM™* 200 mr 3
pa3a B CyTkM Wiy BanauukioBup 1o 500 mr 2 pasa B cytku [1, 2, 240] (cm. pasgen 7.9).

YpoBenb yOenuteqbHOCTH pekoMeHganuii — C (YpoBeHb JA0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5).

PexoMeHayeTcsl IPOBOJIUTH AMIUPUICCKYIO aHTHOAKTEPUAIBHYIO Tepamnuio |- JTUHUA
npu (eOpunbHOM HelTporiennn y 00nbHBIX OJIJI BHYTpUBEHHBIMH aHTHOMOTHKAMHU C
AKTUBHOCTBIO MPOTHB IPaMOTPHIIATEIILHBIX OaKTepHil, BKIFOUAs CHHETHOHHYIO MMajJ04Ky —
#nunepawwua+|Tazo0akram]** 45 r 3  paza B Cyrku B/B  WIH
#uepenum+[CynsOaktam|** 4 r 2 pa3a B cytku B/B [1, 2, 240] (cm. pazgen 7.9).

YpoBenb yoOenuteJbHOCTH pexkoMeHgauuid — C  (ypoBeHb [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5).

KommenTapmii: [[egpenum™** 2 2 2 paza 6 cymxu 6/6 ocmaemcs npenapamom vloopa

monvko 015t bepemennvix ¢ OJL/T u pebpunvroli HelimponeHnuell.

Pexomennyercsi mnpu  Hed(HEKTUBHOCTH U OTCYTCBUM KIMHUYECKH 3HAYUMBIX
MHUKPOOHOIOTHYECKUX UCCIIEIOBAaHUN TPOBOIUTH AHTHOAKTEPHANIbHYIO TEPAIIHIO 3aMEHOM
aHTHOAKTEepUAJBHBIX  MpErnapaToB  CHCTEMHOTO  JIEWCTBUSAB |- JWMHUM  Ha
aHTUTICeBIOMOHaAHbIC KapOaneHemsbl (Mmunenem+|Lmnacrarun]**, meponnenem™*) [1, 2,
240] (cm. pazgen 7.9).

YpoBenb yOenuteqbHOCTH pekoMeHganuii — C (YpoBeHb J0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5).
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KOMMeHTapHﬁ: Tokazanuamu x HA3HAYEHUIO AHMUNCEE0OMOHAOHbIX 1<ap6aneHeM06

(Umunenem+[unacratun|**, meponenem™*) ¢ 1-it aunuu peopunvron netimponenuu npu OJIJ1

SAGNAIOMCS CeNMUYECKULl WOK, NHEBMOHUA C ObIXAMeNbHOU HeOOCMAMOYHOCTbIO.

PexoMeHnayercst  SMIUPHYECKOE  HAa3HAYCHHWE  MPOTHBOTPHMOKOBBIX  IPENapaToB
CHCTEMHOTO JeiicTBus Ha 4-7 nHU (HeOpUIIbHOM HEUTPONIEHUN B TPYIIE BHICOKOTO PHCKa
BO3HMKHOBEHHSI HWHBA3UBHBIX MHKO30B IIpU YCJIOBUM OTCYICBUS Yy HHUX JAPYIUX
KIMHUYECKMX CUMITOMOB U Ja0OpaTOPHBIX, MHCTPYMEHTAJbHBIX JaHHBIX 33 MHYIO
uapexnuo [1,2, 240] (cm. pazmen 7.9).

YpoBenb yOenuteqbHOCTH pekoMeHganuii — C (YpoBeHb JA0CTOBEPHOCTH

JI0KA3aTeJbCTB — 5).

KommenTapmii: [Ipenapam evibopa — kacnogpyneun™* 70 me 6/6 1-ii oenw, oanee no 50

me/cym, unu #murxagyneun** 100 me 6/6 6 cymku, unu #anuoyaapyneun** 200 me 1-1i 0ens, oanee

no 100 me 6 cymxu 6/8; arbmeprnamughvle —# 60puxonazon™** 6 me/xe 6nympugento 2 pasza 8 cymxu

6 1-ii Oenwv, danee no 4 me/ke 2 paza 6 cymku, #ampomepuyun B** 0,8-1 me/xe 6/6 6 cymxu [240)].
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4.

MeaunuHckass peadWJIUTAIIMA M CAHATOPHO-KYPOPTHOE JieYeHHe,

MEAUIMHCKHUE IMOKA3aHUA H IMPOTHBOIIOKA3aHUA K INMPUMEHCHHI0 METO/I0B

MeIUIMHCKOH peaﬁnnnTaunn, B TOM YHCJI€ OCHOBAHHBIX HA HCIIO0Jb30BaHUU

NPUPOJHBIX Je4yeOHbIX (PAKTOPOB

Cneyuanohvix memooog peadburumayuu npu OJIJI/JIBJI ne cywecmsyem.
PexoMennyercss mamueHTaM —IPOBEJCHHWE peaOWIMTAalMM  MpU  BO3HUKHOBEHHUH
OCJIOXHEHUH Tmocne 3aBepumieHuss nporpammbl Tepanuu  OJUUI/JIBJI B pamkax
COOTBETCTBYIOIIMX HO30j0rui [110, 111].

YpoBenb yOenuTeJbHOCTH pekoMenaanuid — C (ypoBeHb J0CTOBEPHOCTH

JI0Ka3aTeJIbLCTB — 5).

KoMmMeHTapum: nocie oxkonuanus nedeHusi pekoMeHOyemcs eecmu 300posvlii 0opas

HCU3HU, UCKTITIOYUNTb UHCOJIAYUIO U gbus’uomepaneemuqecme npouedypbl.

5. IIpo¢puiaakTuka u JUCHAHCEPHOe HAOJIOJeHUE, MeIULIMHCKHE

NMOKA3aHUS U MPOTUBONOKA3AHUS K NIPUMEHEHNI0 MeTOI0B NPOPUIAKTHKHA

Ipoghunaxmuxu éos3nuxnosenus OJIJI ne cywecmsyem.

Pexomennyercst nocie okoH4aHus nporpammsl Tepanuu OJIJI BEINOIHATE HCCIe10BaHUE
OAK kaxaplii Mecsill B TE€YEHHE MEPBBIX 2 JIET U 3ateM | pa3 B 2—3 mMecsiua 10 5 JeT ot
Hayvasa JICYSHHsI C [eIbI0 paHHEeTO BBISBICHUS peruanBa 3adonesanus [ 1, 2, 4, 5].

YpoBenb yOeauteabHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5).

Pexomenayercs nocie okoH4aHus nporpammel tepanuu OJIJI B TeueHue nepBoro roja
BBITIOJTHSITH TIOJTYY€HHUE IUTOJ0oTHYecKoro npenapara KM nmytem myHKIuu (CTEpHAIBHYIO
nyHkuuio) 1 pas B 3 mec, nanee — 1 pa3 B 6 Mec B TeueHHe 2-To Tojia, ganee — 1 pa3 B roj
10 5 et HaOII0ICHHUS C IIEIbI0 TUHAMHYECKOro HaOmoaenus [1, 2, 4, 5].

YpoBenb yOeauteabHocTH pexoMeHaanmuii — C  (YypoBeHb J0CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5).

KOMMeHTapl/II/I.' eéHennanosoe uccneoosarnue KM nokazano npu evliaeleHuu J00ObIX

U3MeHeHUll cemocpammaol. Bonvuuncmeo peuudueoe npoucxodﬂm 6 meuenue 1-5 nem nocne

OKOHYAaHUs mepanuu.
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6. Opranu3anus OKa3aHusi MeJUIMHCKOH MOMOIIH

MenunuHckas moMoNIb, 32 UCKIIFOYEHUEM MEIUIIMHCKOM MOMOILH B paMKaxX KJIMHUYECKON
anpoOanyu, B COOTBETCTBUHM ¢ (eaepanbHbiM 3akoHOM oT 21.11.2011 Ne 323-®@3 (pen. ot
25.05.2019) «O06 ocHOBax OXpaHbI 3I0POBBs Tpaxaad B Poccuiickoit deaepanuny opraHu3yeTcs
1 OKa3bIBaETC:

— B COOTBETCTBUH C TOJOKEHHUEM 00 OpraHU3aIMK OKa3aHHs MEAUIIMHCKONW TOMOIIH 10
BUJAM MEIUIIMHCKOH TOMOIIM, KOTOpOE YTBEPXKAAETCS YIOJHOMOYEHHBIM (peaepanbHbIM
OpraHOM MCIOJIHUTEIBHOMN BJIACTH;

— B COOTBETCTBUU C TMOPSAIKOM OKa3aHHUS MOMOIIM MO MNPOGUII0 «TreMaTOJIOTHs,
00s13aTeNIbHBIM JJIS1 HCTIONHEHHSI Ha TeppuTtopun Poccuiickoit @enepanuu BceMu METUITMHCKIMU
OpraHMU3aLUsIMUY;

— Ha OCHOBE HACTOSAIIMX KIMHUYECKUX PEKOMEHAALIMII;

— C YYETOM CTaHJIApTOB MEIUIMHCKOW IOMOIIH, YTBEPKACHHBIX YIOJIHOMOYEHHBIM
(benepanbHBIM OPraHOM HCIIOJIHUTELHON BIIACTH.

[lepBuuHas cnenuanu3upoBaHHAsE MEAMKO-CAaHUTApHAas IOMOIIb OKa3bIBA€TCS BpPauOM-
reMaroJioroM W HMHBIMH  BpadyaMu-CIIEUAIMCTaMH B IIeHTpe  aMOyJaTOpHOMH
reMaToJIOrHuecKoil/OHKOJIOTHYEeCKOM ITOMOIIH 160 B IIEpPBUYHOM
reMaTOJOTMYECKOM/OHKOJIOTHYECKOM KaOWHEeTe, MEPBHYHOM TI'e€MaTOJIOTHYECKOM OT/CIICHUH,
MOJINKJIMHUYECKOM OTJIEJIEHUH OHKOJIOTHYECKOTO TUCIIAHCEPA.

[Ipu BBIIBIEHWH y 007BHOTO OCTporo jauMdobmacTHoro neikosa (mamee — OJUI) wmm
MOJI03PEHUH Ha HETO BPayU-TepaNeBThl, Bpaun-TepareBThl yYaCTKOBBIE, Bpaun 00IIel MpaKTUKU
(cemeiiHble BpauM), Bpauu-CIEHUAINUCTHI, CPEAHNUE METUIIMHCKUE PAOOTHUKU B YCTaHOBJIEHHOM
NOpSAKE  HAmNpaBisIOT ~ OOJILHOTO  HAa ~ KOHCYJBTAllMIO B LEHTp  aMmOyJIaTOpHOM
reMaTOoJIOTHYECKOM/OHKOJIOTMYECKOW MTOMOIIH JIMOO B MEPBUYHBIN T'€MaTOJIOTHYECKUN KaOMHET,
MIEPBUYHOE T'€MATOJIOTMYECKOE OTAEJICHUE MEAUIMHCKOW OpraHu3alMM Ui OKa3aHUs emMy
[IEPBUYHOM CIEUAIU3UPOBAHHON MEIUKO-CAHUTAPHON ITOMOILH.

Bpau-remaTosnor aMm0ynaTopHOTo WM CTALIMOHAPHOTO 3BE€HA FeMaTOJIOTMYECKOM MOMOIIN
OpraHMU3yeT BBHIMOJIHEHHE JUArHOCTHMYECKUX HCCIEAOBaHUN, HEOOXOAUMBIX ISl YCTAaHOBICHUS
IMarHo3a, BKJII0Yasi pacCIpOCTPaHEHHOCTb U CTaIUI0 3a00JI€BaHHUS.

B cinydyae HEBO3MOXXHOCTM NIPOBEIECHMSI JAMArHOCTUYECKUX MCCIEAOBAHUN MALUEHT
HaIpapJIAeTCs JIeHallluM BpayoM B MEIUIMHCKYIO OPraHM3allMI0, OKa3bIBAIOIIYI0 MEAULIUHCKYIO
MOMOIIb OOJBHBIM C TeMaTOJOTMYECKUMHU 3a00JeBaHUSIMU JJIs yYCTAHOBJIEHMS [MAarHo3a u
OKa3aHMs CHEUUATIU3UPOBAHHOM, B TOM YMCJE BBICOKOTEXHOJIOTMYHON, MEAUIUHCKON ITOMOIIIH.

[Ipu BeaBiaennn OJIJI nnu noo3peHUH Ha HETO B XOJ€ OKa3aHUs CKOPON METUIIMHCKOU

IIOMOIIIH 00JILHOTO NEpCBOJAAT HUJIM HAIIPABJIAOT B MCAUIIMHCKUC OpraHu3aliiy, OKAa3bIBAIOMIUC
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MEJUIIMHCKYIO MOMOIIL OOJIBHBIM C T'€MAaTOJIOTMYECKUMHU 3a00JIeBaHUSMU, JUISI OMpEeeNeHuUs
TaKTUKH BEACHHUS M HEOOXOJUMOCTHM NPUMEHEHUS JOMOJHHUTENIbHO JAPYTUX METOJOB
CHEIUATU3UPOBAHHOTO TPOTUBOOIYXOJIEBOTO JICUCHHUS.

Cnenanu3upoBaHHasi, B TOM YHCJIE€ BBICOKOTEXHOJIOTMYHASl, MEIUIIMHCKAs MOMOIIb
OKa3bIBAECTCSI BpayaMU-TEMATOJIOraMd B  MEIWLIMHCKUX  OpPraHU3alMsaX, OKa3bIBAIOIIMX
MEIUIMHCKYI0 ToMoIlb OonbHBIM OJIJI, nMerommx JMIEH3UI0, HEOOXOAUMYIO0 MaTepHalbHO-
TEXHUYECKYIO 0a3y, CepTU(UIIMPOBAHHBIX CTICIIMATICTOB, B CTALIMOHAPHBIX YCIOBHUSAX U YCIOBUIX
JTHEBHOTO CTallMOHapa M BKJIOYAaeT B ce0d MNpOPWIAKTHKY, JTUATHOCTHKY, JICYCHUE
reMaToJIOTMYecKux 3a0ojieBaHUM, TPEOYIOUIMX HCIOJIb30BaHUS CIEUUANbHBIX METOJO0B U
CJIOKHBIX YHUKAJIbHBIX MEIUIIUHCKUX TEXHOJOTUH, a TAKXKe MEIUIUHCKYIO PeaOuINTALIHIO.

B MemunuHCKON OpraHm3anuy, OKa3bIBAIOMIEH MEIMIMHCKYIO ToMouls 6oiabHbIM OJIJI,
TaKTHKa MEIUIIMHCKOTO OOCIICOBAHUS W JICUCHHs YCTAHABIMBACTCS BpauaMHU-T€MAaTOJIOTaMHU C
MPUBJICYEHHEM TPU HEOOXOAUMOCTH APYTUX Bpauyei-ClelHaInucTOB, MPU HEOOXOJUMOCTH C
MPOBEJIEHUEM KOHCWIMyMa. PelleHne KOHCWIMyMa Bpade odopMisieTcss MpPOTOKOJIOM,
MOAMUCHIBACTCS] yYaCTHUKAMU KOHCUJIMYMa Bpaueld U BHOCUTCS B MEIMLIMHCKYIO JOKYMEHTAIUIO
00JBHOTO.

[Toka3zaHus K rOCIUTAIM3ALNUH B KPYTJIOCYTOYHBIN UJIM THEBHOM CTAIMOHAP MEIUIIUHCKOMN
OpraHu3aliy, OKa3bIBAIOIIECH CIECHHAIN3UPOBAHHYIO, B TOM YHUCJE BBICOKOTEXHOJIOTHYHYIO,
MEIUIMHCKYI0 ~ TOMOIIb MO  MNPOQUWII0  «reMaToJIOTUS»  OMPENENSIOTCS  BpPauoM-
reMaToJIOTOM/KOHCHIMYMOM Bpauyeil C MPUBICYCHHEM MPH HEOOXOAMMOCTH JPYTHUX Bpadeii-
CIEIUATTUCTOB.

IHoka3zanus sl IVIAHOBOM TOCIUTAJIM3ANMH:

1. [Topo3penue/ycranosnenne nuaraosa OJIJI.
2. Inarnoctuka peuuausa OJIJI.
3. IIpoBenenue ouepeanoro kypca XT B yCIOBUSX KPYTIIOCYTOYHOTO MO0 JHEBHOTO CTAlIMOHAPA.
4. ITpoenenue 3amnannpoBanHon TI'CK.
5. BeInonHeHne IaHOBBIX XUPYPTrUYECKUX BMEIIATEIbCTB.
6. BbInosiHEeHNE TUTAHOBBIX AKCTPAKOPIOPATBHBIX METOJIOB OYUIICHUS! KPOBU M 3aMECTUTEIILHOM
[IOYECYHOH TEPANNH.
7. IlpoBegeHUE 3aMECTUTENHHON TEMOKOMIIOHEHTHOM TEPAIUH.
IHoka3anus 1J151 IKCTPEHHON IrOCIUTAIN3AMHU:
Heotnoxusie cocrosinug y naruentoB ¢ OJUJI u npu nogo3penuu Ha OJI:
— netikonuTos Gonee 100 x10%/1
— (eOpwipHas TUXOpaaKa U WH()EKIIMOHHBIE OCIOKHEHHsI Ha ()OHE HEHUTPOIIEHUHU TOCIE Kypca

XT;
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— TEMOPPArUYECKUA CUHAPOM;

— TPOMOOTHYECKUE OCIIOKHCHUS;

— HEOOXOJMMOCTb MTPOBEACHUS SKCTPEHHOM 3aMeCTHUTEILHON TéMOKOMIIOHEHTHO Teparuuy;

— JIpyrue CUCTEMHBbIE HapylIeHHs, OOYCIOBJICHHbIE TEYEHHEM OCHOBHOTO 3a00JIeBaHHS WIIH
pa3BUBILKECS BCIEICTBUE IPOBEJCHHOIO JICUEHUSI.

IToka3anus K BbINUCKe NAIIMEHTA U3 CTALIMOHAPA:

1. BoccTaHoBieHue TokasaTeneii nepupepuueckoil kposu (JIeikoruthl 6omee 1x10%/m,
rpanynonuTsl 6omnee 0,5x10%/1, TpomGonuTe! Goee 50x10°/1, remorno6un Gosee 80 r/m) mocie
ouepenHoro kypca XT.

2. Hopmotepmus B TedeHue 3—5 CyT U OTCYTCTBHE HEKOHTPOJIUPYEMBIX HH(EKIIMOHHBIX
OCJIO)KHEHUH B MOCIIEKYPCOBOM NIEPUOJE.

3. KynupoBanue reMopparndeckux OCI0KHEHHH.

4. KynupoBanue TpOMOOTHUECKHX OCIIOKHEHHUH.

5. KynupoBaHWe CHCTEMHBIX HapylIeHWH, OOYCIOBICHHBIX TEUYEHUEM OCHOBHOTO
3a00JIeBaHUs WM PA3BUBILUXCS BCIECACTBHE MPOBEACHHOTO JICYCHHUS.
3akirodueHre O Ielecoo0pa3HOCTH TiepeBoAa OOJNILHOTO B MPOQPMIBHYIO MEIUIIHHCKYIO
OpraHM3aIMI0 OCYIIECTBIISIETCS MOCJE MPEIBAPUTENHHON KOHCYIbTAIMHU IO MPEJOCTAaBICHHBIM
MEIUIIMHCKUM JOKYMEHTaM W/WIW TPEeABAPUTENIBHOIO OCMOTpa OOJBHOTO BpadyaMu —
CHelHalIuCcTaMi MEIMIIMHCKON OpraHu3ally, B KOTOPYIO IIaHUPYETCsI IEPEBO/I.

[lepen HayaaoM MpoOBeEHUS TEPAUU PEKOMEHIYETCsI HHPOPMHUPOBATH BCEX MAIIMEHTOB O PHCKE
Oecruious mocje MpOBEACHUS Tepauy U MOTEHIIHAIBHBIX METOJIaX COXpaHEHHs (pepTUIBLHOCTH,
a Takke 0 He0OXOJIMMOCTH HCHOIb30BaHUS (()EKTUBHBIX METOJIOB KOHTPALICTILUU B TEUCHHE

MHWHHUMYM OJHOI'O I'0Jia IMOCJIC 3aBEPIICHUA TCPAITUH.

7. JonosHuTebHASE HHPoOpMAUA (B TOM YuC/Ie (PAKTOPbI, BJIUAIOIINE HA

HUCXO0/1 3200/ 1€ BAHUSIUJIN COCTOSTHUA)

7.1. TlonHoumeHHOEe COO0JII0IeHHEe TPOTOKOJIOB JiedeHHsl (pe:KMMa TepamuM) OCTPOro

JuM¢o0J1acTHOTO JeliKo3a/IMMPOMbI
CrocoOHOCTh 3aBEPLINTH MOJIHBIM KypC HWHIYKIIMOHHO-KOHCOJIHMJIALMOHHON Tepanuu B
TEUEHUE YKA3aHHOI'O MEepHUOJa BPEMEHM, a 3aT€M BBIINOJHATH MOAJIECPKUBAIOIIYIO TEPANHUIO B
MOIHOM  00BbeMe  SBISETCS  YETKUM  IMPOTHOCTUYECKUM  (PAaKTOpOM,  HEOJHOKPATHO
MPOAEMOHCTPHUPOBABIIINM CBOIO 3HAUUMOCTh B POCCUHCKUX HcciaeaoBaHuIX. C 3TON KOHIIEMIHUEH
COTJIaCHBI U 3apyOexkHbIe uccienoatTenn. AnekBatHoe X1 Bo3aeicTBue octaeTcst GyHIaMEHTOM
ycnemHoro Jiedenus. K coxanenuto, HeaeKBaTHOCTh BBITIOJHEHHS POTOKOJIOB JICUEHUS JIO CHX

ABNISICTCS OJHOW M3 OCHOBHBIX TNPUYMH 3HAYUTEIBHO MEHbIIEH 3(()EKTUBHOCTH JICUCHHS
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ManuEHTOB C OCTPBIMHU JIEiKO3aMH BO MHOT'HX I'€éMaTOJIOTHISCKHUX LHECHTpax.

7.2 llpopuiakTHKa, IMATHOCTHKA U JIeYeHHe reMOpparn4ecKux 0CJI0KHEHUH y MalueHTOB ¢

OCTPBIM JIMM(}P0OIaCTHBIM JIeiiko30M/TuMpomoit

I'emopparuueckue npossnenus y nanuentos ¢ OJIJI/JIBJI ornudatoTcss MEHOrooopasuem u
MOTYT OBITh OOYCJIOBJIEHBI KaK CaMHUM 3a00JI€BaHUEM, TaK M €r0 OCIOXXHEHUSMHU, B TOM UYHCIIE
BCJIEJCTBHE MPOBENCHUs CHEUU(UUECKON TepanmuM, a TakkKe IMOSIBUTbCA B pe3yJbTaTe
MPOBOJIUMON  aHTHUTpOMOOTHUECKOW Tepanuu. I[IpoduiakTuka, IMarHOCTHKA U JICYCHHE
reMopparuucekux ocioxHeHuit y mamuentoB ¢ OJUI/JIBJI mpoBoguTcs B COOTBETCBHM C

JNENUCTBYIOIMMHU MeToAnueckuMu pekoMeraanusamu [ 103, 104, 240].

