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KioudeBpbie cjioBa

XpoHnueckuii IMMQOIMTaPHbIN JIETKO3
JInmdoma 13 Maabix TMMQOIUTOB
VIMMYHOXMMMOTepanus

TapreTtHas Tepanus

Tepanwus 1-1i nmHUU
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CrMcoK coKpaleHuMn

AJIT - anaHMHaMMHOTpaHcdepasa

ACT - acmaprarammHoTpaHcdepasa

AUTB - akTUBMPOBaHHOE YACTUYHOE TPOMOOIIIIACTUHOBOE BpeMs
BBII - BbDKMBAEeMOCTb 6€3 IIPOrpeccupoBaHms

I — noBepuUTEeNbHBI MHTEPBAJI

KT - xoMmmbioTepHast ToMmorpadust

JIMJT — numdoma 13 MajIbIX JIMMQGOLTOB

MBKJI — MOHOK/IOHAJIbHBIIi B-K/I€ TOUHBINI TMMQPOIUTO3
MHO - MexxayHapoAHOe HOpMaa30BaHHOEe OTHOIIeHNe
MOB — MMHUMAaJIbHAsT OCTATOUHAsI 60JIEe3Hb

MIIN — MmexxayHapOAHbBIN MTPOTHOCTUYECKUI UHAEKC

OB - 0611asg BbDKMBaeMOCTb

OP - oTHOLIEHME PUCKOB

V3U - ynpTpa3ByKOBOE UCC/IefOBaHME

XJIJT —xpoHuueckuit IMM@OLMTAaPHbI JIEITKO3

Chl-G - pexuM MMMYyHOXMMMOTEPANMMU, BKIOYAIOIIMI OOMHYTY3ymMab** u xmopamOyumr**
(cxeMbl peXXMMOB JIeUeHMsI CM. B IPUIOKeHUM A3.3)

Chl-R - pesxum MMMYHOXMMMOTEPAIMM, BKITIOUAIINI PUTYRCUMAaO6™** 1 XymopaMOyr* (cxeMbl
PEXXMMOB JIeYeHUS CM. B TpuJIoskeHuu A3.3)

CTC - o611ye KpUTepum TOKCUUHOCTA

FCR - pekuM MMMYHOXMMMOTEpANMUM, BKIIOUAIOLIMIT PUTYKCUMaA6™*, daymapadbun** wu
uykinodochamu** (cxeMbl PEXXMMOB JIEUEHHUST CM. B IPWIOKeHV M A3.3)

FCR-Lite — peXmm MMMYHOXMMMOTEpAIMY, BKIIOUAKIINIA PUTYRCUMa6™**, dmygapadbua™* mu
unknodochamua** ¢ pegykuyeit 103 MUTOCTATUYECKUX TTPENapaToB (CXeMbl PEXKMMOB JIEUEHUS
CM. B TIipuioxkeHnu A3.3)

FISH - dnyopectieHTHast rmbpuan3saanus in situ
IGHV - BapuabesibHbIe YUaCTKU TSOKEJbIX HeTeil MMMYHOTTIO0Y/IMHOB

IWCLL - MexknayHapomHass pabouast TpyIia I10 M3YUYEHUI0 XPOHMUUYECKOTO JMMQOIINTaPHOTO
Jieliko3a

RB - pekuM MMMYHOXMMMOTEPANNM, BKIIOYAKMIVIA PUTYKCUMAG** ¥ OGeHOaMyCTVH (CXEMBI
PEXMMOB JieueHUsI CM. B TIpUIIOKeHUM A3.3)

R-CD - peXum MMMyHOXMMMOTEpPANUM, BKIIOYAIOIMINMIA PUTYKCMMa6™*, mnukmodochamua™* u
JleKcaMeTa3oH ™™ (CxeMbl PEeXXMMOB JIeUeHUSI CM. B IPUIOSKeHUU A3.3)
R-FCM - pexum MMMYyHOXMMMOTEpAIINY, BKIIOUAIONINIT pPUTYRCUMA6™**, Quymapabmuu™*,

uykinodochaMu** ¥ MUTOKCAHTPOH** (CXeMbI PEXXMMOB JIEYEHUS CM. B IPWIOKeHUM A3.3)

R-HDMP - pexkuM MMMYHOXMMMOTEPAi, BKITFOUAONMI PUTYKCUMAO™* 1 MeTYIIIIPeIHM30/I0H **
(CXeMmbl peXMMOB JIEYEeHMS CM. B IPUIIOKeHUN A3.3)



TepMI/IHbI n oripeaec/JieHus

ECOG - omeHka O00OIIero COCTOSHMS IallMeHTa [0 IKajge, pa3paboTaHHO BocTouHOIT
00benMHEHHOII  OHKojormueckoit  rpymmoit  (Eastern  Cooperative  Oncology  Group)
(cm. ipunoxxenue I'l).

B-cumrnitombl - Hecnelnuduueckye CUMIITOMBI OIYXOJ€BOM WMHTOKCUMKAIMM, BKIIOYAOLIMe
JIMXOPanKy (Temriepatypy Teja Bbiiiie 38°C) 6Gojee 2 Hepd. mompsz 6e3 MPM3HAKOB BOCIAIEHMS,
HOYHbBIe TPody3HbIe MOTHI, TOXyaaHue Ha 10 % Macchl Tejia 3a MociegHue 6 Mec.

Jiumdoma n3 Maubix TMMGOLUTOB — 3TO B-KiIeTOuHas OMyXosiab U3 MasblX B-1MM@onnToB c
MMMYHO(DEHOTUIIOM XPOHUUECKOTO JIMMGOIMTAPHOTO JIeHK03a, XapaKTepu3yIoIIascsl HaudmueM
mumbaneHonaTuu /WM CIUIEHOMETaINy C copepkaHueM B-mumdonuToB B mepudepmyeckoit
KpoBu <5 x 10%/11 6e3 MOpHOTOrMUeCKMX MPU3HAKOB MOPAKEHMs] KOCTHOTO MO3Ta.