7.3. IlpopuaakTnka U JeyeHHe MEHOPparuii y HalMeHTOK € OCTPbIM JUM(}00IaCTHBIM

JICHKO30M

AHoManpHBIE MaTouyHble KpoBoTeueHusi (AMK) — pacnpocTpaHeHHass MaTOJOTHS Y
KEHIIUH C OCTpbIMH JUM(OOIACTHBIMU JIEHiKO3aMH, KOTOpas BKIIOYACT HapYyIICHUS
MEHCTPYaJIbHOTO LHMKJIA, CBA3aHHBIE C YACTOTOM, PEryJsipHOCTBIO, MPOAOKUTEIBHOCTBIO U
00BEeMOM TepsieMON KpOoBH y ManueHToK. Yacrtota BcrpeuaemocTd AMK B 00mmiei momymsiuu
XKeHIIMH BapbupyeT oT 14 no 30%, dacrtora y MallMEHTOK C OCTPBIMU JUM(OOIACTHBIMU
neiiko3amu HemsBecTHa. [IpoduakTuka, TUarHOCTUKA W JICYCHHE MEHOPPArvil y MAalMeHTOK C
OJUI/JIBJI mpoBOAUTCS B COOTBETCBUM C JCHCTBYIOIIUMH METOJWYECKUMHU PEKOMEHIALUSIMU

[112, 113, 240].

7.4. BHyTpuuepenHble KPOBOM3JIHUSHHMS Y MNANUEHTOB € OCTPbIMH JHUM(}OOJIACTHBIMU

JIeliKo3aMHu.

Buyrpuuepennsie kpoBousnusiaus (BUK) — sTo Hepenkoe (okmaaemoe) OCIOXKHEHHE
OCHOBHOTO 3a00JICBaHUSI W/ WU CIEIU(PUISCKOTO (B TOM YHCJE, XMUMHOTEPANEBTHYECKOTO)
JICYEHUs Y MAlUEHTOB C OCTPhIMU JUM(OOJACTHBIMU JIEHKO3aMH, YacTO COMPSIKEHHOE C
MaTOJIOTHEH TIa3MEHHOTO W/WJIN TpOMOOIMTapHOTO TeMocTasa [ 114]. be3 oka3aHus HEOTIOKHOM
Heiipoxupypruyeckoid momon maccuBHble BUK y 6onbubix OJIJI 3aKOHOMEpHO MPHUBOAAT K
(daTabHOMY UCXOTY.

Huarnoctuka u neuenne BUK, Bo3HHKaIOMUX y MAleHTOB C OCTPHIMU JTUM(OOIaCTHBIMU
JIEMKO3aMH, OCYILECTBIISIETCSI HEMOCPEACTBEHHO B IEPUOJ IMPOBEACHHUS MPOTHUBOOIYXOJIEBOTO
XMUMHOTEPAIEeBTUYECKOTO JICUCHHs OCTporo Jjeiikosa. [Ipodunakruka, TMarHocTUKa U JicUeHHE
BHYTpHUYEpENHbIX KpoBouznusHuid y mauueHtoB ¢ OJUJI/JIBJI mpoBoauTcs B COOTBETCBUH C

JEUCTBYIOIMMHU METOAUYECKUMU pekomeHaauusmu [ 114, 240].
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7.5 llpopniaakTuka, TMATHOCTHKA U JIeYeHHEe TPOMOOTHYECKNX OCJI0KHEHUH

[Tpu OJIJI, kak nepBUYHO, TaK U B MPOIECCE XMMUOTEPANIEBTUYECKOTO U MHOTO JICUEHU S
9acTO BO3HHUKAIOT TPOMOOTHYECKHE OCJIOKHEHHsI, TpeOyrone NpodUIaKTUKA W TEparuH.
YacroTa TpOMOOTHYECKUX HAPYIICHUN MPU OMyXOJSIX CUCTEMBI KPOBH PA3IN4YHA, IPOBEICHHE
XUMHOTEPANUN YBETUYMBACT YaCTOTY TPOMOOTHUECKUX OCJIOKHEHHMU TMPAKTUYECKH B 2 pasza ¢
2.21% no 4.24% otHocuTensHO ucxomuoro yposHs [109, 110]. [Ipodunaktrka, TMarHOCTUKA U
JedeHre TPOMOOTHIECKUX ocyioxkHeHuH y nmarueHToB ¢ OJIJI/JIBJI mpoBoauTCs B COOTBETCBUH C
JNEUCTBYIOIMMU METOANYeCKUMHU pekoMernaanusamu [109, 110, 111, 240].

JlnarHocTrKa U JedeHrue TPOMOOTHUECKUX OCJIOKHEHHUH, 3aKOHOMEPHO BO3HUKAIONIUX Y
nanieHToB ¢ OJIJI, ocymecTBiasieTcss  HENOCPEACTBEHHO B NEPUOA  IPOBEICHUS
MPOTUBOOITYX0JIEBOTO XUMHOTEPANEBTUYECKOTO JeueHus [240].

Jlsist OLIeHKH pHCKa pa3BUTHUS TPOMOOTHYECKUX HapyIIeHWH W ux peruausoB mpu OJIJI
HEOO0XO/AMM TIIATENbHBIH cOOp aHaMHE3a C YTOUYHEHHEM HaJIM4yusl TPOMOO30B y MalMEHTA H
POJICTBEHHUKOB MEPBOW JMHHM, @ TaKXKe OLIEHKAa OOIIEro COCTOSHHS MallMeHTa U BHISBICHHE
COMYTCTBYIOIUX 3a00JICBaHUM.

JlabopaTopHYIO OIICHKY COCTOSIHUSI CHCTEMBI CBEPTHIBAHHS KPOBH OCYIIECTBISIOT MPH
MEPBUYHOM OOCIEOBaHUH OOJILHOTO, 10 Hayaia MPOBEACHUS CHEUPUISCKON TEepanuu, B TOM
quclie nepes KaxapM Kypcom X T (10 moka3aHusIM), a TAK)KE B CIIydae pa3BUTHSI TPOMOOTHUECKHIX

HapyIIeHUH Ha JTI0OOOM 3Tare TUarHOCTUKU, HAOIIOACHUS, JICUCHHUS.

7.6. lHarHOCTHKA M JieYeHHEe HEBPOJIOIMYECKUX MPOSIBJICHUN NPU OCTPOM JMM(POOIaCTHOM

Jeiiko3e
Bomneuenne unentpanbhoit HepBHOM cuctembl (LIHC) u mepudepuueckoit HepBHOU
cucteMbl MoxkeT BbIIBIATHCA Tipu OJIJI. HeBpomoruueckwe mposBICHHUS MOTYT OBITH Kak
MPOSIBJICHUEM CTEIIM(PUUECKOTO TTOPAKEHUsT HEPBHOU crucTeMbl (omyxosieBoe nopakenue [[HC),
Tak u npossieHueM ocnoxkHeHuidt OJIJI u ero nedeHus (remopparuyeckue, TPOMOOTHYECKUE,
TOKCHYECKHE MOPaXKeHUs] HEPBHOM CHCTEMBI). /{11 THarHOCTUKU M JICYEHHS] HEBPOJIOTUYECKUX
nposiBiieHU U ocioxkHeHu OJIJI mpumeHseTcss KOMIUIEKC HEBPOJIOTHUYECKUX HUCCIEIOBAaHUN U
Tepanus cooOpa3HO BUIy HApYIICHHS, C YYETOM XapakTepa OCHOBHOro 3aboneBanus [240].
Crnenuduueckoe omyxoneBoe nopaxenue [{HC c BoBieueHHEM TOJOBHOTO MO3ra, CIIMHHOTO
Mo3ra ¥ 000JI04eK MOXKET ObITh MPOSIBICHUEM OCTpOro JuMmdoobnacTHoro neiikos3a. Yaie Bcero
omyxoneBoe nopaxkenue I[HC nokamusyercs B noOHoOW nmone — 50%, pexe oTmedaercs B
MO30JIUCTOM TeJle U INIyOMHHBIX CTPYKTypax mo3sra (40%) mymnbTrdokanbHoe nopaxenue (35%),
JenTOMeHuHTeanbHoe nopaxenue (16%), n3omupoBaHHOE MopakeHUue cnuHHOro mosra (1%).
Kpome Toro, cnemmduuaeckoe nopaxenue [[HC MoxeT pa3BUBaThCS MO TUIY JIEMKEMHYECKON

MHOQUIBTPALUU 000JI0YEeK MO3Ta U MOPAKEHUSI CIMHOMO3T'OBOH JKUAKOCTH (HeMpoaekemMus).
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[IpodpunakTtuka, NDUAarHOCTHKA W JICYCHHE HEBPOJOTUUYECKHX TMPOSBICHUH Yy TMAIMEHTOB C
OJUJI/JIBJI mpoBOauTCSt B COOTBETCBUHU C JCHCTBYIOIIMMH METOAUYECKUMH PEKOMEHAAIUSIMU

[240].

7.7. llpopunakTuka A3BeHHOH 00/1e3HM KeayAka U 12-mepcTHOH KUIIKKH Ha (oHe Tepanuu

riarokoxkoprukonaamu npu OJLJI

B abcomoTHOE OOJBIIMHCTBO MPOTOKOJOB MPOTHBOOIyXojeBoro JedeHus OJIJI
BKJTFOYEHBI BBICOKHE 10361 TTFOKOKOpTUKOUIOB (I'KC). SI3Ba xenmynka wiu ABEHAAATUNIEPCTHON
KUIIKA SBISETCS OJHUM M3 CEphE3HBbIX NMOO0O0YHBIX AdexToB Tepanuun ['KC. Mexanusm
yibueporeHHoro aeicteud I'KC 3axmrodaercss B NOBBIIIEHUH CEKPELMU COJISIHOM KHUCIIOTHI B
KeJylKe, HW3MEHEHHH KayeCTBEHHOIO0 COCTaBa  CIIM3M, TOPMOXXEHMHM pereHepaluu
noBepxHoctHoro osmurenus. I[lpu coueranHom mnpumenHenun ['KC ¢ HecTepouIHBIMU
MIPOTHUBOBOCIIATUTELHBIMY U IPOTUBOPEBMATHUECKUMHU CPEICTBAMU U aHTUTPOMOOTHYHECKUMU
CPEICTBAaMHU PHUCK Pa3BUTHS CTEPOMIHBIX 3B BO3pAcTacT. B CBSA3M C yJbLIEpOT€HHOCTHIO, TIpU
ucrionbzoBannn ['KC HeoOXogmmMo TpPOBOAUTH AHTUCEKPETOPHYIO TEpaluio C  IEbIo
popUIAKTUKHN CTepouaHbIX 3B [115, 116, 118, 119, 240]. Ilpodunaktuka s3BeHHON OOJIE3HH
xenynka u 12-mepctHoit kumiku y manumeHToB ¢ OJUJI/JIBJI mpoBoauTcs B COOTBETCBHM C

JNENUCTBYIOIIMMU METOANUYECKUMHU pekoMeHaanusamu [115, 116, 240].

7.8. HpO(l)I/I.]'IaKTI/IKa, AUATHOCTUKA U JICYCHUEC ACCIITUYCCKUX OCTCOHECKPO30B Y NMAIIUCHTOB C

oCTPbIMH JUM(}OOIACTHBIMHY JIeliKO3aMU.

Acentuueckuii  ocreoHekpo3 (AOH) y marmueHTOB € OCTphIMH JHMGOOIaCTHRIMU
JefKo3aMU OTHOCUTCS K TIpyNIe BTOPUYHBIX OCTEOHEKPO30B. Ero pasBuTHe CBs3aHO C
HapyLIEHHEM KPOBOCHAOKEHUS U THOEIbI0 KOCTHBIX KJIETOK B ONPEICICHHOM y4acTKe KOCTHOM
TKaHM Ha (OHE XUMHUOTEpanmuH WM BO3JIEHCTBUS TIIOKOKOpTHKOWIOB. Hambonee uvacrto k
pazeututo AOH mpuBomuT Tepamnus ocTporo JuM(po0IacTHOTO JIeiKo3a (TITFIOKOKOPTUKOUIBI U
JpyTHe TpernapaTsl) U TPAaHCIUIAHTAIHS AJUIOTEHHOTO KOCTHOT'O MO3Ta.

AOH y OONBHBIX OCTPBHIMU JIEHKO3aMU MPEUMYIIECTBEHHO JIOKATU3YEeTCS B JUTHHHBIX
TpyOuaThix kocTsx. [lo pacnonoxeHuto B TpyO4aToil KOCTH O4aru MOTYT BBISBIIATHCS KaK BHE
CBSI3U C AMHU(PU3AMHU, 3TO MEAYJUISIPHbIE OCTEOHEKPO3bl, TaK U MOpakaTh 3MU(U3BI, CyCTaBHbIE
OTAeNbl TPYyOUaThIX KOCTEH. B 3TuX cilydasix OCTEOHEKpPO3 ONpEAENsIOT, KaK — acenTUYeCKUN
HEKpO3, W Jajiee, Ha3BaHHUE SMHU(H3a, HAMPHUMEP, ACCNTUYECKH HEKPO3 TOJOBKU OCIPEHHOM
koctu. Kak CHMHOHMM, 9acTO HCIIOJIB3YETCsl ONpeelieHHe — aBacKyJsIpHbIA Hekpo3 (ABH)
rOJIOBKM O€pEeHHON KOCTHM WM JAPYruX JOKalu3alluii OCTEOHEKPO30B 3MU(DHU30B IMHHBIX
KOCTEH, XOT#, CJIOBOCOUYETAHHE «ACENTUYECKHI HEKPO3» O0JIee TOUHO OTPaKaeT MaTOJIOTUIECKHMA
nporecc (aBaCKyJSPHBIM HEKPO3 KOCTH YacTO COMPOBOXAAeT HH(EKIHOHHBbIE 3a00JeBaHUS

KOCTe M CyCTaBOB, YTO HE OTHOCUTCA K paccMmarpuBaemoin mpoOieme). Ilpodumaktuka,
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JTUArHOCTHKA W JICUYEHUE acenTHYeCKUX Hekpo3oB y mamuweHToB ¢ OJIJI/JIBJI mpoBoautcs B

COOTBETCTBHUU C JECUCTBYIOIIUMH METOAUYECKUMU peKoMeHaauusmu [240].

7.9. luarHocTuKa M JiedyeHHue HHPEKIHOHHBIX OCJI0KHEHUI NpH ocTpoM JuMG00IacTHOM

Jeiiko3e

Nudexnum SBIArOTCS BEAYIUMHU OCIOXKHEHHUSIMHU TPU JICYCHUU 3a00JIEBAaHUN CHCTEMBI
kpoBu. Haunbonee BbicOKas yacToTa OMNpEeNeNseTcs y MalueHTOB C OCTPhIMU JIEHKO3aMH U Y
PEIUITUEeHTOB AJUIOTEHHOTO TpPaHCIUIAHTaTa CTBOJOBBIX remomnodtudeckux kietok (TI'CK),
Bapbupyet oT 30 10 90%. Tak, y malMeHToB ¢ OCTPHIMU JTUM(POUIHBIMH JIEHKO3aMU WH(EKITHH
pa3BUBAIOTCSl NPEMMYIIECTBEHHO Ha JTane MHAyKUuu pemuccuu (55%), pexxe — B NEpUO.
koHconmupanuu pemuccun (10%), y peuunuentoB amiorenHeix TI'CK — B mepuon
IPaHyJIOIUTOINIEHUH Ha 3Talle MPUKUBJICHUS TeMONo3THYecKuX KieTok (40-70%) u npu pa3BUTUN
peakiuu “rpaHcrmiaHTar npoTuB xo3zsuHa” (10-70%) [49, 122]. Yacrora WHQEKIMOHHBIX
OCJIO’)KHEHUH BBIIIE B IIEPUOJ MHIYKIIMU PEMUCCUH, ITPU PE3UCTEHTHOM BapHUaHTE OIMYXOJH, pU
BBICOKOJIO3HOM XMMHOTEPANUU, TPU COMYCTBYIOIIEH TUIoramMmarioOyJInHEMUU, B IEpPUOJ
BBIHYKJICHHON TUITOAMHAMUU U TIOCTOSIHHOTO MOCTEIBHOTO PEXUMA.

OCHOBHBIM  (PAKTOPOM, OIPENENAIONUM pa3BUTHE HMH(EKIMOHHBIX OCIIOKHEHUNA Y
namuentos ¢ OJIJI, sBaserca Heiftponenus (Heitrpodumbl <0,5x10°/7m) wim jeiikoneHus
(meiikonuthl <1 000x10°/7), a TaxKe MTUTENLHOCTh HEWTPONEHMH — dYacToTa HH(EKIwmit
CYIIECTBEHHO BO3pacTaeT MpH IIUTEIbHOCTH HeuTpomeHuu Oonee 10 mueil. Puck pasButus
MHQEKIUI Bo3pacTaeT Npy HapylmeHuH (aronurapHoil pyHKuu HeldTpoduios, npu aedexrax
KJIETOYHOTO M T'yMOPAJIbHOTO MMMYHHTETA, MOBPEXKACHUU CIM3HUCTBIX O0OJOYEK JKEITYJI04HO-
KHUIIIEYHOTO TpakTa (ocoOeHHo myko3utax III-IV crenenun), HanwuumM MEHTPATIHLHOTO BEHO3HOTO
karerepa (LIBK). HMcrounmkom pa3Butus WHQPEKIMH, KaK TPABUIIO, SBISCTCS JKEITyI0YHO-
KHIIIEUHBIN TPAKT, KOr/Aa aKTUBHO MPOUCXOIUT TPAHCIOKAIMS MUKPOOPTAaHU3MOB CO CIIM3UCTOM
000JI0UYKH, TOBPEXKIECHHON B pe3yiabTaTe XUMHUOTEpanuu. [[pyrue OoCHOBHBIE BXOAHBIE BOPOTa
nHpexnun npu HehTpornennn — [IBK. Jlnarnoctuka u jgedeHne WHOEKIIMOHHBIX OCIOKHEHHM,
3aKOHOMEPHO BO3HUKaromux y nmaneHtoB ¢ OJIJI, ocymiecTBisieTcss HEMOCPEICTBEHHO B IEPUOJ,
MPOBEJICHUSI TPOTHUBOOITYXOJIEBOTO XHMHOTepaneBTudeckoro nedenus [240]. IIpodunakruka,
JMAarHOCTHK M JieueHHe WH(PEKIUOHHBIX ocioxkHeHui y manuentoB ¢ OJIJI/JIBJI npoBoauTcs B

COOTBETCBHUHU C JECHCTBYIOIIUMHU METOAUYECKUMHU peKoMeHaanusmu [ 122-124, 240].
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Kpurepuu oneHKH KayecTBa MeAUIUHCKON MOMOLIHU

Kpurepun kavyecrBa

OuneHnka
BBINOJTHEHU

b |

[lpy mocTaHOBKE aWarHo3a s BepH(HKANUK UATHO33
BBITIOJTHEH OOIINH (KIIMHUYECKUH ) aHaIu3 KPOBU Pa3BEPHYTHII
(c moacyYeToM JIEHKOIMTAPHON (OPMYNBI U UCCIICAOBAaHHEM

YPOBHS TPOMOOITUTOB)

Ha/Het

BbImonHeHO — moOJydyeHHME — LUMTOJIOTMUYECKOro  Iperaparta)
KOCTHOTO MO3ra IyTeM IYHKIUHU (CTepHaJbHasi ITYHKIIUS,
MMYHKLIUS 3aHen OCTH OAB3A0IIHOMN KOCTH) Hu
[UTOJIOTUYECKOE HCCIIeIOBaHUE Ma3Kka KOCTHOTO MO3Ta)
(MuenorpaMma) W3 CTEpHAJBHOTO TIYHKTaTa C IEJbIO

Bepnq)mcam/m AWarHo3a U OIpeacCICHUs MpPOrHo3a ManrucHTOB

Ha/Het

BeinosnneHo LUTOXUMUYECKOE UCCIIEIOBaHHE
MHUKpOIpernapara KOCTHOro mosra (6mactHeix kietok KM) c

OCJIBIO BepI/I(bI/IKaL[I/II/I Juar"Hosa

Ha/Her

Brinmonaeno npu nepsuaHoit auarnoctuke OJIJ, a taxxe npu
00CJeIOBaHUN 1O TOBOAY JAMAarHOCTUPOBAHHOTO PEIUINBA
OJIJI uMToreHeTH4ecKoe MCCieoBaHue (KapUOTHIl) KIIETOK
acmypara KOCTHOTO MO3ra M HCCieloBaHuE OHONCHHHOTO
(ormepanMOHHOTO) Marepuajja TKaHeHd WM KOCTHOTO MO3Ta C
IpUMEHEHHEM MeTo1a (DITyOopecieHTHON THOPUIN3AIUH in Situ
(FISH) ¢ uenpro Bepudwukaium auar€osa W ONpPEICICHUS

T'PYIIIIBI PUCKAa U TAKTUKHW JICUCHUA

Ha/Het

BbInonHeHO UMMYHO(EHOTUITUPOBAaHHE TE€MOIIO3TUYECKHUX|
KJIeTok-npeamectBeHHul]; B KM ¢ menbio Bepudukanuy

narsosa

Ha/Her

BrinonHeHa KommblOTepHast ToMorpadus W/WIM MarHuTHO-
pE30HAaHCHOW ToMoOrpaduu TOJOBHOTO MO3Ta, OpPTraHOB
rPYIHOM M OPIOIIHOM MOJIOCTEH, a TaK)Ke APYTUX 00IacTeH 1Mo
MMOKa3aHUusAM, IJISA BBIABJIICHUSA BO3MOXKHBIX OYAroB IMMOPAKCHUA

Y COITYTCTBYIOIIEHN MAaTOJIOTHHU

Ha/Het
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BrImloTHEHAa CMIMHHOMO3TOBAss MYHKIHS C ITUTOJIOTHYECKUM
WCCIEeIOBAHUEM  KJIETOK  CIIMHHOMO3IOBOH  JKHMIKOCTH
(MHKPOCKOTTTYECKOE HCCJICTIOBAHUE CIIMHHOMO3IOBOM
DKUJIKOCTH, TIOACUET KIETOK B CYETHOM Kamepe) s

WCKITFOUCHMsI/ToATBEpKAeHUs BoBiedeHust [[HC.

Ha/Her

BrimonHeHa B KauecTBe MNMPOMMIAKTHKH HEHposeHKkeMuwy|
CIMHHOMO3TOBbIE€ IMYHKLIUHW C WHTPATEKaJIbHBIM BBEJICHHEM|
(BBenmeHnue nexapCTBEHHBIX MpEnapaToB B CIIMHHOMO3TOBOM
KaHaJ) Tpex mpenapaToB: #metoTpekcata** (15 mr mr) [1, 4,
158], uurapabuna** (30 mr/m?), #npeauusonona** (40 wmr)
[251] unmm #aexcamerazona™* (4 mr)[ 1, 4, 251] cornmacHo cxeme

BBIOPAHHOTO MPOTOKOJIA

Ha/Her

B3pocnomy nanuenty ¢ Ph-uerarusasim OJIJI npoBenena XT,
COTJIaCHO OJIHOMY u3 IBYX MPUHIIUIIOB
XUMHOTEPAeBTUUECKOTO BO3ACHCTBUS: 1) MMIYJIbCHOE,
BBICOKOJIO3HOE C HOCIETYIOIEH MOCTOSTHHOM
nojiepkuBaroiei Tepanueit (mporpamma Hyper-CVAD); 2)
Oosiee TpamuuMoHHOE (cTaHmapTHoe) — 8—9-HenenbHas
HENpEephIBHASI MHIIYKIUS C TTOCIEAYIOUUMHU HEOJTHOKPATHBIMH|
BBICOKOJIO3HBIMA ~ MHUEIOAONATUBHBIMH ~ KypcamMd ¥ B

MOCJICAYIOIICM — MMOAACPKUBAIOIIIUM JICUCHUCM

Ha/Het

10

Brimonaen BBIGpaHHLIﬁ AJI1 JAHHOT'O MalrueHTa MPOTOKOJI C

HCYKOCHHUTCIIbHBIM COGHIOIICHI/IGM BPCMCHHOI'O PCriIaMCHTA

Ha/Her

11

[TanMeHTy, HE3aBUCUMO OT IIPUMEHSIEMOI0 IPOTOKOJIA (KpoMe
Tepanuu  3penoro  BapuaHta  B-OJUJI),  BeImonHeHO
MOJ/ICP)KUBAIOIIEE JICUCHUE, COCTOSIIEe: U3 E€KEAHEBHOTO
nmpueMa MepKanTonypuHa**, wmerorpekcata** (mo3upoBKa
COIVIACHO TIPOTOKONYy) — | pa3 B HeAenmo, IMyJIbCOB
[IIIOKOKOPTUKOMIOB M BUHKpUCTUHA™** — 1 pa3 B Mecs1l WK 110

cxeme POMP B teuenue 2-x jgeT

Ha/Het

12

[Marmmentam ¢ OJUI/JIBJI u3 rpynmnsl BEICOKOTO pHCKa U TpHU
permauBe 3a00JeBaHUsA, a TAKXKE UX CHOJIMHIaM BBITOJHEHO
onpeaeieHue HLA-agTureson C EJIBI0 IIOUCKA

noTeHnuaibHoro nonopa ['CK

Ha/Her
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13

[lanireHTy Ha »Tamax WHAYKIUM W KOHCOJUIAIUU TIEPE]l
HA4YaJloM Ka)XJ0ro TMocieaykomero 3tana jaub6o 1 pa3 B 2
MECiALa BBIITOJIHEHO KOHTpOJIBHOG HCCIICAOBAHUC KM
(mosydeHue UTosIornueckoro npenapata KM myrem myHKIuu
(cTepHanmbHAsl TMYHKIUSA) W IMTOJOTUYECKOE HCCIEIOBaHUE

Maszka KM (MuenmorpamMma) U3 cTepHaIbHOTO ITyHKTATA)

Ha/Her

14

[Tanimenty Ha (oHe momnepkuBaromei Tepanuu 1 pa3 B 3
Mecslla B T€UYEHHUE 2 JIET U B JaJbHEUIIEM, MOCIE CHATUS C
JICUCHUA, KAXKABIC I1OJITroaa 10 3 et H8.6JIIO,Z[CHI/I$I BBITIOJIHEHO
KOHTPOJILHOE HCCJIENOBaHUE KM (momryueHue
nurojorndeckoro  mnpemapara KM myrteM  myHKIUH
(cTepHasibHAsE TYHKLHKS) U IUTOJOTHYECKOE HCCIIEIOBaHHE

maszka KM (MuenorpamMma) u3 CTEpHAIBHOTO ITyHKTATA)

Ha/Her

15

[anuenty ¢ mozgaum perpnuBoMm OJIJI/JIBJI HazHaveHa cTaHmapTHAas
tepanuss OJUJI 1-i1 nuHMM unu apyrue BapuaHThl 2-H JIMHUM Tepamuu
(Bo3moskubie X T komOunarmu FLAG-Ida, FLAM wmu Hyper-CVAD, 6o
#oopTtezomuba®™* B komOuHamu ¢ XT (Hampumep, #MUTOKCAHTPOHOM **,
JeKcaMeTa3’oHOM™* | acmaparuHas’ou*™*  mim  MMMYHOTepanuio

(62vHaTyMOMaboOM** MAM MHOTY3ymMab 030raMMUMH**), a Takxke

Tepanuio #BeHETOKIAKC** B coueTaHuu ¢ #aeunTtabruHom**

Ha/Her
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Ipunoxenne A2. MeronoJsiorusi pa3padoTKu KJIMHUYECKHX PeKOMEHIalui

HeneBasg ayiuTOpUs KIMHHYECKUX PEKOMEHIANMH:

® BpauU-reMaToJIOrH;

® BpauU-OHKOJIOTH;

® Bpauu-TEpaIeBThI;

® BpauM-aKylIEPbI-TUHEKOJIOTH;

® BpauYM-aHECTE3UOJIOIM-PEAHUMATOJIOTH;
e BpayM-KIMHUYECKUE (HapMaKOJIOTH.

Poccuiickas uccienoBaTenbckas Ipynna MO HM3YYEHHIO OCTPBIX JIEHK030B ¢ 1995 .
nposesnia 3 MHoroneHTpoBbix KU no nedyenuto nauuentoB ¢ OJIJI B Bo3pacte ot 15 no 55 nert, B
KOTOPBIX MPUHUMAJIA y4aCTHE TeMaTOJIOTHYECKUEe IEeHTphl u3 Oojee ueM 30 ropomoB Poccum.
Pe3ynpTaThl 3THX HMCCIEOBaHUI HEOJHOKPATHO OIYOJMKOBAHBI U OOCY)KICHBI HA €XKETOHBIX
pabounx COBEIIaHUAX MCCIEI0BATENbCKOM Ipymnibl. Kpome Toro, npu co3aaHuu HallMOHATBHBIX
pEKOMEHIallMii UCIIOJIb30BaH OMBIT M OTAENIbHBIX (helepaTbHbIX T€MaTOJIOTUYECKUX LIEHTPOB, B
KOTOPBIX KOHIICHTPUPYIOTCS OOJIBHBIE ATUM 3a00JI€BaHUEM.

Poccuiickas uccnenosatenbekas rpynmna no jgedeHnto OJIJT B3pocnbix (nanee — RALL)
SIBIIICTCSL YYACTHUKOM OOIIEEBPOINEHCKON KOOTIepallii B TOW 00JIaCTH reMaTOJIOTHU M BXOJWT B
eBporeickyto pabouyro rpynmy o uzydenuro OJIJI u oobenunsier 14 uccienoBaTeabCKUX rPyII
W3 Pa3IMYHBIX eBpomneiickux crpaH. [Ipu pazpaboTke peKOMEHIAIMH TaK)KE YUUTHIBAICS OTIBIT
aMEpUKAHCKUX HUCCIEeN0BaTENbCKUX Ipynil U pekoMeHaanuu NCCN.

Iockonbky OJIJI mpencraBisier coboil penkoe 3aboiieBaHUEe U XapaKTepU3yeTCs
CYIIIECTBEHHOM T'e€TEPOTreHHOCTHIO, B HAcTosIIee BpeMs obmiei mporpammbl jedenus OJUJI we
cymectBytoT. Tepamus OJIJI yetko nuddepenmpoana. B ocHoBe Poccuiickux pekoMeHaanuim
JeKaT pe3yiabTaTbhl COOCTBEHHBIX HCClleOoBaHM, EBpomeilickue peKoMeHJalMu MO JICUYCHHIO
OJUI, Amepukanckue pekomennanuu NCCN.

Tabauna 2. kana onenku Y 11 1151 METOI0B TUATHOCTUKH (IMarHOCTHYECKUX BMEIIATEIIbCTB)

YA PacuupoBka

1 Cuctemarnueckue 0030pbl UCCIEIOBAHUN C KOHTPOJIEM pe(epeHTHBIM METOJIOM HITH

cucreMaruyeckuii 0030p pangomusupoBanHbix KM ¢ mpumenennem Metaanaimnsa

2 OTtnenpHBIE WCCIACAOBAHHUS C KOHTPOJIEM pedepeHHBIM METOJIOM WM OT/ACIIbHBIC
pangomusupoBanaeie KM u cucreMaTtudeckue 0030pbl HCCIEIOBAaHUN JIFOOOTO

In3aiiHa, 3a UCKJIIOUeHneM panaoMusupoBanHbix KU, ¢ npuMeHnennem Metaananusa

3 UccnenoBanus 6e3 MoOCIeI0BAaTENIbHOTO KOHTPOJIS pedEepeHTHBIM METOJOM WU

ucciacagoBaHus C pe(bepeHTHBIM METOJAO0OM, HE ABIAOINUMCA HE3aBHCHMBIM OT
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HCCIEAYEMOI0 METOJa UJIN HEPAHAOMU3SUPOBAHHBIC CPABHUTCIIbHBIC UCCIICIOBAHUA, B

TOM YHUCJIC KOI'OPTHBIC NCCIICAOBAHMA

4 HeCpaBHI/ITeHLHBIe HUCCIICA0OBaHUA, OITMCAHNEC KIIMHUYCCKOIO ClIy4das

5 Nmeercs nums 000CHOBaHNE MEXaHU3MA JICUCTBUS WM MHEHHE DKCIIEPTOB

Taboauna 3. [xana onenkn YJIJ| ams MeronoB mpoduIaKkTUKH, JICUCHUS W peadUIuTaluu

(mpodunakTUYECKHX, IeUeOHBIX, PEaOMIUTALIMOHHBIX BMEIIATEIBCTB)

YA Pacum¢pposka
A

1 Cuctemarnueckuit 0030p pangomusupoBanubix KU ¢ mpuMeHeHreM MeTaaHan3a

2 | OtnenbHble panpomuspoBaHHble KM u cucrematnueckue 0030pbl HCCIIEIOBAHUIMA
mo00ro u3aiiHa, 3a HCKIIOYeHHEM paHaomusupoBaHHbIX KU, ¢ mnpumeHeHuem

MCTaaHainu3a

3 HepaHIIOMI/BI/IpOBaHHLIe CPAaBHUTCJIbHBIC HCCIICAOBAHUA, B TOM UYHUCIIC KOTOPTHBIC

HUCCICIO0BaHUA

4 HeCpaBHI/ITeHBHHe HCCIICOOBAaHUA, OIMMCAHUC KIMHHYCCKOIo CcCiiydas HWJIW CEPHUU

CJIy4acB, UCCIICOAOBAHUA «CJIY'-Iaﬁ — KOHTPOJIb»

5 Nwmeercs nuib 000CHOBaHHWE MEXaHHW3Ma JICHCTBHUS BMEHIATEIbCTBA (JOKIMHUYCCKUC

UCCIIETIOBaHMs) NI MHEHHE SKCIIEPTOB

Taboauna 4. [Mlkama ouenkn YYP i MeTonoB mpodUIaKTHKW, TUATHOCTHKH, JICYCHHS W

peabunutanyu  (MPOPUIAKTUYECKUX, JUATHOCTUYECKUX, JIEYEOHBIX, PEAOMIHTAIMOHHBIX

BMEIIIATEIbCTB)
YYP Pacumdposka
A CunbHas pekoMeHnanus (Bce paccMaTpuBaeMble KpuTepud 3(PQPEeKTHUBHOCTU

(I/ICXOHBI) ABIAKOTCA BaXXHBIMHU, BCC HMCCICAOBAaHUWA HMCIOT BBICOKOC HWIIH
YAOBJICTBOPUTCIIBHOC METOJOJIOTHYECKOC Ka4deCTBO, nux BbIBOAbI o

HHTCPCCYIOIIUM UCXOJaM SABJIAIOTCA COPJIaCOBaHHBIMPI)

B YcnoBHas pekoMeHIanus (He BCe paccMaTpuBaeMble KpuTepuu 3(EeKTUBHOCTH
(Mcxonpl) SIBISIFOTCS BaXKHBIMU, HE BCE HCCIIEIOBAaHUS HMEIOT BBICOKOE WIIU
YIIOBJIETBOPUTEIBHOE METOJOJOIMYECKOE KaueCTBO MW/WIM MX BBIBOJBI 10

HHTCPCCYIOIIUM UCXOAaM HE SABJIAIOTCA COFJ'IaCOBaHHBIMI/I)

C Cnabas pexomeHaIus (OTCYTCTBUE T0KA3aTeBCTB HAIISKAIIETO KauecTBa (Bce
paccMaTpuBaeMble KpUTEpHH YPPEKTUBHOCTU (MCXO/IbI) SABISIOTCS HEBaKHBIMU,
BCE UCCIIEJOBAHUS UMEIOT HU3KOE METO0JI0IMYECKOE KaUeCTBO U MX BBIBOJIBI IO

HHTCPCCYIOIIUM UCXOAaM HE SABJIAIOTCA COFJ'IaCOBaHHBIMI/I)
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IMopsiniok 00HOBJIEHUS KIIMHUYECKUX PeKOMEHIan i

Mexanusm ooHoBieHuss KU pexycMaTrpuBaeT ux CUCTEMaTHYECKYIO aKTyaTu3aluio — He
pesxe ueM 1 pa3 B 3 roj1a WM py NOSBICHUH HOBOM MH(POPMALIUK O TAKTUKE BEICHHS MAI[IEHTOB
C JaHHBIM 3a0o0JeBaHueM. Pemmenue 06 oO0HoBiIeHnN puHuMaeT M3 PD Ha 0cHOBE NpeAIOKEeHUH,
MPE/ICTABICHHBIX MEAUIIMHCKUMH HEKOMMEPUYECKUMH NpOo(eCcCHOHAIbHBIMUA OpTaHU3alUSIMH.
ChopmupoBaHHbIe TNPEIJIOKEHUS JOJDKHBI YUYUTBHIBATH PE3YNbTaThl KOMIUIEKCHOW OLEHKU
JIEKapCTBEHHBIX IPENapaToB, MEIUIMHCKUX W3JEINI, a TakKXKe pe3yJlbTaTbl KIMHUYECKOU

anpoOaryH.
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Ilpunoxenne A3. ChnpaBouyHble MaTepHajibl, BKJIKYasg COOTBETCTBHUE
NMOKAa3aHUIl K NMPUMEHEHWI0 U NMPOTHBONOKA3AaHUH, CIIOCO00B NMPUMEHEHHS U
103  JIEKAPCTBEHHBIX IMpenaparoB, HWHCTPYKUMH 10 NPUMEHEHHIO

JIEKApPCTBEHHOT0 Mpenapara

Ipunoxenune A3.1. Ilporoko.sl jJeyenus OJLJI
IIporokosn poccuiickoii mcciaenoparenbckoi rpynnsl Aiast Ph-HerarmBubix OJLJI y
NaNMeHToOB B Bo3pacrte MoJjioxke 55 jger — «OJIJI-2009» [1, 66]
Cxema nporokoua «OJIJI-2009»

Ilpeogpaza: npenauzonon™* 60 mr/m?, 1-7-it nau

- Hynaxuusa KM Ha 8-if 1eHb —_—

<25% OmactoB >25% OmnacToB
I ghaza unoyxkyuu 1 ghaza unoyxkyusn
IIpeonuszonon™** 60 mMr/m?, Jlexcamemaszon™** 10 mr/m?,
8—28-it g + 7 HEW OTMEHBI 8—28-ii qHU + 7 1HEW OTMEHBI

e JlayHopyOouuuu** 45 mr/m?, 8, 15, 22-it ntau
e Bunkpuctun** 2 wmr, 8, 15, 22-it nau
e Acmnaparunaza** 10 000 EJI/m?, 29-#1, 36-it nan

Hynkuusa KM na 36-ii nenb

v

11 ¢haza unoykyuu
e MepkanTonypun** 25 mr/m?, 43—70-i1 1
o [uxnopochamua™* 1000 mr/m?, 43-if neHb
o [urapabun** 75 mr/m?, 45-48-i1, 59-62-it nau
e Acnaparunaza** 10000 EJ/m?, 50, 57, 64-ii ngHM wim
moracnapraza** 1000 EJI/m?> 50-i, 64-it qau

Hyaxkuusa KM na 70-ii nenn

4~/ \->

<5% OmacToB >5% OacToB
Konconuoayusa 1 Ilpocpamma
o Jlexkcamerazon** 10 mr/m?, 71-84-ii nuu + 7 IHEH OTMEHEI Jeuenus
e Jlokcopyouruua®* 30 mr/m?, 71-i, 85-if mHU pe3ucmeHmHuvlx hopm

e Bunkpuctur** 2 mr, 71-i, 85-i1 qHu Momudukanus 10351
l MepKanTonypuHa** B
122 3aBUCHUMOCTHU oT

YPOBHS JIEUKOIIUTOB U

TPOMOOIIUTOB



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

nnu maracmapraza** 1000 EJI/m?  92-it nenp

'

Konconuoauusn 111

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

moracnapraza** 1000 E/I/m?* 113-i nenn

Konconuoauus IV

Metotpekcar** 1,5 r/m? (B Teuenue 24 u), 134-ii nens
Texcamerazon** 30 mr/m?, 134—136-ii quu

10 000 EJ/m?,
moracnapraza** 1000 EJI/m?> 136 nenn

v

Konconuoauua vV

Acmaparunaza** 136-i1 newp win

Iurapabun** 2 r/mM%, 2 pasa B 1eHb, 148-if 1eHb

Texcamerazon** 30 mr/m?, 148—150-ii quu

Yucjo ql:(:ﬂO Jlo3a

JelikonM | TpoMOoOL | MepKamnT

TOB HUTOB onmypuHa
S

bonee 2,0 | bonee 100 | 100 %

x 10/ x 10/ JIO36I

Or Or 50 x50 %

1,0<10%n | 10°/n o | mo3sl

10 100 X

2,0x10%n | 10%/n

Menee Menee 50 | 0 %

1,0x10%/n | x 10%/n

Acnaparunaza** 10 000 EJI/m?, 150-i nenp winu maracmaprasza ** 1000 E/I/m? 150 nenn

'

Hoddepofcueammaﬂ mepanus 6 meuenue 2 nem om momenma 3aeepuienun nocneonezo Kypca

KOHcouoayuu

Meostcdy yuxknamu noooeprcuearouiell mepanuu Hem unmepeanos: I1-it denv nocineoyrwuieco

Kypca cnedyem cpasy 3a nOC1eOHUM OHEeM Npeoulecmeyouezo

Hoooepocusarowas mepanus, yukavt Ne 3(1-3):

Jlekcamerazon®* 10 mr/m?, 1-3-it guu
Mepxkantonypun** 50 mr/m?, 4-28-ii 1Hu
Bunkpuctun®* 2 mr, 1-it nenn
HNaynopyounua™** 45 mr/m?, 1-i neHb

#Metotpekcat** 30 mr/m?, 2, 9, 16, 23-it nHI

‘\

Monudukarus 10361
MepKanTonypuHa** u
#meToTpekcaTa** B
3aBUCHUMOCTH OT
YPOBHS JIEUKOLUTOB U

TPOMOOIIUTOB

_/

Acmaparunaza** 10 000 EJI/m?, 3-#1, 10-#1 naun unum moracmaprasa ** 1000 EJII/m? 3 nens
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(cymmapuas 003a anmpayukiuHo8 U poOCMBEHHbIX COCOUHEeHUl K MOMEHMY 3aepuleHus 3-20

Kypca noodepacusarowell mepanuu cocmasisem 360 me/m’ 6 pacueme na 0ayHopyouyun**)

Hlooodepocusarowas mepanus, yukavt Ne 21(4-24):

Jlekcamerazon®* 10 mr/m?, 1-3-it guu
Mepxkantonypun** 50 mr/m?, 4-28-ii 1Hu
Bunkpuctun®* 2 mr, 1-it nenn
#Metotpekcat** 30 mr/m?, 2, 9, 16, 23-it nHI

Acmaparunaza** 10 000 EJI/m?, 3-#1, 10-# nau unum moracmaprasa ** 1000 EJII/m? 3 nens

Ilpogunakmuka neiiponeiikemuu

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

21, 28, 35, 70-i1 nau B Teuenne XT, 105-i nens xoncomuaanuu II, kaxxaeie 3 MecsIia B TeUCHHE

MOAJEP>KUBAOLIEH TEPAIIHH.

Jleuenue neiiponeiikemuu

[Tocne muarHOCTHUKY HEUPOJICUKEMUHN BCe OOJIbHBIC, TIOYYAIOIINE MPETHU30I0H**, IepeBOIATCS

Ha jJekcaMmeTa3oH™**. CIHHHOMO3TOBBIC ITYHKIIMH BBITIOJHSIOTCS € 4acTOTOM 1 pa3 B 2-3 mHA 10

MOJIYYCHUA 3 HOPMAJIbHBIX aHAJIN30B CIIMHHOMO3TOBO KUAKOCTH, 3aTCM ITYHKIIUH BBIITOJIHAKOTCA

1 pa3 B Hezento B TeueHHe3 Mec, 3aTeM 1 pa3 B 2 HeJ B TeueHue 3 Mec, 3aTeM | pa3 B 2 Mec 10

OKOHYaHUs JICUCHHUA.