Cunzgpom Puxrtepa - TOSBIeHME KPYITHOKIETOUHO! juMdOMbl Ha (OHe XPOHUYECKOTro
nuMbOLUTAPHOTO Jeiiko3a.

XomKKMHCKasE TpaHchopMmamust — mosisieHue auM@ombl XOmMKKMHA Ha (OHE XPOHUYECKOTro
JUMQOLIUTAPHOTO JIeHiKo3a.

XpoHuueckuit JIMM@OUNUTAPHBINA JIEIKO3 — 35TO OMIYyXOJb W3 MajblX B-1MMQGOIINTOB,
xapakrepusymomasicsi nmponudepanyeit ¥ HaKOIUIeHVMEM abeppaHTHBIX JMMGOUIHBIX KIETOK B
KOCTHOM MO3Te, KPOBM, JUMGOUAHBIX TKAHSIX; KPUTEPUEM ITOCTAHOBKM [MArHO3a SIBJISIETCS
o6GHapyXeHMe aBGCOMIOTHOrO B-KIeTouHOro mMMdouunTosa B KpoBy (>5 x 10°/71 MOHOKIOHATBHBIX
B-nmumMdounToB). XpoHndeckuit JUMQPOUUTAPHBINA JTeiiKo3 1 auM@oma U3 MasibiX JUMGOIUTOB
MIPeLCTaBISIOT 0607 pa3aMyYHbIe IPOSIBIEHNUSI OFHOTO M TOTO JKe 3a60/1eBaHus.

TpaHchopmanuss - pasButve auddysHOI B-KIETOYHOI KPYITHOKJIETOUHONM JIMMGOMBI MU
numbombl XOmMKKMHA Ha (hoHE XPOHMYECKOTO JMMOOLIMUTAPHOTO Jieiiko3a Miau IUMGbOMbI U3
MaJTbIX TUM(OILIUTOB.



1. KpaTkas uHpopmanus

1.1. OnpepeneHue 3a60/1€BaHMSI MU COCTOSTHMS (TPYIIITbI 3200/ IeBaHUI
VIV COCTOSTHUIA)

XpoHnueckuii iumdonuTapHslii eitko3 (XJUI) u aumdboma n3 Maibix JuMdonutos (JIMJI) — ato
B-kyeTouHbie OMyxXoiau U3 Maiblx B-mumdbonnTtoB. XJUI u JIMJI 6MOMOTMYECcKM IPEACTaBISIOT
c0060ii offHY HO30JI0TMUYeCKy0 hopmy. OTIMumMe MeXIy HUMY COCTOUT B TOM, UTO ipu XJIJI B KpoBU
HabTI0maeTcsl 3HaUMTeIbHbIN IMM@o1yTo3 (25000 MOHOK/IOHATBHBIX

B-nmumdounToB), Torma kak mpu JIMJI BeIsIB/IIeTCS MOpakeHue TMMGaTUUeCKnX y3/10B, CeJIe3eHKM,
HO cofiepsKaHMe KIOHAMbHBIX B-KmeTok B KpoBu <5 x 10%/1, oTcyTcTByioT Mopdomoruueckue
MIPU3HAKU IOPaKeHNsI KOCTHOTO MO3ra.

1.2. 3TMonorusa u maToreHes 3a60/IeBaHMS VIV COCTOSTHUS (TPYIIIIBI
3a060J/IeBaHUIT UJIN COCTOSIHUIA)

MonekynspHblii natoreHes XJIJI — KOMIUIEKCHBI/I MHOTOCTYIIEHYAThbI IIPOLIECC, KOTOPBIL
MPUBOIUT K peruiMkanuu kioHa B-nmumdonntos [1-3]. [TouTu BO BcexX Caydyasx XpOHUUECKOMY
numboIeitko3y mpeaiecTsyeT MOHOK/IOHAIbHBIN B-kineTounsiit umdontos (MBKJI), KoTopbIit
06HapYKMBAETCSI BLICOKOTOYHBIMM MeTOJaMy MMMYyHOMeHoTUIMpoBauus y 5-15 % muiy crapiie
40 net, puck passutusg MBKJI yBennunBaeTtcs ¢ BospactoM [4]. MBKJI MHMIIMMPYeTCS] KOMIUIEKCOM
(hakTOpPOB, KOTOPBIN BK/IIOYAET MyTalMM DSiia TeHOB, AaHTUTEHHYIO CTUMYJ/SIINIO, CUTHAJIBI OT
MMKPOOKPYKeHMSI, SITUTeHeTHUUeCKe MoaubuUKalun 1, HAKOHel], [UTOTeHeTUYeCKyie HapyleHus .
B pe3ynbraTe mosiBasieTcst KIOH AMM@OUUTOB ¢ heHOTUIOM KiaeTok XJIJI. VAuTsiBasi MHOTOKPATHO
npeobnamatnryo yactory MBKJI, Kk pasButuio XJIJI mpUBOAST OOTOJIHUTENbHbIE TeHETUUeCKNe
HapyweHus B 1 u3 100 cayuaeB MBKIJI. Kietku XJIJI cyniecTBEHHO BAMSIIOT HA MUKPOOKPY>KEeHMe,
MHUIIMUPYS TTOSIBJIEHME 0COO0TO MUKPOOKPYKEHMS U Iaske CIeMaIu31POBAHHBIX KJIETOK (nurse-
like cells), KoTOpbie OMpenensIOT UX KIOHATbHYIO SKCIIAHCUIO M JAIOT BO3MOXKHOCTb ITEPEXMUBATH
reHOTOKCHMYEeCKMe CTpecchl. Bpemss M xumuoTepamnmsi NPUBOLAT K KJIOHAAbHOM 3BOMIOLUU C
HaKOIIEHMEM TeHeTMUYeCKMX HapylleHui, KOTopble [enaloT KieTku XJIJI Bce Gosee
aBTOHOMHBIMM, OBICTPO JENSAIIMMUCS U PeDPAKTOPHBIMU K TEPAITHHA.

Knerkn XJUI/JIMJI skcnpeccHMpyrOT B-KieTOYHble aHTUTEHHbIE DPeLIeNTOpPbl C OrPaHUYEHHBbIM
perneptyapoMm crienubuyHocT. [IocTOSHHAs Mepefava CUTHAIA Yepes3 3T PelenTOPbl U XapaKkTep
9TOI1 Mepeaun SIBJISIOTCS KII0UeBbIM (DaKTOPOM, OTIpeessTIoIMM SKM3HEeCITOCOGHOCTh KIeTOK XJIJI
U TaKKe XapakTep pa3BUTUSI 3TON omyxonu. [Ipeprionaraercsi, 4TO CUTHaJAbHBIM IyTb B-
KJIETOYHOTO DelenTopa He 3aBUCUT OT aHTUTE€HOB, HO OCYILECTBJISETCS aBTOHOMHO, BO3MOXHO
1pu B3aumopeiicTBum kinetok XJUI gpyr ¢ gpyrom [5,6].

1.3. dnuaeMmuonorus 3a001eBaHUS MIU COCTOSIHUS (TPYIIIbI 3a00/1€BaHMU
WIV COCTOSTHUIN)

XJIJT — caMblif 4acTblii BUJ, JIeiKO3a Y B3POC/IbIX. B eBpOIeiicKuX CTpaHax 3ab0/ieBaeMOCTb UM
cocrapisieT 5 wrydaeB Ha 100 ThIC. yeIOBEK B rofl. 3a00/IeBa€MOCTb YBEIMUMBAETCS C BO3PACcTOM. Y
qui, crapire 70 jetT oHa cocrasisier 6omee 20 ciayyaeB Ha 100 Thic. yeymoBeK B roxa. MemmaHa
BO3pacTa Ha MOMEHT YCTAaHOBJIEHMSI OMarHo3a B eBpOIleliCKux cTpaHax - 69 ner [7-10]. B
Poccuiickoit ®enepanum XJIT BoisiBiisieTcst pexke: B 2017 1. 3a60meBaemMocTsb coctaBmia 2,95 ciyvast
Ha 100 TbIC. Uesl0BeK, Me1aHa BO3pacTa Ha MOMEHT yCTaHOBJIeHU Auardosa — 68 jet [11].

1.4. OcoGeHHOCTH KOOMPOBaHMS 3a00/I€BaHMSI VIV COCTOSIHUSI (TPYIIIbI
3200/IeBaHUI MJIU COCTOSIHUIT) 110 MeXXAYHAPOFHOM CTATUCTUUECKOM
KiIaccuduranuy 60Jie3Hei 1 mpoo/ieM, CBI3aHHBIX CO 3J0POBbeM

C91.1 — XpoHnueckuii TMMGOIUTAPHBIN JIeITKO3



1.5. Knaccudmkanys 3a60/1eBaHMSI VIV COCTOSTHUS (TPYIIIIBI 3200/1€e BaHU
WIV COCTOSTHUIN)

XJIJT MOXKeT KIacCUPUIMPOBATHCS MO cTagusam (cM. pasgen 1.5.1 CragupoBaHue), a Takxke I10
rpyrmimnam pucka (cMm. pasgen 1.5.2 Onpenenenne rpymnm pucka) [12].

1.5.1. CranupoBaHue

Craguio XJIJI ycTaHaBIMBAIOT HA OCHOBaHWUM (M3UKAIBHOTO MCCIEAOBAHMUS M aHAIM3a KPOBU TI0
kputepusim J.L. Binet (tabm. 1) [12]. KommnbiorepHasi Tomorpadwusi (KT), peHTreHOBCKOoe U
YIbTpa3ByKoBoe wuccienoBanue (Y3U) nnst ycraHoBieHws: craguu He Tpebyercs. Cragust
KOHCTaTUPYyeTCsl Ha TeKylIU/A MOMEHT, YKa3blBaeTCsl B OMArHo3e M CIYXXUT OPUEHTUPOM IIpU
oIpeneeHY TTOKa3aHMii K Teparmu.

CramupoBanne JIMJI OCYIIECTB/ISIETCS TIO pe3yabTaTaM oOOCIemOBaHMSI B COOTBETCTBUM C
Kkputepusimu Kinaccuduranyy Ann Arbor (cM. paszen 7.1 JaHHBIX peKoMeHpaanmii) [13].

Ta6auma 1. Craguy XxpoHM4Yeckoro auM@OoIMTAPHOro Jieiiko3a 1o Binet

Crapusa Xapaktepucrtuka MeaunaHna Aonsa naumeHToB
BbDKMBAEMOCTH, B ne6iote, %
mec.

A Femorno6bun >100 r/n, >120 60

Tpom6oumuTtbl >100 x 10%/n,
nopaxeHo <3 nuMdartuyecknx obnacren*

B Femorno6un >100 r/n, 61 30
TpoM6ouMTLI >100 x 109/n,
nopaxeHo >3 nuMdarmyecknx obnacrein*

C FemornobuH <100 r/n 32 10
wm
ypoBeHb Tpom6ounTos <100 x 109/

*NumbaTtnueckne 06acTU: IeiiHble JMMaTUUIECKMe Y3JIbl, MOAMBIIIeUHbIe JUMbaTHUECKIe
y3J1bI (C 1 Wi 2 CTOPOH), TTaxXOBbIe TuMbaTnIeckye y3ibl (¢ 1 i 2 CTOPOH), IIeUeHb, ceJie3eHKa.