IIporokosa poccuiickoii wuccenoBarejJbckol rpynnbl s Ph-weratuBubix OJIJI y

NaNMeHTOB B Bo3pacTte MoJioxke 55 jer — «OJIJI-2016» [1]

Cxema nporokouaa «ALL-2016»

Ilpeogpasa: penuuzonon™* 60 mr/m> 1-7 nau

- Hynkuusa KM Ha 8 nenn —_—

<25% OmactoB > 25% OmacToB
Hnoykuusn I paza (8-36 onu) Huoykuus I gpaza (8-36 onu)
IIpeonuszonon** 60 Mr/m? Jlexcamemaszon™* 10 Mr/m?
8-28 mHU + 7 nHEW OTMEHBI 8-28 nHu + 7 nHEW OTMEHEI

Haynopyouuun** 45 mr/m?> 8, 15, 22 nuu

Bunkpuctun®* 2 mr 8§, 15, 22 nau

acnaparunaza** 10000 EJI/m* 29, 36 gau

Cnunnomo3208as nynKyus ¢ 66edeHuem mpex npenapamog (uurapadbun™®* 30 mr,
#metoTpekcar™** 15 mr, #aexcamerazoun™* 4 mr)- 0,7,14,21,28,35 onu
Hynaxuusa KM Ha 36 nenb
v
Hnoykuusa Il ghaza (43-70 onu)
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Mepxkanronypun™* 25 mr/m?  43-70 gan
Huxnodochamua™** 1000 mr/m? 43 neHn
Hurapabun** 75 mr/m?  45-48, 59-62 nuun
acmaparunaza** 10000 EII/m> 50, 57, 64 nau wnm moracmaprasza ** 1000 EI/m? 50, 64 nau
Cnunnomoseosas nynkyusi ¢ 6gedeHuem mpex npenapamos(nurapadun®* 30 mr,
#meroTtpekcat** 15 mr, #nekcamerazon** 4 mr) 69 denw

Hyaxuusa KM na 70 nenb

4~/ \->

<5% OmacToB >5% OacToB
|0uen1ca MOB B K/M| npozpamma
Jleyenus
Konconuoauusn I (71-91 onu) pe3ucmenmuvix opm

JHekcamerazon™* 10 mr/m? 71-84 nuu + 7 nHEH OTMEHBI

Hokcopyournuma™** 30 mr/m? 71, 85 nHu

Bunkpuctun®* 2 mr 71, 85 nuu

Cnunnomo3208as nyHKYus ¢ 86edenuem mpex npenapamos (utapadbun™®* 30 mr, #merorpekcar™**

15 mr, #nekcamerazon** 4 mr) 84, 91 oenw

Konconuoauusn II (92-105 onu) ™\ MoaudukaLms [03bi

Mepxkanronypua™* 50 mr/m?>  92-105 nan
acmaparunaza** 10000 E/I/m* 92, 99 namn

MepkanTonypuHa**

B 3aBUCUMMOCTU OT
win maracmapraza ** 1000 EII/m* 92 nenn

YPOBHA NEenKouuTOoB
CI’lLlHHOM03206a}Z NYHKYUs C eeeaeﬂueM >

mpex npenapamog (uutapadbun** 30 wmr, #merorpekcar*{* 15 wmr, #aexcamerazoH** 4 wmr)

105 oenw

| v
Konconuoauusn I11(106-133 onu) \
Mepxkantonypun** 25 mr/m*>  106-133 nuu
Huknopochamun®* 1000 mr/m> 106 nens
Hurapadbun** 75 mr/m> 108-111, 122-125 gan
acnaparunaza** 10000 E/I/m?> 113, 127 nau

wiu maracnaprasza ** 1000 EJI/m* 113 nens
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Cnunnomoszosas NYHKYUus ¢

#metorpekcat** 15 mr, #aekcamerazon®* 4 mr) 119 oenw

'

‘OHGHKa MOB B ¥/M (1eHB +133)|

Konconuoauusn 1V (20-23neoenu)

86edeHuemM mpex npenapamog (mUTapaOuH™*

30 wr,

YHUCIIO

134-161 gam
#Mertotpekcar®** 30 mr/m? 134, 141,148,155 nuu

Mepxkanrtomypun** 50 mr/m?
JIERKOIIUTOB

YHUCIIO

TPOMOOIIUTOB

Jo3a
MEpKariTo-

mypuHa

6osee

Hexcamerazon™* 10 mr/m2 134-136 nan

6osee

100x10%/n

100% mo3st

ot 50x10%1 mo
100x10%/n

50% oT m0351

2,0x10%/n
acraparunasza™* 10000 EJI/m? 135,142,149,156 nuun or TOxI0m
win maracmapraza** 1000 EJI/m? 135, 149 nuu 710 2,0x10°/n
CnunnomM03208a5 NYHKYUsl ¢ 86e0eHUueM 1.0x10%1

menee 50x10%/1

0%

mpex npenapamos (nutapadbun™** 30 mr, #MeroTpekcar™**
15 mr, #nekcameTazon** 4 mr) 140, 154 onu
Konconuoauusa V (24-27 neoenu)

Jlexcamerazon** 10 mr/m? 162-164 nau

Mepxkanronypun™* 25 mr/m? 165-190 nau

172-175, 185-188 quu
acmaparunaza** 10000 EJI/m? 162, 169, 176, 183 nenp

win meracmapraza** 1000 EJI/m? 162, 176 nau

[urapabun** 75 mr/m>

Cnunnomo3208as nyHKYus ¢ 86edenuem mpex npenapamos (utapadbun™®* 30 mr, #merorpekcar™**

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

‘OHGHKa MOB B ¥/M (1eHB +190)|

|

Hoddepofcuealomaﬂ mepanus 6 meuenue 2 1em om mMomeHma 3aeepuieHun nocneonezo Kypca

KOHcoOnuoayuu

Mexcdy uuknamu noodepicugairouwieil mepanuu Hem UHMEPBEANOE:

nocneoywuie2o Kypca cieoyem cpaszy 3a noCJ1eOHUM OHeM nPeoulecmeyou,e2o

Hloooepscusarowan mepanus, yukavt No3 (1- 3)(nauano 28 neoenu, +191 oens)

~

1-3 mun
4-28 nuu

JlekcameTtazon** 10 mr/m?
Mepxkanronypun™* 50 mr/m?
Bunkpuctun®* 2 mr 1 nesn
Haynopyouyun®* 45 me/m? 1 denw
#Merotpekcar** 30 mr/m? 2, 9, 16, 23 nau
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acnmaparunaza** 10000 E/I/m*> 3, 10 nau

nu maracmaprasza ** 1000 EJI/M? 3 nenn

(cymmapuas 003a aHMPAYUKIUHOE U POOCMBEHHBIX COeOUHEHUl
mpemve20 Kypca noooepicusaroueli mepanuu cocmagisem
360 me/m’ 6 pacueme na Jaynopybuyun**)
Ioooepocusaromas mepanus, yukavl No9 (4 - 5)
JHlekcamerazon** 10 mr/m? 1-3 nHu

MepxkanTonypun** 50 mr/m?  4-28 nau

Bunkpuctun®* 2 mr 1 nesn

#Metotpekcat** 30 mr/m? 2, 9, 16, 23 nau
acmaparuraza** 10000 EZl/m*> 3, 10 qau

win maracmapraza** 1000 EJI/m?> 3 nenb
Iloooepocusaromas mepanus, yukavl Nel2 (6 - 24)
JHlekcamerazon®* 10 mr/m> 1-3 mHM

Mepxkantonypun** 50 mr/m?  4-28 nau

Bunkpuctun®* 2 mr 1 nesp

#Metotpekcat** 30 mr/m? 2, 9, 16, 23 naun

Ilpogunakmuka neiponeiikemuu

K MOMeHm)y 3a6epUulerHusl

Moandukauna oosbl
MepKanTonypuHa** n
#mMeToTpekcaTa*™ B
3aBNCMMOCTH oT
YPOBHA NEenKouMTOB

n TpomboumToB

Wutpatexkansho (Lurapabun™* 30 mr, #Merorpekcat™** 15 mr, #/lekcamerazon™* 4 mr): Bo

Bpems unnykuuu: quau 0, 7, 14, 21, 28, 35, 69;

e BO BpeMs KypcoB kKoHconumanuu Ha aau 84, 91 (I xoncomumanus), 105 (II koHcomumanus),
119 (IIT xoncomumanus);140, 154 (IV xoncomumanwmsi), 177 (V xoncomumanus), 190(V

KOHCOJIM/IAITHS )

e Kaxple 3 Mecsla B X0Jie 2 JIET MOIJICPKUBAIOIIECH Teparuu J0 3aBEPILICHUS BCE TPOrpaMMBbI

JIEYEHUs 110 MPOTOKOITY (8 MYHKIIN)
Jleuenue neiiponeiikemuu

[Tocne nuarHOCTUKU HEHpOIeHKeMUuH Bce OOIbHBIE, TOTYYaOIIie MPEeTHN30I0H™*, mepeBoasITCS

Ha JekcameTa3oH™*, CIIMHHOMO3TOBbIE TTYHKIIUH BBITIOJHSIOTCS ¢ YaCTOTOM OJWH pa3 B JBa-TPH

AHA 10 MOJYUYCHHUA TPEX HOPMAJIBHBIX aHAJIU30B CIIMHHOMO3TOBOMU KHUIAKOCTH, 3aTEM IIYHKIHUU

BBIITOJIHAKOTCA OJJUH Pa3 B HECACIIIO — B TCYCHUEC TPCX MCCALICB, 3aTCM OAWH pa3 B JIBC HCIACIN — B

TCYCHHUC TPCX MCCALICB, 3aTCM OJIMH pa3 B ABa MECALld 1O OKOHYAHUS JICUCHUA.

IIpoTokoa Hemenkoi ucciaeroBareabckokid rpynnbl GMALL (06/99 and

07/03) [S, 254]

da3a Tepanuu Jo3a, nyTh BBe1eHUsI Bpemsi BBenenust

IIpendgasa (auu 1-5)
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Jlexcamerazon™* 10 mr/m? BHYTpB Huu 1-5
Huxnodochamumm™** 200 mr/m? B/B (1 ) Huau 3-5
#MetoTpekcar** 15 Mr uHTpaTeKaibHO Hens 1

IlepBas ¢a3za unayxuum (qum 6-20)

Jlexcamerazon™* 10 Mr/m? BHYTpB Huu 6-7, 13-16
Bunkpuctun®* 2 mr B/B (060J110CHO) Huu 6, 13, 20
HayHopyounus** 45 mr/m? /B (15 Mun) Huu 6 - 7,13-14

Bospacm >551 30 me/m?
IIsracmaprasza** 1000 ex/m? B/B (2 ) Jens 20
Bospacm >551 500 eo/m’
dunrpactum** 5 MKI/KI OAKOXHO Hauunas ¢ 6-ro gus
Y nayuenmog c ucxoonvim
Koauuecmeom Heumpogunos <500/mkn Hauunas ¢ 1-ro qus
TakTuka BeJCHHS TMAIMEHTOB C MCXOJHBIM KOJUYECTBOM HeuTtpodpuiaoB <500/mkn (umu
pa3BUBIINMCS B TeueHue 1-x 5 nHei):
o [IP unu wacmuynas pemuccus Ha 1 1-1i Oens. 86edenue daynopyouyuna**, sunkpucmuna **
u oexcamemaszona™* npu Heobxooumocmu mModxcem Obims HepeHeceHo 00 80CCMAHOBIeHUS.
yucna Heumpo@gunos >500/mKn (Makcumym Ha Heoero).
o [lpu pe3ucmeHmuocmu Uiy nPOSPeccull. nPOOOINCeHUe Mepanuu.
Ouenka pemuccuu: 11-it u 26-i1 nuu (¢ ouenkoit MOB).

II pa3a unpykumnu (26—46-i 1HN)

Huxnodochamumm™** 1000 mr/m? B/B 26-11, 46-i1 THU
[MutapaOun** 75 Mr/m? B/B 28-31, 35-38, 42-45-i naun
MepxkanTomypus** 60 Mr/M> BHYTpb 26—46-i1 THU
#MetoTpekcar** 15 Mr uHTpaTeKaIHLHO 28, 35, 42-ii nan
dunrpactum** 5 MKI/KT OIKOKHO HauyuHag ¢ 26-10 qHs
O6nyuenue [ITHC 24Tp

[Mammentam ¢ T-OJUJI ¢ mopakeHHeM CpeIOCTeHHs B Hayayie BTOPOH (a3bl MHIYKIHUU
BeimtostHsIeTCs: KT-koHTpOosk. [Ipu octaTouHO# OMmyXoau >2 cM mocie BTopoi (ha3bl HHAYKIINHU B
MIPOrPaMMHYIO TEPAIUIO BKIIOYAIOT 00TyUeHHeE.

Ouenka pemuccun: 46-it nens (¢ onenkoir MOB).

Kouncommaanus I (71-ii nenn)

Jlexcamerazon™* 10 Mr/m? BHYTpB 1-5-# naM
Bunkpuctun®* 1 mr/m? (max 2 mr) B/B (60omocHO)  1-if meHs
MeTtoTtpekcat** 1.5 r/m? B/B (24 u) 1-i1 neHp
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Bospacm >355 nem
#Oromo3um**
[{utapabun**
Bospacm >355 nem
dunrpactum**
#MetoTpekcar**
[{utapabun**

#JlexcameTa3oH**

1,0 2/m° 6/

250 mr/m? B/B (1 )

2 r/m* 2 pa3a B 1eHb B/B (3 1)
1 r/m? 2 paza B JieHb B/B

5 MKI/KT OIKOKHO

15 mMr

40 mr MHTPATEKAIbHO

4 mr

4-i1, 5-i1 THA

5-U IeHb

HayuHas ¢ 7-Tro IHSI

12-# neunp

Onenka pemuccun: 71-it nens (¢ onenkoir MOB).
Hanee nmpoBoautcs mobdunuzanus U coop CKK Bcem manmeHTam CTaHZapTHOTO PHCKa U
BCEM IMAalIUCHTAM BBICOKOT'O 1 OYCHBb BBICOKOT'O FPYHH pI/ICKa, y KOTOpBIX HECT ,Z[OHOpa.
Cxema nanpHEHMIIEro JIEUYEHUS 3aBUCUT OT TPYINIBl PUCKA, K KOTOPOW NMPUHAAIEKUT
MalyeHT.
JJisl rpynnel CTAHAAPTHOTO PUCKA:

Kouncoimaanus Bropas (16-s1 Hexest)

MertoTpekcat** 1.5 r/m* B/B (24 u) Hens 1, 15
Bospacm >55 1 1.0 2/m° 6/

IIsracmaprasza** 500 ex/m? B/B (2 ) Jau 2, 16

MepKanTomnypun™* 60 Mr/mM? BHYTpb HMuum 1-7, 15-21

Ouenka pemuccun: Heaens 16 (¢ onenkoit MOB).

Peunpyxkums I (22-s1 Henesns)

#I1penan3omon™* 20 mr/m” B/B 3 PBI 1-14-i1 naun

Bunkpuctun®* 1 mr/m? B/B (60MIOCHO) 1-7-# nan

JIokcOopyOuIMH** 50 mr/m? B/B (15 MuH) 1-7-it quu

#MertoTpekcar** 15 mr

[utapabun™** 40 mr WHTPATEKATBHO 1, 15-if mam

#]lexkcameTazoH** 4 mr

Pennayxkums 11

Muknodochammm™* 1000 mr/m? B/B 26-1, 46-i1 THU

[urapabun™** 75 mMr/m? B/B 28-31, 35-38, 42-45-i1 nau

Mepxkanronypun™* 60 Mr/mM> BHYTpB 26—46-1 nHU
Ouenka pemuccun: 30-s nenens (¢ onenkoid MOB).

Koncomnaauus I1I (30-1 nexens)

MeroTpekcar** 1.5 t/M? B/B (24 u) Jum 1,15

Boszpacm >55 1 1.0 2/m° 2 6/8
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IIsracmaprasza** 500 en/m? B/B (2 1) Jum 2,16

MepKanTonypun™* 60 Mr/mM> BHYTpB HMuum 1-7, 15-21
Koncomnaauus IV (36-s1 Henest)

[MutapaOun** 150 mr/m? B/B 1-5-11 naum
#Otoro3um** 100 mr/m° B/B (29) 1-5-i1 nam
#MetoTpekcar** 15 mr

[{utapabun** 40 mr MHTPATEKAJIBHO 1-ii neHp
#JlexcameTa3oH** 4 Mr

Kounconuaanua V (41-s1 Heges)

Huxnodochamumm™** 1000 mr/m? B/B 1-s1 Hemes
[MutapaOun** 500 mr/m? B/B (24 u) 1-s1 Henens
#MertoTpekcar** 15 mr

[urapabun™** 40 mr WHTpPATEKATBHO 1-s1 Hemens
#]lexkcameTrazoH** 4 mr

Ouenka pemuccun: 46-s negens (¢ ouenkoir MOB).

Kouncommaanus VI (46-1 HeneJist)

MeroTpekcar** 1.5 r/M? B/B (24 u) Jens 1,15

Bospacm >55 1 1.0 2/m° 6/
IIsracmaprasza™* 500 ex/m? B/B (2 ) Jau 2, 16
MEpKanTomypus** 60 Mr/mM? BHYTpS Huu 1-7, 15-21
HNuTparexanbHoe BBeeHHe MpenapaToB (52-1 Hexes)
#MetoTpekcar** 15 mr
[urapabun™** 30 mr WHTpPATEKATBHO 52-s Hepens
#JlexcameTa3oH** 4 Mr

Ouenka pemuccun: 52-s1 Hegens (¢ ouenkoir MOB).
Hanee npoBoautcs crpatudukanus mo MOB-cratycy manuenra:
e [ pynna nuzrkozo pucka no MObB: okonuanue mepanuu.
e [ pynna evicokozo pucka no MOB: TI'CK unu unmencuenas noooepicusarouias mepanus
U mepanusi 8 pamKax uccie008aHull.
e [ pynna cpednezo pucka no MOB: unmencuenas noooepaicusarowas mepanusi.
Jl1sl rpynnsbl BICOKOTO M 04€Hb BHICOKOI'0 PUCKA:
Ilpu nanuuuu donopa:
o  Amno-TI'CK podcmeennas unu HepoOCmeeHHAs.
Ilpu omcymemeuu donopa:

Koncoanmanus 11
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OJIJI u3 B-nipeaimecTBEeHHUKOB
#U napyourma **

Bospacm >355 nem
#Daynapabun**
[urapabun**

Bospacm >355 nem
¢uirpacTum**
#MetoTpekcar**
[urapabun™**

#JlexkcameTa3oH**

10 mr/m? 8/B (15 MuH)
7 me/m’ 6/6

30 mr/m? B/B (1 1)

2 r/m° B/B (2 u)

1 2/m° 6/
5 MKT/KT
15 mr
40 mr MHTPATEKAIBHO
4 mr

Ouenka pemuccun: 16-s1 negens (¢ ouenkoit MOB).

OJLJI u3 T-npeamecTBeHHUKOB
#KnagpubOun
#Oromo3um**
[{utapabun**
Bospacm >355 nem
dunrpactum**
#MetoTpekcar**
[urapabun™**

#Jlexcamerazon™*

0,2 mr/kr B/B (24)
60 mr/m? B/B (2 )
1,5 r/M? (90 mun)
12/m° 6/6
5 MKI/KT
15 mr
40 mr UHTPATEKAIBHO

4 mr

Ouenka pemuccun: 16-s1 negens (¢ ouenkoit MOB).

Ayto-TI'CK

1-#, 3-11 M

1-5-11 naum

1-5-11 nau

Ha4uHas ¢ 7-To JTHSI

1-i1 nedwn

1-5-11 quun
1-5-11 nuu
1-5-11 naum

HayuHasi ¢ 6-ro IHI

1-11 nedwn

[TanmeHTH W3 Tpymin BbBICOKOTO M OYE€Hb BBICOKOI'O PHCKOB, KOTOPBIM HE MOXKCT OBITH

BBIIIOJIHEHA TpaHCIUIaHTanus, noiaydaror XT 1o mporpaMMme rpynmnbl CTaHIApTHOTO PUCKA C

coorBeTcTBytoluM MOB-koHTposieM. Ilociie roma Tepanuu BHOBb IOJHUMAETCS BOIPOC O

peimosiaennu TT'CK.

IIporokoa M.D. Anderson CRC RtHyper-CVAD/HMA [56, 61]

IIpotoxoa Hyper-CVAD coctout u3 uepenoBanus cooctseHHo kKypcoB Hyper-CVAD (1,

3,5, 7) u kypca HMA — murapabuna** u merorpekcata** B BbICOKHX ao3ax (2, 4, 6, 8) u

JaJIbHENIIEN MOAIep )KUBAOILIEH TEPANIUU B TEYEHUE 2-X JIET.

[Tarimentam ¢ CD20-nozutuBHbIME B-OJIJI/JIBJI (B TOM umcie npu 3pensix B-OJII) B 0

JeHb (TO ecTh 3a JieHb 10 Havasa kypca XT) BeImotHseTCS BBeIeHHE #putykcumaoa** (R) B moze

375 mr/m? B/B 3a 6-8 uacos
®da3a Tepanuu

Hyper-CVAD

[o3a, nyTs BBeAeHUs

131

Bpems BBeneHnust



Huxnodochammm™** 300 mr/m? 2 pasa B fieHb B/B (2-3 1) 1-3-if qan

(Bcero 6 BBenEeHUI)

Bunkpuctun®* 2 MT B/B 4-1, 11-i1 1
JIokcopyOuIMH** 50 mr/m® B/B (24 u) 4-i1 neHb
#Jlexcamerazon™* 40 mr B/B WJIK BHYTPh 1-4-i1, 11-14-i1 nan
HMA

MeTtoTtpekcat** 1 r/m? B/B (24 u); 1-i1 nenpb
[MutapaOun** 3/m22 pasa B JicHb B/B (2 1) 2-#, 3-i1 1HU

Bospacm >60 nem 1 2/m’ 6/s
(Bcero 4 BBeneHUN);
MeTtuinpe aHu30I0H* * 50 mr 2 pa3a B ieHb 1-3-#1 qau
(Bcero 6 BBeneHU)
[Ipodpunaktuka mnopaxkenuss [IHC mnpoBomurcs Ha KaXIoM Kypce, CyMmapHo 16
MHTpPATEeKaJIbHBIX BBECHUI:
e Merotpekcar** — 12 Mr UHTpaTeKaJIbHO, 2-i 1€Hb.
e [lurapabun** — 100 Mr UHTpaTEeKAIBHO, 7-U JEHB.
Bcem narmmentam ¢ OJIJI/JIBJI (kpome manueHToB co 3pensiM B-OJIJT) Heo6xoaumMo npoBeieHne
MOJJAEP >KUBAIOIIEH Tepanuu B TeueHue 2-x yiet. [lognepxuBaroias Tepanus HAUUHAETCS Yepes 2
HEZeNIN NI0CIe OKOHYaHHUs NHTEHCUBHOM Teparuu.
e MepxkanTomypun** 50 Mr/m> B ieHb BHYTpb €KeIHEBHO
e #MertoTpekcar** 30 mMr/m> BHYTph 1 pa3 BHeJeIIO
Jloza MepkanTonypuHa** u MeroTpekcara** Kopperupyercsi B 3aBUCUMOCTH OT TIOKa3aTenen
neiikouuToB M TpombOouutoB. Ha ¢oHe mnomnepkuBaromeil Tepanuud BBITOIHIIOTCS
HWHTpaTeKalbHbIC BBeCHUS | pa3 B 3 mecsiia.
IIporokoa «OJIJI-2009», ananTupoBaHHBIN /14 JedyeHus: nauueHToB ¢ OJLJI
cTapiueil Bo3pacTHoii rpynnsl (55 et u crapuue) [1]

Ilpeogpaza: npennuzonon 60 mr/m?, 1-7-it nHU

- HMynkuusa KM Ha 8-ii 1eHb —_—

<25% OmactoB >25% OmnacToB
1 ¢paza unoyxkyuu 11 ghaza unoykyuu
IIpeonuzonon™* 60 mr/m?, Jlexcamemaszon** 6 Mr/m2,
8—14-11 nuu + 7 nHEH OTMEHBI 8—14-11 nau + 7 nHEH OTMEHEI

o Jlaynopyouruu** 45 mr/m?, 8-it u 15-it nau
e Bunkpuctua** 2 mr, 8-ii u 15-it gHUM

e Acmnaparunaza** 6000 E/I/m?, 29-ii u 36-i1 nuu wim naracnaprasza™*
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600 EJI/m?, 29-ii neHb

Hynkuus KM na 36-ii nenn

v

11 ¢haza unoykyuu

e Mepkantonypun®* 25 mr/m?, 43—70-i1 nHHA

o [uxnopochamun™* 1000 mr/m?, 43-if neHb
o [urapabun** 50 mr/m?, 45-48-i1, 59-62-it nu

e Acnaparunaza**

6000 EJ/m?,

maracnapraza** 600 EJI/m?, 50-i1 u 64-i1 neHp

Hyaxkuusa KM na 70-ii nenn

-

<5% OnacToB

'

Konconuoauusn 1

e Jlekcamerazon™* 6 mMr/m?, 71-84-ii quu + 7 THEH OTMEHBI

o JlokcopyOuruua®* 30 mr/m?, 71-it u 85-if mHU

e Bunkpuctua** 2 mr, 71-it u 85-i nuu

Konconuoayua 11

~

e Acmnaparunaza** 6000 EJI/m?, 92-ii u 99-i1 nx

e MepxkanTonypun** 50 mr/m?, 92—105-ii 1au

win maracmapraza** 600 EJl/m?, 92-ii neHp
|
Konconuoayusn I11
e Mepkantonypun** 25 mr/m?, 106—133-it nau
e [luxnmodochamun®* 1000 mr/m?, 106-i1 neHb
o [urapabun** 50 mr/m?, 108-111-i1, 122—-125-i
TTHU
e Acmnaparunaza** 6000 EII/m?, 113-it u 127-ii nau
i maracmapraza** 600 EJI/m?, 113-it nenn
Hoooeprcusarowaa mepanusa 6 meuenue 2 i1em
om momenma 3aeepuienus nocieonezo III kKypca

KOHconuoayuu.