1.5.2. OnpeneneHue rpyImn pucka

MexxayHapoaHbIi mporHocTuyeckuii nagerce (MITN) mis XJIJT pa3paboTaH Ha OCHOBaHUM aHAIM3a
BBDKMBAEMOCTU 3472 MalyeHTOB, BKIIOUEHHbIX B § MCC/IeJOBaHUI, KOTOpbIe NpoBefeHsl B EBpore
u CIIA [14]. IHoeKC yYnThIBaeT 5 mapaMeTpoB:

1. Hamrume del(17p) w/vm myTtanuit TP53,

2. MYTaIlMOHHBII CTAaTyC rTeHOB BapuabeIbHOTO permoHa MMMYHOIIo6ynuHoB (IGHV),
3. YpOBeHb B2-MUKPOTIOOYIMHA,

4. cTaguio,

5. BO3pAacT MallieHTOB.

KaxkmoMmy M3 3TMX ITapaMeTpOB IIPUCBOEH Oail, OTpaskaiommii oTHomeHue puckoB (OP)
nmporpeccuu iy cmeptu (Tabm. 2). MIIW mns XJIJI 1O3BOJISIET pacpeneNnTh MalleHTOB IO
4 rpymmam: ¢ HU3KMM pUCKOM TmporpeccupoBanusi (0—1 6amt), ¢ MPOMEXKYTOYHBIM PUCKOM
nporpeccupoBaHnus (2-3 6ayia), ¢ BBICOKMM PUCKOM MPOTpeccupoBaHus (4—6 6a/JIOB) U C OU€Hb
BBICOKUM PUCKOM TiporpeccupoBanusi (7-10 6ano). O6mias BbbkuBaeMocTs (OB) B 3TuX rpymmax
npuBeneHa B pa3fesie 7.2 JaHHBIX pekoMeHAanuii. imeroTcs gaHHble o ToM, yTo MIIU mo3Bonser
CcTpaTUGUIMPOBATD NAIMEHTOB B penyayse XJIJI.

Ta6auiia 2. Me>XAyHapOaHbIl MPOTrHOCTUYECKUI MHIEKC

NapameTtp OTpuuaTenibHoe 3Ha4YeHue OTHOLWEeHue Bannbi
puckos

TP53 (17p) Aeneumns/myTtaumns 4,2 4
Cratyc IGHV Bes myTauwnit 2,6 2
YpoBseHb B2-MukpornobynunHa, Mr/n >3,5 2,0 2
Crapus B/C no Binet unn I-1V no Rai 1,6 1
Bospact >65 ner 1,7 1
BO3MO)KHble 3Ha4Y€HMUA LIKasbl 0-10




1.6. KnmHM4eckasi KapTHa 3a00/IeBaHMS VIJIV COCTOSTHUS (TPYIIIIBI
3a00/IeBaHU1 IV COCTOSTHUIA)

3aboneBaHne MOXKET TMPOTEKAaTh OECCMMIITOMHO WM TIPOSIBASTHCS JiMMbageHONmaTHeit,
yYBeIMYEHVEM  MMHIOQIUH, CIUIEHOMETajaueii, remaTomMerajueii u  HecmenupuueckKuMu
CUMIITOMaMM, OOYCIIOBJIEHHBIMM aHEMMeH (YyTOMJISIEMOCTh, HEJIOMOTaHNe), UMMYHOCYIIpeccuein
(mpucoenuHeHneM MHGEKIMOHHBIX OCIOKHEHWUI), WHTOKCMKaumeit (B-cummromamm —
TeMnepaTypoii Tena >38°C OGosee 2 Hemn. Tompsn 6e3 MPMU3HAKOB BOCIAJEeHMsI, HOYHBIMU
pody3HbIMM ITOTaMMU, TToXyaHueM Ha 10 % macchl Tena 3a rociaengHue 6 Mec.).



2. lnarHoCTMUKa

Kpumepuu ycmanoeienus 0uazno3a/cocmostus

Jna nocmarnosku OduaeHoza XJUVI mpebyiomcs ob6wjuil aHanu3 Kposu U UMMYHO(eHomunuueckoe
uccnedogaHue € UCNOJIb308AHUEM  MHO20YBEMHOU  NPOMOUHOLUl  yumomempuu,  Komopoe
npeonoumumensvHee 8bINOJIHAMb N0 KPOBU.

Juaznocmuueckue kpumepuu XJUI (BO3, 2016) [15]:

e MBKJI >5 000 6 1 MK Kposu;

o ¢enomun CD19+, CD5+, CD23+, CD79b+dim, CD20+dim, CD22+dim, sIg dim, CD81dim, CD160dim;

® pecmpuxyus nezkux ueneti (kanna au6o 1am60a);

o >30 % aum@doyumos 8 KOCIMHOM MO32e;

e JuaeHo3 XJUI He ycmaHaeiusaemcs npu HAAU4uu yumoneHuu Ui C8s3aHHbIX ¢ 3abojiesaHuem
CUMNMOMO8 Npu KoJu4ecmee MOHOKJI0HANIbHbIX B-numpoyumos <5 000/mx.

ZuazHo3 ycmaHasnausawom npu eviseneHuu 8 kposu >5 000 B-numpoyumos 8 1 Mkn nepugepuueckoti
Kpo8u npu ycao8uu, umo JumM@oyumos coxpausiemcs: 6onee 3 mec. KnonansHocms B-num@oyumos
00/13#cHA OblMb NOOMBeEPHOEHA C NOMOULI0 UMMYHODEHOMUNUPOBAHUSL.

JIMJI duazHocmupyemcsi npu Haauduu aumpadeHonamuu, u/unu cnieHomezaiuu, u/uiu yumoneHuu,
8bI36AHHOLI NOPAXCEHUEM KOCIMH020 M032d, NPU YCA08UL, UMO aOCOONMHOE YUCTI0 MOHOKIOHANbHBIX B-
JumMpoyumos 8 kposu He npessiuiaem 5 000 8 1 mxn. UMMyHO2UCMOXUMUYECKUTI (heHOmMUN 0nyxonessix
B-numgoyumos coomeemcmayem XJUL  [uazHo3 OdosxeH Obimb nodmeepxcdeH Ouoncueti
JUMGamuueckozo y3/d, KOCMH020 M032d UJiU NOPAHEHH020 0P2aHa.

2.1. )Kanoo6sl 1 aHaMHe3

e Bcem marueHTam c mogo3peHuem Ha XJIJI, a Takke BCeM TalMeHTaM C BepuUIMPOBAHHBIM
XJUT mpu KaXkgoMm TpuUeMe Yy TeMaTojora PeKOMEeHIyeTcsl cOOp aHaMHe3a U Kajob mpu
3a60/1IeBaHUSIX OPraHOB KPOBETBOPEHMUS M KPOBU [IJISI OLIEHKM COCTOSTHMSI TIAlMeHTa, a TaKKe
IIs1 BbIsIBJIEHMS] (haKTOPOB, KOTOpPble MOTYT OKa3aTh BIMSHME HA BBIOOD JIeueOHOI TaKTUKU
nauuenTa [12,16].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —
5).

KommeHTapum: npu c6ope aHamHe3a HeoOX00UMO YMOUHUMb HAnuuue 6 ceMeliHoM aHamHe3e
3a60/1e8aHuUli 0pzaH08 KPosemaopeHus U Kposu. XKanobsl Mozym omcymcmeosams, u mozda NpusHaku
3a06071e8aAHUS BbIABAAIOMCS NPU CyuaiiHom o6cnedosanuu. Moxem Oblmb 8bis8J1€HO OECCUMNIMOMHOE
ysenuueHue aumpamuueckux y3noe awo6oti sokaruzayuu. Mozym npucymcmeosams Jio0ble #ano0bl,
C65A3aHHbIE C B08JI€UEHUEM O0peaHo8 u mKaHel. IIpu cOope »anob ocoboe 8HUMAaHUe HeoOX00UMO
yoenums 8blA8eHUI0 Hecneyuguueckux cUMnNmMoMo8 UHmoKcukayuu (memnepamypsl mena >38°C
6osiee 2 Hed. nodpsd 6e3 Npu3HAKO8 80CNANEHUS, HOUHBIX NPOGY3HbIX NOMo8; noxyoanus Ha 10 %
maccel mena 3a nociiedHue 6 mec.).

2.2. dusukajabHOe 00c/IeJoBaHNe

e Bcem mamueHTam c nogo3penuem Ha XJIJI/JIMJT miu BoisiBaeHHbIM XJIJI/JIMJI ipy nmepBUYHOM
WIM TIOBTOPHOM IIpyieMe, IIPY KOHTPOJIbHBIX 00CIeIOBaHMUSIX U P ITOJO3PEHNUM Ha PeluanB/
porpeccupoBaHue 3a00/1eBaHMs PeKoOMeHAyeTCsI BBITIOJTHEHME BU3YaJIbHOTO
TepaneBTUYeCKOTr0 OCMOTpa, TepareBTUYeCKOi naabhalyun U TepareBTUIYeCKO ayCcKyJabTalun
IJIS YTOUHEHUsT PacIpOCTPAHEHHOCTM 3a00JIeBaHMs M OIEHKM COCTOSIHUSI TallMeHTa, B TOM
YlClie OTAe/bHBIX OPTaHoB U cucteMm [12,16].

VpoBeHsb yoenuTenbHOCTU pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —

5).



KommeHTapuii: npu ocmompe HeobXo0umo oueHums obujee cocmosiHue nayueHma no wkaie ECOG
(cm. npunoxcerue I'l), a makxie ocmompems MUHOANUHBL U NOAOCMb pma; Naibnayusi O0ONHHA
8KHOUAM®E 8 Ce051 NATLNAYUI 8CeX O0CMYNHBIX 2PYNN hepugeputeckux IUM@amuueckux y3ji08, neueHu,
ceJle3eHKU.

2.3. JlabopaTOopHbIe JMATHOCTUUYECKIME MCCIeIOBaAHNS

2.3.1. JlaGopaTopHbIe UCCIeTOBAHMS IJI1 OIIEHKU 00IIEero COCTOSHUS MalyeHTa

e Bcem mamueHTam c nogo3penuem Ha XJIJI/JIMJI miu BoisiBaeHHbIM XJIJI/JIMJI py nmepBUYHOM
VIV TIOBTOPHOM IIpUeMe, IPY OlieHKe peMucCcum yepes 2 Mec. Iocjie 3aBepiieHus Tepanum, pu
KOHTPOJIbHBIX 00C/IeIOBAaHUSIX U TPU MOJ03PEHUN Ha pelyauB 3a60eBaHNsI PEKOMEHIYeTCs
BBITTOJIHUTD Pa3BEPHYTHIN KIMHUUECKUIT aHAIN3 KPOBU C OIIpee/ieHeM YPOBHSI TeMOII00MHa,
KOJINUECTBA 3PUTPOLIUTOB, TPOMOOLIMTOB, JEMKOILUTOB, TIOACUETOM JIMKOLUTAPHO (GOpMYIIbI
M KOMMYECTBA PETUKYJIOUMUTOB i BepudMKaUUM AMArHO3a, YTOYHEHUS aKTUBHOCTU
3a001eBaHMs, OIpedeeHMs] BO3MOXXHOCTM TIPOBEIEHMS] Tepanuyu u/miam (B cCiyuyae paHee
MPOBeIeHHOJ Tepanun) — pa3BUTUSI HeXKeJlaTe/IbHbIX SIBAeHMI neyeHns [12,16].

VpoBeHb y6eauTebHOCTH pekomeHpauuii — C (ypoBeHb JOCTOBEPHOCTU [OKA3aTe/IbCTB —
5).

KommeHTapum: 8 okpauwleHHslx npenapamax nepugepuueckoli kposu kaemku XJIJI umerom
MOponozur mMansix AUMGoyumos ¢ y3kum 00600KOM YUMOonaasmsl, NA0MHbIM SI0POM, 21bl0UAMbIM
xpomamuHom, 6e3 omuemusozo sA0pvluika. Pexce ecmpeuaemcsi mopgonozus akmueuposaHHsIX
aumpoyumos — ¢ Gonee WUpoKUM 0000KOM YUumonaasmol CuHezo yeema uiu Kkpaesol Gasouiueti.
Cpedu numpoyumos okono 5 % mozym cocmaensime amunuyHsle KJIemku (C pacujenieHHbiMU,
cknaduamoeiMu 20pamu), a makie npoaumpoyumst — 0osiee KpynHole KAemKu C HepasHOMEPHO
pacnpeodeneHHbIM XpoMamuHom 8 siope, 1—2 HyKneonamu, umo He npomusopeuum ouazvo3dy XJUL Jnsa
XJUI xapakmepHo 6visigJleHUe 8 KpPOo8U pa3pyweHHblx Kaemok — meHell I'ymnpexma. Ilpu evisi61eHuu
6onee 55 % nponumgoyumos 8 Kposu OuazHocmupyilom npoaumpoyumapHsili neiiko3, sapuadm
Komopozo (B- unu T-xknemoumslii) ycmaHasausaemcs npu ummyHogeHomunuposaruu [16].