Mestcoy wuknamu noooepicusarouiell. mepanuu Hem UHMEPBEAN0E:

nocneoywuie2o Kypca ciedyem cpaszy 3a HOCJ1eOHUM OHeM Rpeoulecmayou,e2o.
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50, 57, 64-i ngHM WM
T
>5% 0J1acToB
Ilpozpamma
JleyeHus
pe3ucmeHmuuix hopm
Moaudukarus 10361
[ MepkanTonypuHa** B
3aBHCHMOCTH OT YPOBHS
v
Yucmao Yucao Jo3a 6-
JeikouuToB | Tpomdounto | MP
B
bonee 2,0 x bonee 100 x | 100 %
10°/n 10°/n TTO3BI
Ot 1,0 x 10%1 | O1 50 x 10%/1 | 50 %
10 2,0 x 10°/n | mo 100x10°/1 | mo3b1
Menee Menee 0%
1,0x10%/x 50x10%/n
I1-it Oens




IHoooeprncusarowaa mepanus, yukavt Ne 8(1-8): I

e Jlekcamerazon** 6 mr/m?, 1-3-it gau

e Mepkantonypun®* 50 mr/m?, 4-28-it qHU
Monudukarus 10361

e Bunkpuctua** 2 mr, 1-ii 1eHb ok
> MEpKanTonmypuHa™™ u

e #MetoTpekcar** 30 mr/m?, 2, 9, 16, 23-i1 nau #imetoTpexcata*™* B

ok 2 2
e Acmnaparunaza** 6000 EJI/m?, 3-it nenp 3ABHCHMOCTH OT YPOBHS

win maracmapraza** 600 EJ/m?, 3-it neHn

Hlooodepocusarowas mepanus, yukavt Ne 21(9-24):

JIEHKOLIUTOB U TPOMOOITUTOB

e Mepkantonypun®* 50 mr/m?, 4-28-it qHU
e Bunkpuctun** 2 mr, 1-it neHp
e #MetoTpekcar** 30 mr/m?, 2, 9, 16, 23-i1 nau
Ilpogpunaxkmuxa neiponenkemuu
Wutparekanbho (urapadbun™* 30 mr, #merorpekcar®* 15 mr, #nexcamerazon™** 4 mr): 0,
7,14,21, 28, 35, 70-i1 nam B Teuenne UT, 105-# nens koncomuaanuu 11, kaxxapie 3 Mec B TCUCHHUE
MOJJEP>KUBAIOLIEH TEpAITHH.

Jleuenue neiiponeiikemuu

[Mocre nuarHOCTUKHM HEWpONEHKEeMHHM BCE MAIMEHTHI, MOITYYAIOIINe MPETHU30IOH™*,
MEPEeBOJIATCS Ha JlekcaMeTa3oH**. CIMHHOMO3TOBBIE TTYHKITHH BBIITOJHAIOTCS C 9acTOTOU 1 pa3 B
2-3 HA 10 NOJYyYEHUs TPEX HOPMAJIbHBIX AHAIIM30B CIIMHHOMO3TOBOM XKUIKOCTH, 3aTEM ITYHKLIUH
BBITIOJIHAIOTCS 1 pa3 B HEAENIO B TeUeHue 3 Mec, 3aTeM | pa3 B 2 Hell B TeueHue 3 Mec, 3aTteM 1 pa3

B 2 Mec J0 OKOHYaHHA JICUCHUA.

IIpoToxoJ eBponeiickoii rpynnsl 1o Je4eHUI0 nanueHToB crapue S5 jer ¢ OJLJI [5]

MNpeadasa: nexcamerazon** (mepopanbHo, 10 Mr/m?, B 1-5-if mHM), MeTOTpekcar**
(uaTpaTeKanbHO 12 Mr, B 1-if neHB).

HNupykuus, ¢asza I: gexcamerazon™* (mepopanbuo, 10 mr/m> B 6-7-it*, 13—16-it JTHW);
BUHKPUCTUH** (BHYTpUBEHHO, 1 Mr B 6-i, 13-ii nHmn); #unapyOunua™** (BHyTpuBeHHo, 10 mr, B
6-7-1, 13-14-ii nuu); merorpekcar™** (BHyTpmoOosoyeuno, 12 wmr) + #umekcamerazoH™*
(BHYTpHOOOIOUYEUHO, 4 MT) + 1IuTapadbur™** (BHyTproOomodeuno, 40 mr) B 12, 20, 27, 34-it nuu;
¢dunrpactum™** (MOKOKHO, 5 MKT/KT, B 6-i IeHb, 10 BOCCTAHOBJICHHUS KOJMYECTBA HEUTPODUIOB
>1,0x10%/m).

Uuayknus, ¢asa Il: nuxknodochamun** (BryrpuBenHo, 300 mr/m?> B 20-22-it mun)';

1uTapabun** (BHYTpHBEHHO, 60 Mr/M> B 21-24-ii, 283 1-if 1uwM).

1I[HI/I YKa3aHbl OTHOCUTCJILHO Ha4daJia npeq)a31,1 TCpalmu.
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Koncoauaamus (xaxasie 4-6 Hen): mukisl 1, 3, 5 — merorpekcar** (1000 mr/m?; y
nanueHToB >70 neT — 500 Mr/M?, BHYTpHBEHHO, B 1-if neHb); acnaparusasza** (10000 EJI/m%; y
nanuenTos >70 net — 5000 EJI/M%, BHYTpUMBIIIEUHO, BO 2-if IEHb); UKL 2, 4, 6 — UTapaOun**
(1000 mr/m?; y marenToB >70 net — 500 Mr/M2, BHYTPUBEHHO, B 1, 3, 5-if 1uM).

IMoanep:xkuBaromas Tepanus (JTUTSIBHOCTHIO 110 2 JIET): IeKcaMeTa3oH™** (mepopasibHO,
40 mr B 1-2-ii nHW); BUHKPUCTHH** (BHyTpHBeHHO, | Mr B 1-ii aeHb); mMepkanTomypun**
(mepopanbHo, 60 Mr/m? B 1-90-it 1HE); MeTOTpeKcaT** (BHYTpHBEHHO, 25 Mr/M%, 1 pas B HeZlemo).

Tepanus no nporpamve POMP (noaaep:;kuBaroias Tepanusi M NporpaMma JJist JIMI
crapue 55 jer) [56, 241] - 1 uuka cocraBiasieT 28 qHei:

e TIpeanuzonon** 60 mr/m> BHYTps 1-5 16K
e Bunkpuctun** 1,4 mr/m? (2 M MakCUMasbHO) B/B 1-if 1eHb
e MepxkanTtomypua** 60 mr/m> BHYTpb 1-28 1H1
e #Merotpekcar** 20 mr/m? BHYTpb 1,8,15,22 U
I[Iporpammsl JevyeHus Jeiiko3a/anMmpombl bepkurra JIB-M-04 [63, 1]

Cxema neuenus: npeagasa — 4-6 010xoB (-A-C-)

IMpendga3za:

. Huxaodochamum** 200 mr/m? B/B, 1-5-i U

. JNlexcametazon™** 20 Mr BHYTpb, 1-5-i1 1HH

Baok A:

. #Udochamum** 800 mr/m? B/B, 1-5-it 1HU

. Metotpekcar** 1,5 r/m? /B (B Teuenue 12 u), 1-it neHp

. Bunkpuctun®* 2 mr B/B, 1-it neHb

. Jlokcopyounua** 50 mr/m> B/B, 3-it 1eHb

. Hurapabus** 150 mr/m? B/B kaxsie 12 1, 4-5-ii 1M (Bcero 4 BBeICHNUA)
. #Irtomo3un** 100 Mr/m? B/B, 4—5-1 THH

. #Jlexcamerazon** 10 mr/m® B/B, 1-5-it oHU

Baok C:

. Metotpekcar** 1,5 r/m? /B (B Teuenue 12 u), 1-it nenp

. #Bunbnactuu** 5 mr/m> B/B, 1-if 1eHb

. [Mutapabun** 2 r/M? B/B Kaxxabie 12 4, 2—3-ii qHu (Bcero 4 BBeneHMS)
. #3tonoszun** 150 mr/m? B/B, 3—5-if nHH

. #Jlexcamerazon** 10 mr/m® B/B, 1-5-if qHU

[Ipodunaktuky Heiponeiikemun NpoBoAAT B 1-if neHb npendasbl U B 1-if 1eHb KaXKI0T0
0JIoka B BUJE MHTpaTeKanbHOro BBeneHUs XT: murapabun** 30 mr, #merorpekcar™** 15 wr,

#npenauzoson** 30 mr.
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[Ipodunaktuka npu npoBeaeHuu Tepanuu #Hudochamumom™** - mecHa** 20% ot 1036l
#udochammuma™* Bo Bpems BBEACHUS Ipenapara u uepe3 4 u 8 yacoB, P MPOBEICHUH TEPAITUH
METOTpeKcaToM* * - Kajiblis (pouHaT** 25 Mr/M> B/B M BHYTpPb Kaxble 3-6 qacoB uepes 24 uac
U 2-7 cyTOK IOCIIE.

#Putykcumab** 375 mr/M? BBOAAT B 0-if IEHB KaXI0T0 O0Ka (Bcero 4 BBenIeHUS )
Hyper-CVAD/HMA [56]
Huxkasi 1, 3, 5, 7 (Hyper-CVAD):

. Huxnodochamum** 300 mr/m? B/B kaxsie 12 4, 1-3-it quu (Bcero 6 BBeneHMUiN)
. #Jlekcamerazon** 40 mr B/B wiu BHYTpb, 1—4-i, 11-14-i1 nHu
. Jlokcopybuuun** 50 Mr/m> B/B HempepblBHOH 24-4acoBoil MH(Y3HeH B IEHTpaIbHbI

Katetep, 4-il IeHb

. Bunkpuctun®* 2 mr B/B, 4-i1, 11-ii qau

Muxasl 2, 4, 6, 8 (HMA):

. Mertotpekcat** 1000 mr B/B HEnpepbIBHON 24-yacoBoii nHGy3ueH, 1-it 1eHb

. Hurapabun** 3 r/mM> (y 60apHBIX cTapmre 60 neT — 1 r/m?) B/B kaxasle 12 4, 2-3-i aun

(Bcero 4 BBenIeHUSA )

. MeTtmmnpeaauzonon™* 50 mr B/B kaxapie 12 4, nau 1-3-if qHU (Bcero 6 BBEACHUN)

. #Putykcuma6** 375 mr/m? B/B, 1-it, 11-it mau (uukas 1, 3) u 2-if, 8-if (uukis! 2, 4) — Bcero
& BBegcHUN

. [Ipodpunaktuka mopaxenuss [[HC mnpoBomuTcs Ha KaXaoM Kypce, cymMMapHo 16

WHTpATEKAJIbHBIX BBEJICHUN: METOTpeKcaT** 12 Mr mHTpaTeKaibHO, 2-i IeHb, muTapadun™* 100
MI MHTPATEKAIBbHO, 7-i1 I€Hb
. [Mognepxusaromas tepanus no cxeme POMP B Teuenue 2-x net

R-DA-EPOCH [241]

. #Putykcumab** 375 mr/m? B/B, 0-# 1eHb

. #Itomo3un** 50 mr/mM° B/B 3a 24 4, 1—4-ii qan!

. Jlokcopyoumua** 10 mMr/m? B/B 3a 24 4, 1—4-it qau’
. #Bunkpuctua** 0,5 mr B/B 3a 24 41, 1-4-it 1HI

. [penuusonon** 60 mr/m> BHYTph 1-5-# qHK

. Huxnopochamum** 750 mr/m> B/B, 5-if neHB

NHL-BFM 90 (B-HXJI12004 ma6.) [63]

Cxema JIeYeHU:

2 B 3aBucumocTu ot NEPEHOCUMOCTHU MPECABIAYHICTO KypcCa A03bI NPECIIapaTOB YBCINYNUBAIOTCA WJIM YMCHBIIAKOTCS Ha

20 %.
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I'pynma auskoro pucka: V- A — B
I'pynna mpoMeKyTO4HOrO pHCKa WIM BbIcOKoro pucka: V. — AA — BB, nanee —
pecTaiupoBaHue
eciu [P, To AA — BB (— AA — BB — y mansieHTOB BBICOKOTO PHCKA);
ecau HenoaHbii oTBeT, To CC, nanee — pectaiupoBaHue;
v’ ecnu gocturayra Bropast [IP wiin OTCYTCTBHE OITyXO0JICBOM TKAHH, 110 JaHHBIM MO~
BTOpHOU O6uoncuu, To AA — BB — CC

v/ eciiM OIyXoJieBas TKaHb, 110 JaHHBIM MOBTOPHOM Guorncuu, To ayro-TTCK

IMpodaza (V):

#IIpeuusonon** 30 Mr/M> BHYTpb UIH B/B, 1—5-if qHU
Huknodpochamun®* 200 mr/m” B/B, 1-5-it auu
MeTtoTtpekcat** 12 Mr uHTparekanbHo, 1-if 1eHD
utapabun** 30 Mr unTpaTeKaibHo, 1-if 1eHb

#l1penau3zonon** 10 Mr uHTparekansHo, 1-i 1eHD

Baok A:

#JlexcameTa3on** 10 Mr/mM> B/B WM BHYTPb, 1—5-if aHU

#Udbochamua™** 800 mr/m? B/B, 1-5-it nHU

Mertotpekcar** 500 mr/m* B/B, 1-if neHb (24-dyacoBas HHOY3HU)
Hurapadbun®* 150 Mr/m? B/B Kaxkaple 12 4, 4—5-# nHu (Bcero 4 BBeneHUSA)
#Irtomo3un** 100 Mr/m? B/B, 4—5-1 THH

MeroTpekcat** 12 Mr uHTpaTeKaabHO, 1-ii 1eHb

utapabun** 30 Mr uHTpaTeKaibHo, 1-if 1eHb

#l1penauzonon** 10 Mr uHTpaTekansHo, 1-i 1eHD

Bbaok B:

#Jlexcamerason** 10 Mr/m? B/B MM BHYTpb, 1-5-if qu1
Huknodpochamun®* 200 mr/m” B/B, 1-5-it auu

Mertotpekcar** 500 mr/m* B/B, 1-if neHs (24-yacoBas HHOY3HU)
Jokcopyoummu™®* 25 mr/m? B/B, 4—5-it 1HU

MeroTpekcat** 12 Mr uHTpaTeKaabHO, 1-ii 1eHb

Hurapadbun** 30 Mr uaTpaTeKanbHO, 1-il 1eHb

#I1penanzonon™** 10 Mr uHTpaTeKanbHoO, 1-i AeHBL

Biaok AA:

#Jlexcamerason** 10 Mr/m? B/B MM BHYTpb, 1-5-if qu1
#Udochamum** 800 mr/m? B/B, 1-5-it 1HU

#MetoTpekcar** 5 r/m* B/B, 1-it eHb (24-uacoBast uH(Y3Hs) (IPH JEIEHUH O HPOTOKOIY
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B-HXJI 2004 ma6. — 1 r/m?)

. Bunkpuctua** 1,4 Mr/m? (5e 6Gonee 2 mr) B/B, 1-it 1eHb

. Hurapadbun®* 150 Mr/m? B/B Kaxkaple 12 4, 4—5-# nHu (Bcero 4 BBeneHUA)

. #3tonozun** 100 mr/m?> B/B, 4—5-if nHH

. MertoTpekcat** 12 Mr unTpaTekansHo, 1-i, 5-it 10U

. [Mutapabun** 15 Mr unTpatekanpto, 1-i, 5-if qHU

. #lpenau300H** 5 Mr UHTpaTEeKAIBHO, -1, 5-U qHH

baok BB:

. #JlexcameTa3on** 10 Mr/m> B/B WM BHYTPb, 1—5-if aHU

. Huxmodochamua™** 200 mr/m? B/B, 1-5-it nHU

. #MetoTpekcat** 5 r/m? B/B, 1-if nenb (24-yacosas uHQY3H) (IPU IEIEHUH TI0 TPOTOKOITY

B-HXJI 2004 ma6. — 1 r/m?)

. Bunkpuctua** 1,4 mr/m? (ne Gonee 2 Mr) B/B, 1-if 1eHb

. Jloxcopyounun** 25 mr/m? B/B, 4—5-it 1HU

. #MertoTpekcar** 6 Mr uHTparekanbHo, 1if, 5-i THU

. [utapabun** 15 mMr untpatekanbho, 1, 5-if 1HU

. #IIpeqHu30I0H** 5 MT HHTpaTEeKAIbHO, 1#, 5-i1 nHU

Bbaoxk CC:

. #JlexcameTa3on** 20 Mr/mM> B/B WM BHYTPb, 1—5-if 1HU

. Bunkpuctua** 1 mr/m? (ae 6omee 2 mr) B/B, 1-if 1eHb

. [Hutapabun™** 2 r/M? B/B Kaxkuble 12 4, 1-2-ii qHu (Bcero 4 BBeneHUS )
. #Itomo3un** 150 Mr/m? B/B, 3—5-# 1HH

. MeroTpekcat** 12 Mr uHTpaTeKaabHO, S5-I ICHb

. [Hutapadbun** 30 Mr uHTpaTeKanbHO, 5-i1 1eHb

. #l1penauzonon** 10 Mr uHTpaTeKanbHO, 5-i JCHD

. #Putykcuma6** 375 mr/m? B/B 6-8 uacos, 0-if 1eHb KaxkI0r0 6JI0Ka (B paMKax MPOTOKOJIA

B-HXJI 2004 ma6. B 0-i aeHb 1-x 4 0JI0KOB)

IIporpammsl J1eyeHns penuauBoB U pedpaktepHbix Gopm OJLJ

Flag-Ida [241]:
o #Daynapabun®* 25 mr/m? B/B 3a 30 MuH, Kaxasie 12 4, 1,2, 8, 9-if auu
e Ilurapabun** 100 mr/m? B/B 3a 45 MuH Kax/ple 3 yaca (8 BBenenuit), 1, 2, 8, 9-if aHu
o #Unmapyounma** 10 mr/m? B/B 3a 15 mMuH, 1-if u 3-it 1au

o OdunrpactumM™** 5 MKI/KT MOAKOKHO C 7-TO THS J0 BBIXO/A U3 IUTOTICHUH

FLAM [241]:
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o #®aynapabun** 15 mr/m? B/B 3a 30 MuH, 1-5-# qHI
o Ilurapabun** 2 r/m* B/B 3a 4 4 yepes 4 u nocne #paynapabuna**, 1-5-it guu

e #Murokcautpon** 10 mr/m? B/B 3a 15 Mun, 3,10-i1 1uu

#bopresomud** + gekcamerazoH** + H#MHTOKCAHTPOH** + BHHKPUCTHH** +
acnaparuHa3za**[1]
e #boprezomu6** 1,3 mMr/m? B/B KanensHo, 1, 4, 8, 11-if 1uu
e Jlexcamerazon** 10 mr/m%, pasaenuB Ha 2 BBeeHUs BHYTPb, 1—14-ii quu
e #MurokcanTpon®* 10 Mr/M? B/B KaneibHO 3a 15-30 muH, 1-#, 2-i 1eHb
e Bunkpuctua** 2 mr B/B cTpyiiHo, 1, 8, 15-if qHM
e Acnaparunaza** 5 Toic. EJI/m? B/B KamenbHO, 15-21-i1 nan
BceMm nmanuenTam mpoBOIUTCS MHTpAaTEKanbHas Tepanus: B 1-i genp rurapaOun™** 30 mr.
Ecmn ectp BoBnewenuwe I[HC: mnTpaTtekanmpHO #merorpekcar** 15 wmr, murapabun** 30 wr,
#nexcamerazon™* 4 wmr, 8, 15, 22-if 1Hu. Y NanMeHTOB C pa3BUBIICHCS NMOJWHEHpONaTUEH 1032
BUHKpHCTUHA** penynupyeTcs 10 1 Mr u BBoAUTCS B JHH 1-i U 8-1 qHU.
Bopre3omud + nekcamerazon** + #MHUTOKCAHTPOH** + BHHKPUCTHH** + acmaparuna3a™*[1]
e #Bopresomu6** 1,3 mr/m? moakoxHo, 1, 4, 8, 11-ii 1au
e Jlexcamerazon** 10 mr/m%, pasaenuB Ha 2 BBeeHUs BHYTPb, 1—14-if quu
e #Murokcautpon** 10 mr/m? B/B KanensHo 3a 15-30 mun, 1-if, 2-if 1eHb
e Bunkpuctun** 2 mr B/B cTpyiino, 1, 8, 15-if gau
e Acnaparunaza** 10 teic. EJI/M? B/B KanensHo, 21-i qeHs nim maracmapraza** 1000
EJ1/M? B/B KaIlelIbHO
BceM nmanuenTam mpoBOIUTCS MHTpaTEKanbHas Tepanus: B 1-i genp rurapabun™** 30 mr.
Ecmu ectp BoBieuenne I[HC: umuTparexanbHo #merorpekcar®* 15 mr, murapabun** 30 wmr,
#nexcamerazon™* 4 wmr, 8, 15, 22-if 1Hu. Y NanMeHTOB C pa3BUBIICHCS MOJWHEHpONaTUEH 1032
BHUHKPUCTHUHA™* pexyrupyercs 10 1 Mr u BBogutces B quu |-t u 8-i qam. st mun crapie 55 net
— no3a acnaparuaa3er** 6 Teic EJI/M2 wnu maracnapraza®* 500 EJl/m2.
#Henapabun** + nukiaodgochamua** + #3romozua**[1, 96]
Cxema: 6mok N u Onoxk CE mpoBomar ¢ uHTepBaJoM 2 AHA MeXAy co0oil B IroOoi
MOCJIEI0BATEIHLHOCTH.
Baok N:

o #Henapabun** 650 mr/m? B/B KanensHo 3a 1 u, 1-5-i qau (umu 8—12-if)

Baok CE:
e Iluxnopochamua** 440 mr/m> B/B KanenbHo, 8—12-if quu (nmu 1-5-if)

#3rtomo3ua** 100 Mr/m? B/B KanenbHo 3a 1 1, 8—12-if qun (wm 1-5-1)
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Cxema nporokoua «OJIJI-2012m» s tepanuu Ph-nosutususix OJLJI [1, 158]

Hpeogpaza: Jlexcamerazon**, 10 mr/m2, nuu 1—7 (st nui crapiue 55 net — 6 Mr/m?)