e Bcem nanuentam ¢ XJUJI/JIMJI nepen, npoBefeHreM MPOTUBOOITYXOJIEBON Tepannu A5l OLLeHKU
00IIIero COCTOSIHMSI, OIpene/eHus] HeoOXOOMMOCTY IIPOBEHNEHMSI COITyTCTBYIONIEH WU
COTIPOBOJMUTEMbHON Tepanuy WM PenyKIyy [03 MpernapaToB peKOMEHIYeTCS BbIMIOJHeHNe
CIeTYIOIINX JJa00PaTOPHBIX MCCIeMOBAHNIA:

© OMOXMMMYECKOTO  OOlIeTepaneBTMYECKOr0  aHaiu3a  KpPoBM  (ONPEemeNsiioT  YPOBEHb
JIAKTATAETUIPOreHa3bl, MOUEBOI KMCIOThI, MOYEBMHBI, KDeaTHHIHA, 06IIero 6eka, aiboymMuHa,
ounmpyouHa, acmnapratammHorpancdepassr (ACT), amanMHammHOTpaHchepasbr (AJIT),
esTouHo docdarasbl, Kaausi, HATPUS, XJI0PA, KaIbIus, B2-MUKporaooynmnna) [12,16];

0 KOaryJiorpaMMbl (OTIpelesIIOT YPOBeHb IPOTPOMOMHA, (ubpuHOTEeHa, aHTUTpoM6OuMHa III,
IUIa3MMHOreHa, D-aymepa, MeXIOyHapogHOe HOpManu3oBaHHoe oTHoueHue (MHO),
aKTUBMPOBAHHOE YaCTUYHOE TpoMOoruiacTuHOBOoe BpeMmst (AUYTB), TpoMOMHOBOE BpeMsl),
MpSIMOTO AHTUINIOOYIMHOBOTO TecTa (MpsiMoit mpobbl Kym6ca) s yTOUHEHMS Halnuuus
reMonuTUYecKkux ocnoxkuenui XJIJI [12,16];

o o6Iero (KIMHUYECKOT0) aHanu3a moun [12,16].

VpoBeHs yoenuTenbHOCTU pekoMeHZanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —

5).

2.3.2. JlaGopaTopHblie UccaenoBaHus A1 BepudUKauuy SMarHo3a U OeHKU
HporLocTuyeckux hakTopoB

e [Ipn momo3peHuyu Ha XJ/IJI y maumeHTOB ¢ unciaoM B-nmumdornnuToB 25000 B 1 MK
PEKOMEeHAYeTCS BbIOMHUTh UMMYHOMEHOTUTMPOBaHME JMMGOIUTOB KPOBU METOLOM
MPOTOYHO IUTOMIYOPUMETPUH C LIETbI0 BepuduKanymu quardosa [17].

VpoBeHb yoeauTeIbHOCTM PeKOMeHIanuii — B (ypoBeHb JOCTOBEPHOCTH HOKA3aTeIbCTB —
2).

Kommenrapuun: duazvo3 XJUI ycmaHaeausarom npu gwisigneHuu >5000 B-num@poyumos 6 1 mxn
nepugepuueckoli Kposu npu yciosuu, ymo aum@oyumos coxparsemcs 6onee 3 mec. KnonansHocms B-
JAumMpoyumos domicHa 66tms NOOMeepHoeHa ¢ NOMOUbI0 UMMYHOpeHomunuposaHus. Pexomendyemas



ona OuazvHocmuxu XJUI MUHUMANbHAS OUuAzHOCMUYECKAas NnaHens OOJMHA BKIUAMb cledyrnujue
mapkepol: CD19, CD5, CD23, CD20, kanna, 1am60a. B kauecmae 0ononHumenbHsX 0UazHoCMu4ecKux
Mapkepos pexkomeHdyemcs ucnonszosams CD43, CD200, CD79b, CD81. Yacmo pekomeHdyembie, HO
Heobs3amenvHble O QUAZHOCMUKU U MOHUMOpUpo8anus onyxoneeoli nonynayuu XJUI mapkepoi:
CD22, FMC7, CD38. Knaccuueckuii ¢peromun knemox XJ/UI xapakmepuzyemcs 3sxcnpeccueil B-
kaemouHwvix aHmuezeHos CD19, CD20, CD22, CD79b & couemanuu ¢ «T-knemouHsim» mapkepom CD5 u
akmusayuoHHsM mapkepom CD23. Onyxonessle Kiemku 3Kcnpeccupyroom o0uH mun Jiezkoli yenu
UMMYH02100yNUHO8 (Kanna uau asm6da). MHMeHCU8HOCMy IKCnpeccuu B-K1emouHblX aHmMuzeHos
(CD20, CD22, CD79b), a makce n08epXHOCMHbIX UMMYHO02/100y1UH08 Ha Kaemkax XJUI Huxce, ueM Ha
HOpManvHbIX B-num@oyumax. Tem He MeHee MOXCHO 8Cmpemums HeMano ciyuaes, Kozoa peHomun
0NnyxoJ1esulx K1emoxk He 8nosiHe coomeemcmeyem XJII.

o [Ipu nomospenun Ha JIMJI y maiMeHToB 6e3 KIMHUYeCKOTo JMMQOIMTO3a B KPOBHU, a TaKKe Y
MalyeHToB C II0J03peHKeM Ha TpaHC(POpMAalMi0 PEKOMEHAYETCS BBIOJIHUTh OUOICUIO
muMbaTNIecKoro ysia (ouara ITIOPaKeHMsI) ¥ TATOJMIOT0-aHATOMMYECKOe JWCCIemOBaHMe
OMOIICUMITHOTO  (OTIEPAlIMOHHOTO) MaTepuaaa JuM@aTUIeCcKoro y3jia ¢ IIpUMeHeHUeM
MMMYHOTYCTOXMMMYECKNX MEeTOIOB IJisl Bepudukanyuy quarHosa [12,16,18].

VpoBeHb yoeauTeNIbHOCTY pekoMeHmanuii — C (YpOBeHb JOCTOBEPHOCTU AOKA3aTeIbCTB —
5).

KommeHTapum: 8 eucmonozuyeckux npenapamax mopgosozuueckuti cybcmpam npedcmasieH
OoupdysHvim pocmom HeOONbWUX JUMPOUOHBIX KAEMOK C OKpYe/biMuU  S10pamu, KOMKOBAMBbLM
xpomamuHom, 6e3 omuemiussix sdpviulek. B cpe3ax mxaHu Jaumpamuueckozo y3nia Hepeoko
npucymcmeaym (GosuKys10n0000Hsle CMpyKmypsl — nced00(oIUKYIbl, MAK HA3bl8AEMblE 30Hbl
pocma, npedcmasneHHole Y8eaUteHHbIM KOUUeCm8oM NapaumMmyHo01acmos, Kiemok ¢ mopgonozuet
nponumpoyumos ¢ pasauuumMsiMu 0pviwikamu. JemanvHoe onucavue mMop@onozuueckoti KapmuHole
daemcs 8 coomeemcmsywux paszdenax pekomenoauyuil. ITpu npoezpeccuu XJUI pasmep smux
ncesoogoNUKYI08 ysenuuusaemcs, oHu mozym caueamoecs. Y 3-5 % nayuenmos ¢ XJUI u JIMJI
passusaemcs Ooup@ysHas B-kpynHokaemouHas aumpoma unu aumpoma XoowckuHa. IlossneHue
KPYNHOKJIeMouHotl iumpomol Ha ¢oHe XJIJI Hazvieaemcs cuHOpomom Puxmepa. TosieneHue aumpomol
Xooxckuna Ha ¢ore XJUT Ha3vieaemcs: X00HKUHCKOL mpaHcgopmayueti. Bo ecex cnyuasx 10KaivHO20
6bICMpo20 yeenuueHus JUMGpamuyeckux y37108 il CyulecmeeHH020 UamMeHeHuUsl KAUHUYEeCKOl KapmuHsl
OonesHu (nosieneHust B-cumnmomos — @He3anHoli nomepu 6ecd, HOYHOL NOMIUBOCMU) HEOOXOOUMO
8bINONHUMb  OUONCUI NUMGDAMUUecKoz0 y31d, KOCMHO20 M032a UNU 3IKCMPAHOOANIbHO20 ouaed.
CuHndpom Puxmepa KoHcmamupyemcst moJibKo Ha 0CHOBAHUU 2UCMONI02UYEeCK020 UCC/Ie008aAHUSL.

e [MauuenTtam c rogospenuem Ha XJIJI/JIMJI njist olleHKM 00beMa ITOpaskeHMs1 KOCTHOTO MO3ra U
COCTOSIHMSI OCTaJIbHBIX POCTKOB KPOBETBOPEHMSI, MCKIIOUEHUS] MOPaKeHMsI KOCTHOTO MO3ra
IPYTUMU OTMYXOJASIMU M MHMPEKUMSIMM, & TaKKe /IS TTOJyYeHUsT UCXOAHOTo 06pasiia KOCTHOTO
MO3ra, He0OXOIMMOrO /ISl CpaBHEHMsT ¢ 06pa31ioM, MOJYYEeHHBIM T0C/Ie TTPOBEeIeHMsT Tepanumn
pekoMeHAyeTcsi: 1) moyyeHye HUTOIOTrMYeCKOro rnpernapara KOCTHOIO MO3ra IyTeM ITyHKIUA
(CTepHA/IBHOM ITyHKIMM), IIUTOJIOTMYECKOe (MMeNorpaMMa) ¥ MMMYyHOGMEHOTUIIMYECKoe
(MeTOIOM TIPOTOYHOM IUTOMIYOPUMETPUM) MCCIeIOBaHMe Ma3Ka KOCTHOTO MO3ra Jjmbo 2)
TOoJTlyyeHre TUCTOJIOTMYECKOrO Tperapara KOCTHOTO MoO3ra (TPermaHOOGMOTICHST), IaTONIOoro-
aHATOMMYECKOe MCCIeloBaHye OUMOTCUITHOTO (OTepalMOHHOT0) MaTepuaga KOCTHOTO MO3Ta C
MpUMeHeHeM UMMYHOTUCTOXMMUYECKUX METOAO0B B C/eyIouux crydasx [17]:

0 mepej HAvaJOM Tepanuy Yy TAIMeHTOB, paHee He IMPOXOAMBIIMX ee (Heobs3aTelbHO, HO
>KeJlaTenbHO);
O Tpu MOLO3PeHnU Ha TpaHchopManuio.

VpoBeHb y6eaUTEIHbHOCTM PeKOMeHAauuii — B (ypoBeHb JOCTOBEPHOCTM [OKA3aTe/IbCTB —
3).

KommeHnTapum: zucmonozuueckuti duaznos XJIJI ycmanasnueaemcs npu HaIuuuu 8 KOCNHOM Mo32e
Jugdy3Hozo nuM@oudHo20 npoaugepama u3 MOHOMOPQHBIX KIeMOK HeboIbUI020 pas3mepd C
OKpY2JIbiMU  10paMmu, KOMKOBAMBbIM XPOMAMUHOM, 8 3A8UCUMOCMU Oom Ycao0s8ull Qukcayuu -
¢ HeomuemausbiMu SAOpvlUKAMU UAU 0e3 HUX, C MOHKOCMEHHbIMU COCYy0amu KanuuisipHozo/
8EHY/NAPHO20 Muna; 00bIYHO PA3PO3HEHHO PACNOJIOM(EHbl KPYNHble KaemKu ¢ Mmoponozueti
napaumMmyHooaacmos, uHoz0a npucymcmaeyrm nceedogosnukyst (npoaudepamusHoie yeHmpeot). Ipu
UMMYHO2UCMOXUMUHECKOM UCCe008aHUU AUMPOUOHBLI nponugepam xapakmepusyemcs akchpeccueti
CD20 (2emepozeHHas no UHMeHCUBHOCMU, NpeuMyuectneeHHo cnabas memopauHas peakyus), CD79a,