Nmatuau6**, 600 mr (mocne noarsepxaenus Ph+ OJUJI) HenpepbiBHO

Hynkuusa KM na 8-ii 1eHb
Huoykuus I paza (onu 8—43)

Hexcamerazon™*, 10 mr/m? (6 Mr/m? — Bo3pacrt crapiue 55 ner), 1o 8—22 + 5 n1Heil OTMEHBI

Bunkpuctun®*, 2 mr /B, nuu 8, 15, 22, 29, 36, 43
Nmatuan6**, 600 Mr BHyTpbh, THU 8—43

CnunHOMO03208a5 NYHKYUSL C 86e0eHUeM mpeX npenapamos MHTpaTeKanbHO (uTapadbun™** 30 mr,

#metotpekcat** 15 mr, #nexcamerazon™** 4 mr) — ouu 0, 7, 14, 21, 28, 35

Iyaxkuus kocTHOro Mo3ra Ha 43-ii nenb (Mopgoaorus, FISH)

|

Huoykuus Il cpaza (Onu 44—70)

Nmatuau6**, 600 mr BHYTpSH, 1HU 44—70
#Unapyouruu™**, 6 mr/m?, nuu 44, 58

CnunHOMO03208a5 NYHKYUSL C 66e0eHUeM mpex npenapamos WHTPaTEeKaIbHO (IiuTapaOuH™*

30 mr, #meroTpekcat** 15 mr, #nekcametazon™* 4 mr)— onu 49, 63

Iyakuus KocTHOro Mo3ra Ha 70-ii 1eHb

4/ \->

<5% OiacToB >5% OsacToB

{

Kounu. ouenxka MOb Ilpocpamma nevenusn pezucmeHmuvlx gpopm

Konconuoauus I (onu 71—105)

Nmatuau6**, 600 mr BHyTpH, 1HU 71—105 (ecau vet [IMP, nepexon Ha nazatuau6**, 140 mr)

Mepxkanronypua™**, 25 mr/m? BHyTpSh, 1HA 71—105 }
#Metotpekcar**, 30 mr/m? B/B unu B/M, 1uu 77, 84, 91, 98
CnuHHOMO03208a5 NYHKYUs C 66e0eHUeM mpex Npenapamos
(urapabun®* 30 mr, #metoTpekcar™** 15 mr, #aekcamerazon™* 4 mr) — 76-1i Oef

Hyuxknusa KM na 105-ii nenn

Mogudumkaums [osbl
MepkanTonypuHa** B
3aBNCUMOCTM oT
YPOBHS NENKOLMTOB

n TpombouunToB

Konconuoayus Il (onu 106—133)

Nmatuau6**, 600 mr BHyTph, 1HU 106—133 (vm gazatuau6**, 140 mr)
Hexcamerazon™*, 6 mr/m?, nau 106—120 + 4 q1HS OTMEHBI

Bunkpuctun®*, 2 mr /B, qau 106, 120
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Cnunnomo3208as NYHKYUsL ¢ 66edeHUeM mpex npenapanmos NHTpaTekaabHo (mutapadun™* 30 mr,

#metorpekcat** 15 mr, #nekcamerazon™** 4 mr) — 106-1 dend

Hynaxuusa KM Ha 133-ii nenb, koau4. onenka MOB nHa 133-ii neHb

Konconuoayus I (onu 133—161)

Nmatuan6**, 600 mr BHYTph, 1HU 133—161 (W na3atuHuO** 140 | Kommuecrso | Kommuecrso | Josa
HCﬁKOHHTOB TpOMﬁOI.[P[TOB MepKanToI
MT)
ypHHA
MepKaHTOHypI/IH**, 25 Ml“/M2 BHyTpB, JHAU 133—161 } Bonee Bonee TTonuas nosa
2,0 x 10%x 100 x 10%x (100%)

Hurapadbun®*, 50 mr/m?, muu 135—138, 149—152

Or 1,0 x10°%n | Or 50 x 10%n | 50% no3st
Cnunnomoseoeas nymkyus C  66e0eHUeM Mpex Npenapamos | .50 10% | o100 x 10
UHTpaTekanbHO (uuTapabun** 30 wMr, #merorpekcar** 15 mr, | Menee Menee 0%

1,0 x 10%n 50 x 10°/n

#nexcamerason™* 4 Mr)— 134, 161-ii Oenv

HMyuxkuusa KM na 161-it nenb, koand. MObB Ha 161-ii nenb

Hloooepocusarowyas mepanus UTK ¢ meuenue 3 nem + kypcot XT, cuumas om nocineonezo ons
nocneonezo Kypca koncoanuoauuu (nocie TI'CK nooodepicusarouwias mepanus npoeooumcs

moavko UTK 6 meuenue 2 nem)

Meostcdy Kypcamu nooodeprcusaiouieii mepanuu Hem unmepeanos: I-ii 0env nocieoyruie2o
Kypca ciedyem cpazy 3a NOC1e0HUM OHEM NPeoulecmeyou,eco

Hoooepocusarowas xumuomepanus, 3 Kypca (nauano 24-a nedens, 162-ii oens)

s

IlepepriB 28 nHEH, nanee Hayalo CIEAYIOLIEro Kypca XMMHOTEPAIAN

#Jlexcamerazon**, 10 mr/m? B/B, quu 1—3
Moandukauna oosbl
Bunkpuctun®* 2 mr /B, neHs 1
MepKanTonypuHa** un
Mepxkanronypun™*, 25 mr/m? BHyTpb, 1HU 4—14
#mMeToTpekcaTa*™ B
#Merotpekcar**, 30 mr/m?, mau 8, 15
3aBUCMMOCTNU oT

YPOBHS NENKOLNTOB

(44-i1 nerp — 310 1-i IEHB CIEMYIOMIETO Kypca)

Ilpogunakmuka neiponeiikemuu

e UurpatekansHo (1urapadbun™** 30 mr; #merorpekcar®* 15 mr; #aexcamerazon™* 4 mr)
BO Bpems uHaykiuu: nuu 0, 7, 14, 21, 28, 35, 49, 63-i1;

e B0 Bpems KypcoB koHconuaanuu Ha 76 (I konconupanus), 106 (II konconupanus), 134-i
nau (I koHCONMMmanus);

e KaxIple 3 Mec. B XOJI€ 3 JIET MOIJICPKUBAIOIIEH Teparnuu 10 3aBEPIICHUS BCEil
MIPOTrpaMMBbI JICYEHHS 110 POTOKOTY (9—12 myHKIIHH).

Jleuenue meiiponeikemuu. CIUHHOMO3TOBBIE IYHKIIMM C HWHTPATCKaJIbHBIM BBEJICHUEM
(urapabun®* 30 mr, #Metorpekcat** 15 mr, #1ekcamera3on™* 4 Mr) BBIMONHSIOT C 4acTOTOH 1 pa3 B
2—3 nH4 10 MOTy4YeHUs: 3 HOpMaIbHBIX aHAIM30B CHMHHOMO3TOBOM KHAKOCTH, 3aTeM— | pa3 B HeJl. B

TeueHue 3 mec, 3ateM — 1 pa3 B 2 HeJl. B TeueHue 3 Mec, 3ateM — 1 pa3 B 2-3 Mec 10 OKOHYaHus 1-ro
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roJ1a MoAICPKUBAOIICH TepaIvu.

Pexxumbl npumenenust UTK npu Ph-no3utusubix OJIJI B MoHOpekuMe (IOI1epKUBAKOLIAs

Tepanus) uiam B couetanuu ¢ XT (manpumep, OJIJ1-2012m) [241]
- #nazatuan0** 140 mr/cyt 1 pa3 BHYTpb €KEHEBHO

- #uaunotuHNO** 400 Mr BHYTph 2 paza wiu | pa3 (Ipu pa3BUTUU TOKCUYHOCTH) B CYTKH

€KEJHEBHO

- #603yTuHNO** 500 Mr mnu 400 Mr (Ipu pa3BUTHUH TOKCHYHOCTH) | pa3 B CYTKH €XeIHEBHO
- moHatuHUO 45 Mr uinu 30 Mr (IpU pa3BUTUN TOKCUYHOCTH) | pa3 B CYTKH €KeTHEBHO

- #actuumuaNO 200 Mr wm 40 mr (TIpu pa3BUTUH TOKCUYHOCTH) 2 pa3a B CYTKHU €KETHEBHO

Cxema Tepanuu OiuHaTYyMOoMadomM** [1, 73]
Ipeada3za: 6munarymomad™* 9 Mxr/cyt, 1-7-i 1HH, KPYTJIOCYTOUYHAsI HEPEPbIBHAS UHY3HS.
Kypc: 6aunarymoma6** 28 Mkr/cyt, 8—28-if 1HHU, KpyrI0CyTOUHAas HEMIpephIBHAS HH)Y3HUSI.
NB! Jlo3bl mpenapara jyis marueHTa Becom oosee 45 Kr.
HNutepBan mexnay kypcamu — 14 nHeil.
PexomennoBano 2—4 kypca.

[Tpu Tepanuu nepcuctenuuu MOB — Havano Tepanuy BO3MOXKHO 0€3 MpoBeieHUs ipei(asbl.

Cxema Tepanuu HHOTY3yMa0doM 030raMmuuuH [243]
1 muk (21-28 gHeEi): nHOTY3yMaOoOM 030TaMHIUMH JeHb 1-if — 0,8 Mr/m%, nenb 8-# u 15-if - 0,5
Mr/m>,
2-if ¥ mocreyIoNye MUKIBL: HHOTY3yMaboM 030TaMHUIMH JeHb 1-#, nens 8- u 15-if - 0,5 Mr/m>,

PexomennoBano 2—4 kypca.
Cxema Tepanuu #BeHeTOKJIAKC** + #nenuradun** [158, 229, 233]

1-i1 muka (28 muei): #aenuradua™* 20 mr/m?, 1-5-it qau + #BeHeTokmakc** 400 wmr, 1 p/cyt, 28
JTHEH.

Crnenyer oOpaTUTh BHUMaHHE Ha HEOOXOAUMOCTh KOPPEKLUHU 103l #BEHETOKIAKca** B cirydae
ero ucrnosb3oBanus Bmecte ¢ uHruouTopamu CYP3A. Jlo3a #BeneTokiiakca™* cHmkaercs Ha 50%
MpH COBMECTHOM HCIIOIb30BaHMM C yMepeHHbIMH uHruouTopamu CYP3A  (mampumep,
¢dykoHazon**, BopuKOHa30**) u cHKaercs Ha 75 % TpHU COBMECTHOM HCHOJB30BAHUU C

mourHbIMU uHrHONTOpamu CYP3A (Hanpumep, kapbamazenun™**, henuroun™*).
Cxema Tepanuu #BeHeTOKJIAKC** + #azanuTuaun** [244, 158]

1-it ik (28 mHeit): #asanutuauna** 75 mr/m?, 1-7-it gan + #Beneroxnakc** 400 mr, 1 p/cyT, 28
JTHEH.
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Crnenyer oOpaTuTh BHUMaHWE HAa HEOOXOJAMMOCTh KOPPEKIIUH JT03bI #BEHETOKIaKca™™ B ciaydae
ero ucrnosb3oBanus Bmecte ¢ uHruouTopamu CYP3A. Jlo3a #BeneTokiakca™* cHmkaercs Ha 50%
IpU COBMECTHOM HCIIONB30BaHMM C yMepeHHbIMH uHruouropamu CYP3A  (mampumep,
¢dykoHazon**, BopuKOHa30**) u cHKaercs Ha 75 % TpHU COBMECTHOM HCHOJB30BAHUU C
MornHeiME nHTHOUTOpamu CYP3A (mampumep, kapOamazenun**, perauronn™*).

Pe:xuMbl mpUMeHeHHSI TApreTHBLIX NPeNapaToB B MOHOTEpPaNnMU MM B COYETAHMHU C
XT/mummyHnorepanueii [226, 228]

- #nazatuan0** 140 Mr/cyT BHYTph eXeiHEBHO * #OmmuHatymomad** 9 mkr/cyr 1-7 nuu, 28
MKT/CYT, 8—28-#1 THH, KPYTJIOCYTOYHAsl HeTpephIBHAS UH(Y3HS.

- #copadenn6** 400 mr (mpu pa3BUTHH TOKCHYHOCTH Wi 1utonenun — 200 mr) 2 pa3a B JeHb,
exenHeBHO + #OmmHatymoma0d** 9 Mkr/cyrt 1-7 muu, 28 MKr/cyT, 8—28-i ITHU,KPYTIOCYTOYHAS
HeTpepbIBHAS HHY3HUS.

- #nazaTuHNG** 140 Mr, BHYTph + #TpeTMHOMH** 45 Mr/M> BHYTph 3a 2 TpueMma B JeHb *
#onmuuarymomao** 9 mxr/cyt 1-7 nam, 28 MKr/cyT, 8—28-i1 THU, KPYIJIOCYTOYHAs HEMPEPHIBHAS
uHDy3us.

- #Beneroknakc** 400 Mr BHYTpb, exkeqHeBHO (7-21 neHb B 3aBUCUMOCTH OT MEPEHOCUMOCTH U
pa3BuTHs 1MTONEHUM) + #HOmuHarymomal®** 9 wmxr/cyr 1-7 mum, 28 wmxkr/cyr, 8-28-ii nHw,
KPYIJIOCYTOYHAsl HENpepbIBHAs HUHDY3USI.

- #rpameTuHUO** 2 MI/CYT BHYTpPH, €KEIHEBHO + #OmmHatrymomaO** 9 mkr/cyr 1-7 muu, 28
MKT/CYT, 8—28-i1 THH,KpYyTJI0CYyTOYHAst HepepbIBHAS HH(DY3us.

- #pykcomuTuHUO** 15 Mr 2 pasa B IeHb, eXKeAHEBHO + #O0mmHaTymMomMao** 9 Mxr/cyt 1-7 nuu, 28
MKT/CYT, 8—28-1 JTHU,KPYTIOCYTOYHAS HENPEPhIBHAS HH(Y3USI.

Tepanus npu nepcucreniuu MODB nwiau peunause T-kiaerounnix OJIJI [224, 225]
#Jlaparymyma6** 16 mr/kr B\B 1 pa3 B Hezemnto, 8 Heelb

Cxema CAR-T Tepanuu ¢c npuMeHeHHeM #THCAreHJIeKIeinena [222, 256]
Jumdonennetupyromas Tepanus: #aynapadbun** 25 mr/m> B 18U -6, -5,-4,-3,-2, B/B Kan 3a 30
MuH, 1ukiIopochamun** 60 mr/kr B\B 3a 60 mMuH B neHb -3,-2, B AeHb 0 Tociie BBEICHUS

#ronmnm3ymaba** 8 mr/kr 3a 30 MUH BBOJUTCS #THCATCHIICKIICHIICI

IIpunaoxenne A3.2. Jlonrocpounbie pe3yabrarbl Tepanuu Ph-neraruBusix OJ1JI B3pocibix B

3aBMCUMOCTH OT NPUHIHUNA XMMUOTEPANeBTUYECKOT0 BO3/1eiiCTBUS
Tabdaunma 5. [lonrocpounsie pesynbTaThl Tepanuu Ph-weratuBabix OJIJI  B3pocisix B

3aBUCHUMOCTH OT INPpHUHIOUIIA XUMHUOTCPAIICBTUICCKOI'O BOSHCﬁCTBHH

HpuHuun HcciaenoBaTebCcKa ITauueHTsI AlllorenHas 5-nernsas OB

XHMHUOTEpaIeB A rpynmna TICK B 1 IIP
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THYECKOro
BO3/1CHCTBHSA
NmnynbcHOE OHKOJIOTHYECKUI n=178 Her 38 %
(Hyper-CVAD) Hay4HBIN IEHTP
umenu M. /.
Anpnepcona [56]
TpaguunoHHoe MRC UKALL n=1031, 15-55 | Peanu3oBanay Ectb nonop =
XIVECOG E2993 JeT 76 % 53%
[62] Her nonopa =
45% (p=10,01)
GMALL [55] n=>504, 15-55 | PeanuzoBanay 54 %
JeT 70% wu3
TPYIIIBI
BBICOKOTO
pucka
[lennatpuuecku PETHEMA [64] n=381, 15-30 Her Ho 21 rona =
i moaxon JIeT, Tpymna 77%
CTaHJIapTHOTO B Bo3pacre ot 21
pHUcKa 10 30 =63%
Heunrencusno OJIJI-2009 [65] n=298,15-55 PeanuzoBana y 60%
e, HO JIeT 7%
HenpepbrIBHOE

IIpunoxenue A3.3. PekoMeHaaluu 110 NPOQUIAKTHYECKON IPOTUBOPBOTHOM Tepanuu [240]

Ta6auna 1. PekomeHganuu no npoQuiIakTHIeCKOM MPOTHBOPBOTHON Tepanuu

Puck
IMETOreHH

OCTH

Bricokuit

KombOunanus

briokaTopsl

0J10KaTOpPOB

CEPOTOHHNHOBEIX

CCPOTOHUHOBLIX

SHT3-penentopoB

#nexcamerazona™* [240] u anpenuTanTa (y marueHToB crapiie 18 jer)

SHT3-penentopos,

(BeiOMpaercs 1  wu3

IIPUBEAECHHOIO TIEPEYHSI):
* OHJaHCETpOH** (y marueHToB crapiue 3 jier) (nmepopaibHo, 16—24 Mr win B/B,

8—12 mr)

* rpaHuceTpoH (y TAIMEHTOB cTapimie 2 JeT) (mepopaibHO, 2 MI, WU
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nepopanbHo, 1 Mr, 2 pa3a B cyTku, wiH B/B, 0,01 mr/kr, Mmakcumym — 1 mr)

* TponMceTpoH (y MalMEHTOB cTapuie 2 JjeT) (B NEpBBIM JEHb INpenapar
HA3HAYaeTCsl BHYTPUBEHHO 3a KOPOTKHI IPOMEXYTOK BPEMEHM A0 Hauajia
MPOTUBOOITYX0JIEBOU TE€panuu B3pOCIBIM B J103€ S MT' B CyTKU. B mocneayromue
5 nmHeW s TpEeayNpekICHUsT OTCPOUYEHHOM TOIIHOTHI W PBOTHI Ipenapar
Ha3Ha4yaeTcs BHYTPb);

* #manoHocetrpoH (nepopansHo, 0,5 mr, unm B/B, 0,25 Mr)

* #nexcamerazon™* (mepopanabHO, 12 MT, WK B/B, B 1-i1 IeHB + epopabHO WK
B/B, 8 Mr, BO 2—3-ii THN);
 anpenutaHT (y nanueHToB crapie 18 jer) (nepopansHo, 125 mr, B 1-i1 AeHb,

WM niepopanbHo, 80 mr, Bo 2—3-i 1HH)

YMepeHHbIi

KomOunammst 0JI0KaTOpOB CEPOTOHUHOBBIX SHT3-penentopos u
nekcaMmerazoHa** (ampemuTaHT (y TAIMEHTOB cTapme 18 JeT) Moxer
HCIOJIB30BATHCA Y OTACIIbHBIX MAIUCHTOB, B 3daBUCUMOCTHU OT IMOJTy4aCMOIro UMHn

peXMMa XMMHOTEpAIHH).

1-i1 ne”wn 2-3-1 1A

bnokatopsl ceporoHnHoBbIXx SHT3- | biokaTtopel  ceporonuHoBbix  SHT3-
penentopoB  (BeiOupaeTcss 1 w3 | penentopoB  (BeIOupaercs 1 w3
MIPUBEJICHHOTO TIEPEYUHS ): MIPUBEJICHHOTO MIEPEYUHS ):

*  OHJAHCETPOH™* (y TAIMEHTOB | ® OHJAHCETPOH** (y MaIMEeHTOB
crapmie 3 net) (mepopanbHo, 16-24 | crapmie 3 ner) (mepopaibHo, 16—24 wmr,

MT, WUIH B/B, 8—12 Mmr) uiau B/B, 8—12 mr)

* TpaHHUCETPOH (y  DanUeHTOB | * TpaHUCETPOH (y MAIMEHTOB cTapuie 2
crapmie 2 jet) (mepopaibHO, 2 MT, | 1eT)  (mepopajibHO, 2  MI, WU
WM nepopaibHO, | Mr, 2 pasa B | nmepopajibHO, 1 Mr, 2 pa3a B CyTKH, WU
cyrku, wia B/B, 0,01 wr/kr, | B/B, 0,01 Mr/kr, Makcumym — 1 mr)

MaKkCUMyM — | mr)

e #rpomuceTrpoH (y  MalMEHTOB | * #TpomuceTpoH (y MAalMEeHTOB cTapiie
ctapiie 2 net) (B/B, 2 MT); 2 net) (B/B, 2 Mr);

* #nanoHocerpoH (mepopanbHo, 0,5 | * #mamoHnocerpoH (mepopanbHo, 0,5 MT,
Mmr, Wi B/B, 0,25 mr); unu B/B, 0,25 mr);

* #nexcamerazoH™**  (mepopasibHO | * #IekcameTazoH™* (mepopaibHO WU
WJIM BHYTPUBEHHO, 12 Mr); B/B, 8 mwiu 4 Mr, 2 pasza B CyTKH);

* anpenuTaHt (y HalMEHTOB CTaplIe | * ampenuTaHT (y nauueHToB crapiie 18

18 net) (mepopanbHO, 125 Mr) net) (mepopamsHo, 80 Mr, eciau
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WCIIOJIB30BAJICS B 1-11 JIEHD)

Huzkuit  #nekcamerazoH™* (mepopanbHO WM B/B, 12 Mr)

* #Mmetoknonpamua**  (mepopaimbHo win  B/B,10-20 wmr 1-3  paza/cyT

(MakcuMainbHasi CyTo4Has 103a - 60 Mr))

Munumans | Pyrunnas npodrraktudeckass Tepamnust He TpeOyeTcst (cleayeT paccMoTpeTh
HBII BONpPOC 00 UCTIOIB30BAHNHU POTUBOPBOTHBIX MPENAPATOB, MEPEUUCICHHBIX IS

NEPBUYHON MPOPUIAKTHKH TOIIHOTHI/PBOTHI Y MAITUEHTOB HU3KOTO PHCKA)

146




Ipuioxkenue b. AIropuTmMsl AeHCTBUH Bpaya

QcTpelid NMMAOBENACTHRIA NedKos

he T-KneTouHEIR
Het
QNN na B-kneTouHbIX
NPEALISCTBEHHWUKOR
Her
Ja
1(9;22)/BCR/ABL B-apensii
v Het [a l
Tepan1A No cxeMam NeveH A
Boapact < 55 net Boapact < 55 net numcpomMelNeRKo3a
BepkuTTa
nOa Het Oa Het
QOnn-2009 ONN-2009 (noMMnke) ‘ XIT + UMaTHUHMG ‘ ‘ WimaTtuHmb ‘
MB2008 (mo 30) EWALL {noxneie)
GMALL (2003) Hyper-CVAD (mini) l
GRAAL (2005) +
Hyper-CVAD ‘ MNoppepHuveakowan Tepania ‘

MopaepXvBaIOWAR TEPanMA ‘

BoamMoXHOCTL NPOBELEHUA
anno TKM

Anno TKM }—b{ MNoanep#uBaKLan Tepania ‘

Puc. 1. Aneopumm npunamus pewenus na momeum ouacnocmuxu OJIJ1

Y
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PeunauetiipecbpaxtepHie dopmsl ONN
(Ha pasnu4HbIX NPOTOKONAX)

PaHHUi peuname (NP <= 12 Mec.)
PedpakTepHan thopma
(HeT MP K 70 QHi0 Tepanyu)

Boapact < 55 net Boapact < 55 net

VICXOAHBIA NpoToKoN

FLAG-IDA BFM-Rez
BFM-Rez He”apaﬁ;:';;:;m U Bruxarymomat (B-0NM)
BpT + [ekca + Muto + L-acn Mini-FLAG-IDA | NannuaTUeHaA NOMOLLL WHoTyaymab osoramuumk (B-
onn

Monxan
fa Het

anno TKM
Oa Het
‘ Anno TKM | OnutensHan
Tepanua

Puc. 2. AJZZOpuI’l’LM NpuHAmMUsa pewerusl npu KoHcmamayuu pe3ucmeHmHocmu u pazeumuu

peyuousa OJIJI npu ucnonrb308anuu nPOMoOKoOI08 He POCCUUCKOU UCCAe008aMENbCKOU 2PYNNbl
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Peyuvowes/pedpakTepHeie QopMbl
onn

(#a npoTokone ONN-2009)

"KpUTHYSCKMA”
COMaTHYECKMI CTaTyC

bpT + [exca + Muto + L-acn
BnuHaTymomao

Anno TKM

Puc. 3. AﬂeopumM NPpUHAMUA peluerusl npu KOHcmamayuu peaucCmermiocmu u paseumuu

peyuousa OJIJI npu npumenenuu npomMoKoIa pOCCUNICKOU UCCTe008AMENbCKOU ePYNNbl

anno TEM

Y

W pasHmMe, 1 NoagHue
PELMOHEL!

MNannuaTtweHan NoMoLkL

MonHan peMUCCHA

e

"KPHTHYS CEHIA™
COMAaTHUYECKMA CTaTyC

HenapaluH + VP-16 + LD

&

fla. z .

BOSMOMHOCTE NMPOBEASHUS

“~_Her
i ¥

T—_Her
T

KnUHWUYeCKHe WCCnedoBaHuA

= N

v

OnuTensHan
NoAAep¥HEAHILLAR TEPaNKA

MannuaTWeHaA NoMoLLs
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Peungwe Ph-noawtuesoro ONN
{LMTOTEHETUIECKMIA W TeMaTONOTHYECKUH)

ObHapyeHue
MyTaLMi
~._ BCR:ABLI

Cweta TKW cormacHo
MYTELWOHHOMY CTaTycy

MoHotepanua UTK-2,3
BanHatymomab + UTK-2,3
MHoTy3ymab ozoramuumt + UTK-2,3
XT+UTK-2,3

onHaA peMuccuA

BOsMO¥HOCTE MPOBSOSHHA

anno TEM
N‘[&T
\\\

/S
/// \‘
"y LnuTensHaa
NoooepHHMealLAaR Tepan9a
Anno THM TEN-2.3

Het

MoHoTepanua MTK-2.3

Cwmexa TKM

lMonHan peMuccuA

MannuaTHEHaA NOMOLLs

Puc. 4. AﬂeopumM NPpUHAMUA pelerus npu Koncmamayuu pesucCmeHmHaocmu u paseumuu

peyuousa Ph-nozumusnozo OJIJ1
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HMpunoxenune B. Undopmauus 1/ manueHra

OJUI mnm octpbiii auMdoOIacTHBIA JIEHKO3 — 3TO 3J0KaYyecTBEHHOE 3abosieBaHUE
KpOBEHOCHOU cuctemMbl. KM, B KOTOpOM BBIpaOATHIBAIOTCS KJIETKH KPOBH, MPOU3BOIUT
CJIMIIKOM OO0JIbIIIOE KOJIMYECTBO HE3PEIIbIX OENIbIX KPOBSHBIX Tesell. B HopMe y yenoBeka Bce
KJIETKA KPOBH PacTyT U OOHOBJISIOTCS JOCTATOYHO PABHOMEPHO, MPOUCXOIUT CIIOKHBIM
npouecc ux cozpeBanus. OgHaxo npu BozHukHoBeHUU OJIJI 3TOT npouecc BBIXOIUT U3-T10A
KOHTpoJIsl. benbie KpoBsiHbIE TeMblia HE PAaCTyT U BBI3PEBAIOT, MPEBPAIAsCh B MOJHOIICHHBIE
(GyHKIIMOHANIFHBIE KJIETKH, a HAau4MHAIOT ObICTPO M OECKOHTPOJBbHO AenuThes. IlocTosHHO
YBEJIMYMBAsACh, OHM BBITECHSIOT 30POBBIE Oelible KJIETKH KpOBU (JIEMKOLUTHI), KpPacHbIE
KJICTKH KPOBU (SPUTPOLUTHI) M KpPOBSHBIE IUIACTHHKU (TpoMOoiuThl). B pesynbrare
pa3BHBaeTCsd HEXBaTKa HEOOXOIMMOTO 4YHCIa 370POBBIX KJIETOK. MajokpoBue (aHeMus),
MH(PEKIUU U KPOBOTOUMBOCTH SBISIOTCA HE Tonbko cienactsuem OJUJI, HO u ero mepBbIMU
cuMmnToMaMu. M3HayaibHO JIEWKO3bl HE OTPAHUYMBAIOTCA KAKON-TO OMPEAEICHHON YacThIO
orpanm3ma. Pacmpoctpanssice u3 KM B KpoBb, OHM MOpaKaloT U TUMQPATHUECKYIO TKaHb
(muMmdartudeckas cuctema), U APyrue OpraHbl, U, KaK CIEJCTBHE, BCIO CHUCTEMY OpPTaHOB.
[TosToMy, kak U octanbHble JIeKo3bl, OJIJI OTHOCHUTCS K CHCTEMHBIM 3JI0KQYECTBEHHBIM
3aboneBanusamM. Teuenue OJIJI octpoe. be3 nedenus ekeMuyecKre KICTKH YBEIIMUUBAOTCS
U TIOpaXKalOT OpraHbl 4YeloBeKa. 3aboyieBaHWE NPUHUMAET TSDKENbie (OPMBI, CMEPTh
HACTYIIAET Yepe3 HECKOJIBKO MECSLIEB.

OJIJI — camas pacripocTpaneHHas popma Jieiiko3a y AeTei 1 MOAPOCTKOB, OH COCTaBJISET
NpUOIM3UTENBHO OJHY TPETh OT 4MCIa 3J0KAYECTBEHHBIX 3a00J7€BaHU B JETCKOM H
noapocTkoBoM Bozpacte. OJIJI MoryT pasBuBaThcs B JH0OOM BO3pacTe, B TOM YUCIE U BO
B3pocioM. OIHAaKO yalle BCEro OHU MOPAXKAIOT AeTer oT 1 10 5 jeT, a MabuuKOB — HAMHOT'O
yaie, 4eM JIeBOYEK.

[Tpu OJIJI mpoucXOoauT 370KAYECTBEHHOE H3MEHEHHE (MyTallus) HE3PEeJbIX KIIETOK-
MPEIIIECTBEHHUKOB TUMMOIUTOB. MyTalusi MOKET MPOUCXOANTh Ha PA3NUYHBIX CTATUAX
pa3BUTHUSL KJIETKA. A 3TO 3HAUUT, YTO MOPAXKAIOTCS HE TOJIBKO Pa3IU4HbIe MOJITPYIIIbI
nuM@onuToB, HO U uX pomaoHadanbHUKH. [TosTomy B OJUJI cymecTtByeT MHOXECTBO (hopm
3aboneBanusa. Hampumep, B-kmerounas ¢gopma OJIJI HazpBaeTcss Tak MO MMEHU KIIETOK-
NpEeIIeCTBeHHUKOB B-muMponmTo, T-Ki1eTouHbIe JTEHKO3bI YKa3bIBAIOT HA MIPOUCXO0XKICHHUE
OT KJIETOK-TIPEIIIECTBEHHUKOB T-muM@onuToB. BakHO 3HATH, YTO CYIIECTBYIOT pa3HBIC
dhopwmel win nmoasapuanTel OJIJI. OHE MOTYT AOCTaTOYHO CHJIBHO OTJIMYATHCS APYT OT JIpyra
U TI0 TEUCHHIO OOJE3HHW, W TIO BO3MOXKHOCTH H3JIEUUTHCSA (TPOTHO3). DTH pPa3IHUUS

YUUTBIBAIOTCS B BBIOOPE TEPANIeBTUYECKON CTPATETHH.

151



Cumnromsl, ¢ KoTopeix HaunHaeTcs OJIJI, kak mpaBuWiio, pa3BUBAIOTCA 3a HECKOJBKO
HelleNb. 3JI0KAaYe€CTBEHHbIC KJETKH pacnpocTpaHstorcs no KM u apyrum opraHam.
becnipensitctBeHHO pasmHOXkasich B KM, JIeiKO3HbIE KJIETKM HE JAIOT PacTH HOPMAJIbHBIM
kiaeTkam KpoBu. [losromy y 3aboneBmux OJIJI cHauana MOSBIAIOTCS OOIIME CUMITOMBI
OOJIE3HEHHOTO COCTOSIHMSI: BSIJIOCTh, CJIa00CTh, OJNEeqHOCTh (aHEMHUS). OTH CHUMIITOMBI
OOBSICHSIOTCS HEXBATKOM KPACHBIX KPOBSHBIX TeJlel], KOTOPBIE JOKHBI JJOCTABIISATH KHUCIOPO/
IUISL IPYTUX KJIETOK OpraHu3Ma. J{e(puiuT mogHOIEHHBIX OeIbIX KPOBSHBIX TNl (HarpuMmep,
JTUMQOIUTOB U TPAHYJIOLMUTOB) MPUBOAUT K OCIAOICHUIO UIMMYHUTETA, Pa3BUBAIOTCS YaCThIe
MH(EKIUNU C BBICOKON TemriepaTypoi. M3-3a oTCyTCTBUSA TPOMOOIIMTOB, OTBETCTBEHHBIX 3a
ObICTpOE CBEPTHIBAHHWE KPOBH, MOTYT BO3HUKATh TOUYEYHBIC KPOBOM3IIMSHMUS Ha KOXKE H
KPOBOTEUEHHSI CIM3HCTBIX 000J04ek. PacmpocTpaHsasck MO OpraHusMy, JeHKEeMHYECKue
KJICTKH MPUBOASAT HE TOJBKO K M3MEHEHHUSIM B COCTaBe KPOBU. Y /€Tl MOABISAIOTCS 0OJIH B
pa3InuHbIX opraHax. Tak Kak JIMKO3HbIE KJIETKH 3alOJHSAI0T KOCTHBIE nojioctd 1 KM, to
KOCTH HAayMHAIOT OO0JIeTh, MPEXkAE BCEro KOCTH PYK M HOT. 3JI0KAaYE€CTBEHHBIE KIIETKH
3aIOJIHAIOT TEYEHb, CENE3eHKY W JTuMdaTHyeckue y3ibl. X OTek MpUBOAUT K OOJsIM B
KUBOTE. B NpuHIUIIE HU Yy OAHOIO U3 OPraHOB HET 3aIUUTHI OT JICUKEMUYECKUX KIIETOK. Y
nanueHToB ¢ OJIJI 310kauecTBEHHbIE KIETKM MOTYT IPOHUKHYTh M B MSTKYK) MO3TOBYIO
000JI0UKY, MO3TOMY MOSBISIOTCA TOJIOBHBbIE 0OJM, Mapajuy JUIEBOrO HEpBa, HapyLICHHE
3penust u/uau peota. CumnroMsl OJIJI MOTYT CHITBHO OTJIHYATHCS Y pa3HBIX Jitoaei. OuH wim
Ja’ke HECKOJIBKO CHUMIITOMOB HE 00s3aTeNbHO YKa3bIBAlOT Ha TO, YTO 4YEJOBEK 3aboeln
neiikemueil. MHOTHE U3 HUX TOSBIISIIOTCS IIPH CPABHUTEIBHO 0€300UIHBIX 3a00I€BaHUSX, HE
MMEIOLUX OTHOIIEHUS K Jeiiko3dy. OJHako ecinu MOSBISIOTCS OO0JM, Mbl PEKOMEHIyeM
HEMEJIEHHO o0palaThCsi K Bpady, YTOObl BBIICHUTH UX Mpupoay. W eciam neiicTBUTENBHO
noctasiieH auarHo3 OJIJI, ero Hy’)KHO CpOYHO JIEUUTb.

Ecnu B uctopuu 605e3Hu (aHaMHE3) WIK JaHHBIX OCMOTpa Bpad HaxoauT npusHaku OJ],
MalMEHT IOJIy4aeT HalpaBJICHUE Ha pPa3BEpHYThIM aHanu3 KpoBU. Ecim omnpeneneHHbIE
M3MEHEHHUs B TeMOorpaMMe (3alucH COCTaBa KpOBHM) MOATBEPKAAIOT MOA03PEHUS Ha JIEHKO3,
TO JUII OKOHYATEJIHHOTO AUAarH03a HEOOX0IMMO MOTYYHUTh KIETKH KOCTHOTO Mo3ra. [loatomy
Bpau JaeT NAlMeHTy HalpaBleHMEe Ha JaibHeimee oOcinefnoBaHHE B CTAIHOHAp,
CHelHaTu3UpyoIuiicsa Ha O0Ne3HIX KPOBU U 37I0KaUeCTBEHHBIX 3a0oneBanusx. [lo ananuszy
KpoBU U1 KM MOXXHO TOYHO ONpEACNINTh HAJTW4YUE W BHU] JIeliKo3a y nauueHTa. Kpome toro,
COBPEMEHHBI MMMYHOJIOTHUECKUH M TeHETUYECKUN J1a0OpaTOpHBIA aHAIU3 MO3BOJSIET HE
ToJs1bKO BbIAENUTH OJIJI u3 npyrux BUIOB JIEHKO3a, HO U ONpeNenuTh KOHKpeTHbIN Tun OJIJL
OTO Ba)XKHOE YCIIOBHE JJIsl IJIAHUPOBAHUS TOYHOW TEpamuu, MOTOMY YTO PA3JIMYHBIC THIIbI

OJIJI otnuuaroTcs Apyr OT Jpyra Ha KIETOYHOM U MOJIEKYJSIPHOM YPOBHE, IMO-Pa3HOMY
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MPOTEKaAET X0/ 00JIe3HH, MO-PA3HOMY OLICHUBAIOTCS IIAHCHI HA BBI3JOPOBJICHHE (ITPOTHO3) U
YyBCTBUTEIBHOCTh K Tepanuu. Kak Tosnbko nocrtasieH auarHo3 OJUI, nns miaHa nedeHus
BBISICHSIOT, TOPaXEHbl JIM JIGMKEMUYECKUMH KIIETKaMu Jpyrue opranbl, kpome KM,
HampuMep, TOJIOBHOW MO3T, MEeYeHb, CelIe3eHKa, TMM(AaTHIecKue y3Ibl WIH KOCTU. J{narxos
oTpesensieTcs Mo N300paKEeHUI0 U3 Pa3IMYHBIX HCCIEAOBAaHUN, TAKMX KaK yJIbTPa3ByKOBOE,
PEHTT€HOBCKOE, MAarHMTHO-PE30HAaHCHAasi M KOMIBbIOTEpHas Tomorpadus, cUUHTUrpadus
KocTeil ckenera. UtoOwl ompenenuts, nopaxkena ym [[HC, 6epyr npoOy cMHHOMO3TOBOWA
YKUJIKOCTH U MCCIEAYIOT €€ Ha HAJIMYKE JICMKEMUYECKUX KIETOK. JlalbHenas noAroToBKa K
JICYEHUIO 3aKIIOYaeTcsi B IPOBEPKE CEpACYHOM [eATeNbHOCTH U (PYHKUIHMOHAJIBHOTO
COCTOSIHUSI MO3ra. M3MeHeHus, KOTOpble MOTYT IMPOU30MTH BO BpEMs TEpamuu, IOJHKHBI
OLICHUBATHCSI HA OCHOBAHWM OJTHX HCXOJHBIX JaHHBIX. KOMIUIEKCHBIE J1a00opaTOpHBIC
WCCJICTOBAHMSI IIOMOTAIOT OLIEHUTH O0IIIee COCTOSHUE MAIMEHTA U YCTAHOBUTh, UMEIOTCS JIH Y
HEro HapyIIeHus: OOMeHa BEIIECTB UIX (PYHKIIUN KaKHX-THO0 OPTaHOB (HapUMeEp, MOYEK HIIH
MeYEHH ), BO3HUKIIUX H3-3a JICHKO03a, YTO MOXET ObITh OCOOCHHO Ba)KHO JO WJIM BO BpEeMsl
nedeHus. s BO3BMOXXHO HEOOXOAUMBIX TEpPETNBAHUA KPOBH CIIEIYET YCTAaHOBHTH TPYIIITY
KpOBH MAaIUEHTA.

He Bce wuccrnenoBanusi o0s3aTenbHBbl IS Kakaoro manueHta. OT MeIUIUHCKHUX
PpabOTHUKOB BBl IOJTYyYUTE HH(POPMALIHUIO O TOM, KAKHE UMEHHO JUarHOCTUYECKUE MPOIeTyphl
HEOOXOIUMBI JUIsl IJITAHUPOBAHUSI TEPATTHH.

B cnyuae mnoarBepxkaenus aumarHo3a OJIJI manmueHTa CpoOYHO HAIpaBISIIOT B
reMaTOJIOTHYECKOE OT/ACNICHUE WM LEHTP, TJe HMEITCS U BO3MOXHOCTH Haumbojee
COBpEMEHHOT0 U 3(P(HEKTUBHOTO JIEYEHHS, U Y3KHE CIEHHUANIHUCTHl MO IeMaToJIOrHYeCKUM
3a0o0yieBaHUsAM (BpadyM, MeAcecTpbl). Bpaun crnennamu3upoBaHHBIX OTIEJIEHUN IMOCTOSHHO
HAXOJSTCSl B TECHOM pa0oueM KOHTAKTe, JICUCHHE MaIleHTa MPOBOIUTCS UMU IO COBMECTHO
pa3paboTaHHBIM M CHCTEMAaTUYHO YCOBEPIICHCTBYEMbBIM TUIAHAM TEPAIUU.

HentpanbHoe mecto B jedeHuu OJIJI 3anumaer XT. XT —3T0 1eyeHne MeIMKaMeHTaMu,
KOTOpbIE MEUIAIOT POCTY KJIETOK (LIUTOCTATUKH). Y HEKOTOPHIX MalMEHTOB TOMOIHUTEIHHO
obnyuaetcst LITHC (o6myuenue rosoBbl). B HeKoTOpbIX ciaydasx nmpumMeHsieTcs X1 BBICOKUMHU
no3amu npenaparoB ¢ nocieayromet TI'CK. Lenp ieueHus — mo BO3MOKHOCTH MOJIHOCTBIO
YHUUTOXKUTD JICHKEMHUYECKHEe KIETKH BO BceM opranusme, 4roosl KM BHOBB cMmor paboTaTh
KaK KpOBETBOPHBIN opraH. MHTEHCHBHOCTh M TPOJOJDKUTEIBLHOCTh X1, HEOOXOAMMOCTH
obmyuenust LIHC nnu TI'CK, a Takke mporHo3 00JIe3HU 3aBUCAT MPEXK/IE BCETO OT TOT0, KAKUM
umeHHo tunoM OJIJI GoJeH naeHT, HACKOJIBKO JISHKEMHUECKUE KIIETKH PacpOCTPAHMUINCh
10 OpraHM3My M Kak JIEWKO3 pearupyeT Ha Tepamnuro. JledeHue 3penokieTrodHoi B-popmer

OJIJI ornumuaeTcsa OT JeUyeHUsS Bcex ocTanbHbIX noatumoB OJIJI. IlanueHTBEl ¢ TakuM
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JMArHO30M MOJIY4aloT Ty K€ TEepaIvio, YTO M MAIUEHThl ¢ HEXOMKKUHCKON TUMGOMON U3
3penbix B-knerok. [Tostomy crnenyromas napopmanus o X0 JeUeHUs] K HUM He OTHOCHUTCS.
Jleuenne mnaruentoB c¢ puarHozoMm OJIJI (xkpome 3penokierounoit B-dpopmer OJII)
nonpasaensercs Ha 4 Oonpiux dtana. Yetbipe (as3pl Tepanuu OTIUYAOTCS IPYT OT APYyra Mo
MPOJOJKUTEIHOCTH, TI0 HCIHOJB30BAHUI0O HEKOTOPBIX MEAMKAMEHTOB, a TaKkXke II0
WHTEHCUBHOCTH W ueysM JiedeHus. 1. Muaykums: stan mHTeHcMBHOM XT, ero menp —
VHHUTOXUTH 332 KOPOTKOE BpeMs MaKCHMAallbHOE YHUCIIO JIEHKO3HBIX KJIETOK M JOCTUYh
pemuccun. JleueHue UTCS MPUOIM3UTETHHO OT MSTH A0 BOChMU Hepaelnb. 2. Koncomumarus
Y UHTEHCUBHAs Teparnusi: Je4eHUe MPOBOAUTCS HECKOJIbKO MeCALIEB (IIPUMEPHO OT 2 10 5), ero
Heilb — C TIOMOIIbIO HOBBIX KOMOMHAIM{ TpenaparoB MNPOAOKUTH YHUYTOXKEHHE
TMEHKEeMUYECKUX KJIETOK M 3aKPEeMHTh PEMUCCHIO. BaXXHBIM 3JEMEHTOM  SBISIETCS
npodunakruka nopaxenuss LIHC (mpeBenTuBHOE seueHue). st 3TOro B CIMHHOMO3TOBOM
KaHall BBOJSTCS MEIMKAMEHThl U TMpPU HEOOXOIUMOCTH JONOJHUTEILHO Ha3HAYaeTcs
00JTydeHre TOJI0BHOTO MO3ra (HarpuMmep, eciii uMetoTcs JanHbie o nopaxenuu [{THC). Dtot
3Tam JOJDKEH HE JOMYCTHTh MOMAAaHUs JCHKEMUYECKIX KIETOK B TOJIOBHOW U CITUHHOW MO3T
WJIH, 9TO OBIBAET Yallle, X pa3MHOKEHHUS. 3. PEMHIYKINS: IeueHne MPOBOIUTCS KaK B IEPUOJ
WHAYKIHUH, €T0 1eJIb — OKOHYATENIbHO Pa3pyIIUTh BCe JEHKEMUYEeCKUe KIETKH U TEM CaMbIM
MUHUMU3HUPOBATh PUCK BO3BpaTa 6ose3Hu. OO1ias npoaoKUTEIbHOCTh PEUHIYKIIMH MOXKET
COCTaBJISITh OT HECKOJIBKMX HEEIb A0 MECSIIEB, HA 3TOM dTane (pa3bl UHTEHCUBHOTO JICYCHUSI
yepenytores ¢ nayzamu B XT. 4. [logaepkuBaroniee jieueHUe WIM ATUTENbHAs Tepanus: Ha
ATOM 3Tare Ha3HA4arTCs HEeBbICOKUE 103bI XT. OcOOCHHOCTH JCUEHUS 3aKII0YACTCS B TOM,
YTO OHO MPOBOJUTCS AJTUTEIBHOE BPEMsI, KaK MIPAaBHIIO, MIOKA €ro OOIIUN CPOK HE COCTaBUT 2
roja. JleueHne mpoOUCXOJUT B OCHOBHOM aMOyJIaTOPHO, €ro ILejdb — YHUYTOXKUTH BCE Te
TeHKEeMUYEeCKUE KIETKH, KOTOPhIE CMOTIIH BBDKUTH Ja)KE MOCJIe MHTEHCUBHOM TEpaITHH.
Bonpioit mporpecc B Tepanuu 3a MOCIEAHUE TPU JECATHIICTUS 3HAUUTEIHHO YBEITHUUIT
maHcbl u3neuntbes oT OJUJI. briarogapsi BHEIpEHHUIO COBPEMEHHBIX METOIOB UCCIEIOBAHUS U
O0onmee A(QPEKTUBHBIX CTAaHIAPTU3UPOBAHHBIX MPOTOKOJIOB KOMOWHUpoBaHHOW  XT
BEI3JI0paBiuBatoT okoiio 70% 3abonemmx OJIJI. Eciau manmueHT mpoXWiI mociie JeueHus 5
neT 0e3 peluIUBOB, OH CUUTACTCS 3I0POBBIM (5-JTETHSISI BEBDKHBAEMOCTE). Y YacTH MalUeHTOB
MOXET HaOII0aThCs BO3BpAT 3a0oneBanus (peuuau). Kak nmpaBuiio, peruanB HACTYMAeT B
nepBbie 2-3 roja Mocjae YCTAHOBJICHUS IMarHO3a U B KpallHE PeIKUX CydasX — mocie S JeT.
B menom miaHCchl BBI3IOPOBETH MPU PEUUANBE 3HAYUTEIBHO HIDKE, YeM TPH NEPBHYHOM
3a00JIeBaHNH, XOTS Y HEKOTOPHIX 3a00JICBIIMX TMOBTOPHOE JICYEHUE TOCTUTACT XOPOIIETO
pe3ynbrata. HeoOxoqumoe 3aMedaHue: Ha3BaHHBIE MPOLEHTHI BBI3OPOBEBUINX SIBISIOTCS

CTAaTUCTHYECKUMH IToKa3aTeaaMu. OHU TOYHO U AOCTOBCPHO OIMMCHIBAIOT JIMIIIb COBOKYITHOCTH
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3aboneBmux OJIJI. CrarucTtuka HE MOXET TpeACKa3aTh, BBI3JOPOBEET MAIUCHT, WU HET.
Jlefiko3pl jaxke MpU camMbIX OJIATONPHUSTHBIX WM HEOIarompHsTHBIX YCIOBUSX MOTYT
nporekarh abcomoTHO Hempeackazyemo.llpunoxkenue I'. IlIkansl OIEHKH, ONMPOCHUKH H
;[pyrne OILICHOYHBIC I/IHCprMCHTBI COCTOsAHHUA ITallMCHTA, HpI/IBeHCHHBIe B KIIMHHUYCCKUX

PEKOMEH AU SIX

Ipunoxenue I'l. llIkana ouenku o01mero cocrosuus napuenta no sepcun ECOG
HIxkana oueHkn 0011ero cocTosinus nauuenta no sepcun ECOG
OpununansHoe Ha3BaHue: The ECOG Scale of Performance Status.
Ucrounnk: 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].
Tur: mkana OLEHKH.
Ha3znauenue: KIIMHIMYECKast OLIEHKA OOILEro COCTOSHUS MallUEHTA.
CopepxaHue U UHTEPIIPETALINS:

Ta6mmma 1. Hkana onenku 001eTo cocTosiHus manueHTa no sepcun ECOG

Cratyc (6ammbi) OrnrcaHue 00IIEero COCTOSHUS MalluCHTa

0 [TanueHT MOJIHOCTBIO aKTHBEH, CITIOCOOCH BBIMOJHATH BCE, KaK

U 10 3a001€eBaHUs

1 [MarieHT He crmOCOOEH BBIMOJIHATH TXKEIYI0, HO MOXET
BBIMOJIHATH JIETKYI0O WM CHASAYYI0 paboTy (Hampumep, JETKyIo

JIOMAIITHIOIO WM KaHIICISIPCKYIO padoTy)

2 [TanimeHT JICYUTCS aMOyJIaTOpHO, croco0eH K
caMoO0OCITy)KHBAaHUIO, HO HE MOXKET BBINIOJHATH pabotry. bonee 50%

BPEMCHH NPOBOAUT aKTUBHO - B BCPTUKAJIIBHOM IIOJIOKCHUU

3 [TarenT crocoOeH B1070000 K OTPaHUYECHHOMY
caMo0OCTyKMBaHHUIO, TPOBOJAUT B Kpecie uinu nocrenu 6onee 50%

BpeMeHH 00JIpCTBOBaHUS

4 WNHBanu, coBepiieHHO HE CIOCOOCH K caMOOOCITyKHBaHUIO,

MIPUKOBAH K KPecy WIH MOCTENN

IIpnaoxenne I'2. UmmyHosornyeckast kaaccupuxanus OJIJI
IIpu ummyHOnormuyeckoir xapakrtepuctuke OJIJI  wucmonb3yercss  KiIacCHU(pUKAIHS
EBpomneiickoii rpynbl HIMMYHOJIOTHYECKON XapaKTEPUCTUKU OCTPhIX Jiekiko30B (EGIL).
Hms B-OJIUI B He#t BoigensioT 4 HWMMYHO(DCHOTHUIIMYECKUX BapHaHTa, YCJIOBHO
COOTBETCTBYIOIIUE CTaIUsAM Pa3BUTHUs B-kieTouHbIX npeamecTBeHHUKOB (Tabnwmia 1).

e BI (mpo-B-OJIJI) — Omactaeie kietku skcrnpeccupyror CDI19, cyCD79a, cyCD22,
snepayto TdT, orcyrcrByer CD10, Tskenbie U JeTKue el UMMYHOTTIO0YIIMHA.
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e BII (“common” B-OJIJI) - CD10 mo3uTuBEH, TSHKENbBIE U JIETKHE e HMMYHOTJIO0yTHHA

OTpULATCIIbHBI.

e BIII (mpe-B-OJIJI) — BBIsIBAsICTCSA UTOIIIA3MATUYECKAsl TSOKEIIas 1Ieb MMMYHOTI00yJTHHA

(IgM).

e BIV (3pensiii B-OJIJI; nepexoansriii mpe-B-OJIJI) — omyxoneBbie KJIETKH TO3UTHUBHBI 10

MeMOpaHHBIM TSDKENBIM W/Win JTErkuM temnsMm [gM.

B cnywae BbiiBnenust ganHoro Bapuanta B-OJIJI yacto HEOOXOIMUMBI JONOIHHUTEIbHbIC

METOABI HCCICAOBAaHUA (FI/ICTOJIOFI/I‘-ICCKI/IG, HUMMYHOTUCTOXUMUUYCCKHUEC, TNUTOTCHCTUYCCKHC,

MOJIEKYJISIpHO-TeHeTHYecKue) s nudpepeHaibHOl TUarHOCTUKU 3peyioro BapuaHta B-

muMmdoObacTHOTO Jeiko3a u 3penoit B-kinetounoit muMdomsl (pommukysipHON JTUMQPOMBI,

mumpomsr  bepkurra,  JIBKKJIL,  B-knerouHoir = nuM@oMBl  BBICOKOW  CTENEHHU

3JI0KQY€CTBEHHOCTH).

Ta6muma 1. EGIL knaccudukarms B-OJ1I.

Mapkep Pro-B (BI) Common B (BII) Pre-B (BIII) B-ALL (BIV)
CD19 + + + +
cyCD22 + + + +
cyCD79a + + + +
CDI10 - S +/- +/-
CD20 -/t +/- +/- +/-
CD34 +/- +/- -/+ -
HLA-DR + + + +
nuTdT +/- +/- +/- +/-
cylgM - - + +
Surf IgM - - - +

Cy — nurorurazMaTiHIeckas dKcrpeccus. Surf — moBepxHoCTHAs dKcTpeccrst. Nu — sepHas SKCIPECCHsL.

[To anajmoruu co cTagusIMH WHTpaTUMUYecKon nuddepeHnupoBku T-1uMPOITUTOB

BeifeisitOT 4 Bapuanta T-OJUL: npo-T, npe-T, koptukanbnsiii T, meaymispabii (3pensiii) T-OJIJI.

B knaccudpukanuu EGIL sti BapuanTst HazeiBatores T1, TIL, TIIL, TIV (Tabnuna 2).

e TI - skcpeccust Tonbko panHux MapkepoB (cyCD3, CD7, Bo3moxxuno CD10, HLA-DR,
CD34) u orcyrctBue CD4 u CDS, CDla.

e TII - mosBnsiercss CD2 u/unu CDS.

o TIII (xkoprukaneusbiil T-OJIJI) - o6s3arensHO Hammuue CD1a; memOpannbiii CD3 -/+.

o TIV (menymnspusiii T-OJIJI) xapakrepusyercst spkoi sKkcmpeccueid MemopansHoro CD3
u/unu skenpeccueit T-kaetounoro perentopa (TCR); CD1a orpumnarenes.

Mapkep Pro-T (TI) Pre-T (TII) CO(rT“ICI?)l T T-ALL
cyCD3 + + + +
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CD7 + + + +
CD2 - + + +
CDla - - + -
CD10 +/- +/- -/+ -
CD5 - - + +
CD34 +/- +/- +/- +/
HLA-DR +/- +/- +/- +/
TdT +/- +/- +/- +/
+
Surf CD3 - - -/+ SIPK
IKCIPE
CD4+CD8 - - + -
CD4 nm CD8 - - +/- +
TCRab WU ) ) ) +
TCRgd

Tabnuna2. EGIL knaccudukanus T-OJIJL.
Cy — nuTorurazMaTuaeckas skcrpeccust. Surf — moBEpXHOCTHAS IKCIIPECCHS

B xnaccuduxanmu BO3 2016 otnenvHo Boifensercs T-aumgoodaacTHbINH Jeiiko3 U3
panHux npeamecrseHHUKOB (early T-precursor (ETP-ALL). bnactasie kierku npu ETP
UMEIOT MPU3HAKH MUEJIOUAHBIX U CTBOJIOBBIX KJIETOK, UIMMYHO()EHOTHI JOKEH COOTBETCTBOBATH
OTIpEeICTICHHBIM KPUTEPUSIM:

e T-nunelinas HanpasieHHOCTH (cyCD3+CD7+)
CDla u CD8 orpunarensusie (<5%)
CDS5 no3utuBHBI MeHee 75% 0611acToB, cradas SKCIpeccHs aHTHIeHa.
MO3UTHBEH XOTsI ObI OAMH U3 chneaytonmx Mapkepos: CD34, CD117, HLA-DR, CD13,
CD33, CD11b, CD65.
B cnyudae sipkoit u 60s1ee monomopdHoit sxcnipeccun CDS (>75%), HO BBINOJIHEHUH OCTAJIbHBIX

kputepueB T-mumpoOIacTHOrO JNeiko3a W3 paHHUX MPEIIeCTBEHHUKOB, YCTaHABIMBAETCS

nuarHo3 near-ETP-ALL, yto MoxHO niepeBecTH Kak «mogo0HsI-ETP-ALLy.

IIpunaoxenne I'3. OcHoBHBIE reHeTHYeckne aHoMaauu npu OJIJI

Ta6muma 1. OcHoBHBIE TeHeTHUeckre aHoManuu ripu OJIJ1

OJIJI AHoMaus BoBj1eueHHEIE YacroTa MeTtoa aeTeKmuun
reHbI
B- t(9;22)(q34:q11) BCR::ABLI B3pocuasie: OT-IILIP
KJIETOYHBIN 30 %
Heru: 3 %
t(12;21)(p33;922) | TEL::AMLI B3pocuasie: OT-IILIP
<1%
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Hetu: 20 %
t(4;11)(q21;923) MLL::AF4 B3pocunsie: OT-IILIP
5%
Hetn
MJIaIIIeTo
BO3pacTa:
60 %
t(1;19)(q23;p33) E2A4::PBX] 5% OT-IILP
t(8;14)(q24:;932) c-MYC::IgH 1% FISH
t(17;19)(q22;p33) | E24::HLF <1% OT-IILIP
t(11;19)(q23;p33) | MLL::ENL <1 % OT-IILP
Myranun reHoB | 10 % CexBeHMpOBaHUE
JAK1/2/3
T-xknerounsrit | t(10;14)(q24;q11) | HOX11::TCRA/B B3pocunsie: OT-IILIP
t(7;10)(q34:;924) HOXI11::TCRP 31 %
Hetu: 7 %
t(5;14)(q35:932) HOXI1L2::TCRA/B | B3pocunsbie: OT-IILIP, FISH
13 %
Hetu: 20 %
t(1;14)(p32;q11) TALI::TCRA/B 1-3% OT-IILP
Hopmanensiit 1p32 | SILTALI 9-30 % OT-IILP
inv(7)(pl5q34), I'enst HOXA TCRP | 5% FISH, OT-IILIP
t(7:7)
t(10;11)(p33;ql4- | CALM::AF10 10 % FISH
21)
1(9;9)(q34;q34) NUP214::ABLI 6 % FISH
t(9;14)(q34;934) EMLI::ABLI <1% FISH
Mytaimuu NOTCH | NOTCH1 50 % CexBeHMpOBaHUE
1
Myramuu JAK1 JAK1 18 % CexBeHHpOBaHUE

IIpunaoxenne I'4. Pacuer TpaHCIUIAaHTAIIMOHHOTO pucKa 1o mkajae EBMT
OrneHKa TPaHCIIAHTAIIMOHHOTO pUCKa MPOBOAMUTCS HE Ooiiee yem 3a 10 mHEH 10 Hayvama

MPEATPAHCIUIAHTAIIMOHHOTO KOHAUIMOHUpOBaHus [218].

®akTOphl PUCKA XapakreprucTrka (hakTOpOB pHUCKa basnnbt
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Bospacr <20 ner 0
2040 et 1
> 40 yier 2
Craryc 3a60m1eBanus’ Pannmit 0
IIpomesxyTouHbIit 1
Pa3BepHyThIi 2
Bpewmst oT mocTaHOBKM IMarHo3a a0 TI'CK? <12 mec 0
> 12 mec 1
Honop HLA-uneHTHUHBI CHOMUHT 0
HeponcrBennslit 1oHOp 1
[Ton noHOpa 1 perunuenHTa JIOHOp — *KEHILMHA, PELIUITUEHT — 1
MY>KYUHA
Jpyrue coueranus 0

! He npumensiercs y maruenToB ¢ AA.

Pannwmiit — octpeiii nieiiko3 B [1P1; MJIC B I1P1 wm 6e3 npemmectByromero aeueHust; XMJI B 1 xpoHnueckoi
daze; HXJI neneyennas v B [1P1; MM neneuennas wiu B [1P1.

[TpomexyTounbiit — ocTpsiii neiiko3 B [1P2; XMJI 3a uckmodenneM xponndeckoit gasel 1 u BK; MJIC B I1P2
v YP; HXJI B I1P2, UP v crabunumzanus 3a6onesanus; MM B I1P2, UP mm ctaOuin3aius 3a001eBaHKs.

Pa3BepHyThIi1 — OCTpHIii J1eiiko3 B apyrux cragusax kpome [1P1 u [1P2; XMJI B BK; MJIC Bo Bcex apyrux
cranusax; HXJI Bo Bcex npyrux cragusix; MM Bo Beex Ipyrux CTaausx.

2 He npumensiercs y nanuenTos B [1P1.

[TsTunernsist nerambHOCTH (%), CBSI3aHHAs € TPaHCIUIAHTALMEH, corlacHo Iikaie pucka EBMT

bane 0 1 2 3 4 5 67
OMJI 14 20 25 30 36 40 41
OJII 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
HXJI 15 24 28 30 34 36 38
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IIpunaoxenne I'S. Pacuer TpancmiiantanuonHoro pucka no mxajae HCT-CI
OuneHka TpPaHCIUIAHTALMOHHOTO pPHUCKAa MPOBOAUTCS NPHU IMEPBUYHOM PaCCMOTPEHUHU
ManyueHTa B KauecTBe KaHaumara Ha nposenaeHne amio-11'CK u moBropHO He Oonee uem 3a 10
JHEHN 0 Havaa NpeaTpaHCIUIaHTallMOHHOTO KOHIUIMOHupoBanus [219,220].
Huskuii puck — 0 6asos.
[TpomexxyTounslii puck — 1-2 Gasra.
Bricokuii puck — 3—4 Gasra.

Kpaiine Bbicokuii — 5 u 6osiee Ganos.

Craryc basbt

JpIxarenpHas cuctemMa

O®DB1 66-80% unu ofpIIKa Mpr HEOOIBLION (PHU3NUECKOM HArpy3Ke 2

ODBI1 < 65% nnu ofIpIIIKa B TTOKOE WM TOTPEOHOCTh B KUCIIOPOTHOM TTOIEPKKE 3

CepaeyHO-CcoCyUCTast CHCTEMa

MepnarenbHas apuTMUSL WIH TpENeTaHue Mpeacepauii, CAHIPOM CIa00CTH CHHYCOBOTO Y3J1a

WITH JKEITY/I0YKOBBIC QPUTMHHI :
Nmemmdeckast 60e3Hb CepAlLia, 3aCTOHAs cep/ieUHast HeI0CTaTOYHOCTh, MH(PAPKT MHOKap/aa
i (pakius BeiOpoca meHee 50% :
I1opoku cepana 3a UCKIFOYEHUEM IIPOJIAIICa MUTPAJILHOTO KJIallaHa 1
KKT

XpoHuueckuii renatut, ounmupyous ao 1,5 nopm wmm AJIT mi6o ACT no 2,5 Hopm 1
uppos, oummpyoun 6onee 1,5 nHopm i AJIT 6o ACT 6Gonee 2,5 HOpM 3
Bbonesns Kpona mnu si3BeHHbBIN KOJIUT 1
SI3BeHHast 60JIe3Hb, TPEOYIOIIAs ICUCHHUS 2
Hapymienne oomena

CaxapHblii t1adeT, TPeOYIOLIHIA JIeYSHHS 1
Uniekc Macchl Tena > 35 kr/m? 1

Hesposornueckuii craryc

Tpan3uropHas uleMuyeckas aTaka WM OCTPOe HapyILIEHHE MO3rOBOTO KPOBOOOPAILICHHS B 1

aHaMHEC3¢C

[Tcuxuueckuii craryc

Jlenpeccust UM TPEBOTra, TPEOYIOIEe KOHCYIbTALMK Bpaya-TICUXUaTpa WK JICUCHUS 1
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MO‘-IGBBII[GJII/ITGJIBHEUI CUcTeMa

KonmeHTparus kpeaTHHUHA CHIBOPOTKH >176 MKMOJIB/JI, TUATTN3 WX TIOYEYHBII

TPAHCIUIAHTAT

CucreMHbIe 3200JI€BAaHUS

CucremHas KpacHas BOJTYaHKA, PEBMATOUTHBIN apTPUT, ITOIMMHUO3UT U Ipyrue 00se3Hn

COEIMHUTENILHOM TKaHU, TPEOYIOIIHE JIeUeHHS

Nudeximm

WHdexuronHble 0CI0KHEHNS, TPEOYIOIIE TEPAUH 0 U MOCJe TPaHCIUIaHTalluu

OHKoJIOrHuecKue 3a001eBaHus

JIroObIe onmyxomu B aHaMHe3e, KpoMe paka KOXKU (MCKITF0Yasi MEJIAaHOMY)
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