IgM, sadepHoii axcnpeccueti PAX 5, LEF1 (adepHas peaxuus), Koaxkcnpeccueli CD5 (MemOpaHHas
peakyus) u CD23 (membparHas peaxuus), CD43 npu omcymcmeuu skcnpeccuu CD10, BCL-6, Cyclin
D1. DBkcnpeccus LEF1 (adepHas 3sKchpeccus) 0osiee UHMEHCUBHO 6blpaXeHd 8 KJIemKax
nponuGepamusHslX UeHmpos, 6 Kaemkax ¢ Mmopgonozuelli nponumpoyumos. [ns  Kiemox
nponugepamugHsix UeHMpo8 xapakmepHa 0osee uHmencusHas axkcnpeccust CD20, IgM, LEF1, unozda
uacme Kaemox ncesdogosuKyno8 (npoaugepamusHsix yeHmpos) akchpeccupyem cyclin D1 (cnabas
s0epHas peakyus). MHdexc nponugepamusHoli akmusHocmu Ki-67 HeevicOKuUli, 006IUHO cocmasisem
5-15 % nosumueHblx KAemMoOK 8 30Hax OJu@@y3Hoz0 MeIKOKIemouHozo uHpuismpama. Ilpu
UMMYHO2UCMOXUMUYECKOM UCCIe008aHUU HA NapaQuHO8oM mamepuasie MOxicem omcymcmeosamso
akcnpeccust CD5

(0o 20-25 % cnyuaes). dxcnpeccueii BCL-2 xapakmepu3yomcs éce 8apudaHmsl MeaKOKAemouHblX B-
KJIeMOuHbsIX Jaumpom, Koskcnpeccus IgM u IgD xapakmepHa 071 AUM@POUUMAPHOL JUMPOMbL U
JUM@OMbl U3 Kaemok manmuu. Ixkcnpeccus LEF1 xapakmepHa 075 AUM@OYUMAapHot aumgpomel ¢
mpancpopmayueti 8 dud@ysHyo B-KiemouHyrw KpynHoKAemouHyw aumgpomy (cunopoma Puxmepa) u
noseosisiem nposecmu dugpeperyuansHyo ouazHocmuxy ¢ CD5+ ougpgysHoti

B-k1emouHoti KpynHOK1emouHoul 1uM@omotl.

IMonyuerue 2ucmo02UUeck020 NPenapama KocmHozo mo3zd (mpenaHo6uoncusi KOCMHo20 Mo32d) He
mpebyemcs 0Jis1 noomeepxcoeHus u popmyauposarus ouazxvosa XJUT/JIMIL

Buoncus kocmHozo M032a 8155emcst HeoOs13amesibHOL, HO JenamesnpHoll npoyedypoli neped HauanIOM
mepanuu. XJIVT Hepedko couemaemcs ¢ Opyeumu Onyxonsamu, Komopsle MOZym Memacmasuposams 6
KOCMHbILL MO32, 8blABAAMbC OABKO Npu  Ouoncuu u odaxce OblMb NPUYUHOT  YUMONEHUL.
HmmyHoxumuomepanust 8 GayoapabuH-codepicaujem pexcume HepeoKo OCNOXCHAemCs yumoneHuetl.
Hanuuue ucxo0H020 006pasya KocmHoz0 Mo32a noseonsiem oOugpepeHyuposams npozpeccuposaue,
anaasuto, pazeumue  Muei00UCNIACMUYECKO20  CUHOPOMA/OCmpo20  MUenoudHoz0  Jieliko3d,
aymouMMyHHbl€e YUIMONeHUU.

e Bcem maumentam ¢ XJUI/JIMJI niepen HavasioMm 1-1i M BcexX TOCHEOYIOIIMX JVHUMA Tepanuu
peroMeHAyeTcsl  IIpoBeieHMe  MOJEeKYISIPHO-IIMTOTeHeTUUeCKOTO  MCCIeloBaHUsS  C
npuMeHeHMeM Metona QuyopecueHTHoii rubpuamsauuu (FISH) Ha penemuio 17p w
ompeneneHne Myrtauuii reHa TP53, a Takke (IIpy HaJIM4YMM BO3MOXHOCTM) Ha +12; del(11q),
del(13q), del(17p) myist onpeneneHnst TPOTHOCTUYECKO TPYIIIIbI ¥ BBIPAGOTKY TAKTUKY JIEUEHUS
[14].

VpoBeHb yoenuUTeTbHOCTY PEKOMEHIAnuii — A (YPOBEHb JOCTOBEPHOCTU JOKA3aTeIbCTB —
2).

KommeHTapum: deneyus 17p A615emcs 2/1a8HbIM YUmozeHemu4ueckum Mapkepom, HenocpeocmseHHo
BNUAIOWUM HA Mepanesmuueckyro makmuky. Pekomendyemcst npo8ooums cCKpuHuHe Ha deneyuto 17p y
8cex NAayueHmos, UMeNWUX NOKA3aHUs K Hauanry mepanuu, u/uiu npu HesddexmusHocmu
cmavoapmHoli mepanuu, 0COOEHHO y NAYUEHMO8 MOJIoXe 55 sem, y KOMopwix Moxcem 6bimb
nposedeHa ani0zeHHAss MpAaHCNIaHMayusl.

B Hacmoswee epems Onazodapss memodam 2nyb0K020 CEKBEHUPOBAHUSL YCMAHOBIEHO, Mo
6oNBUILHCIMBO CTyuaes peppakmepHocmu 006yciosneHo ympamoii TP53 nubo 3a cuem deneyuu 8
couemauuu ¢ mymayusmu, aubo 3a cuem mymayuti zeHa. IToamomy cezo0Hsi evinonHeHue FISH
Ha Oeneyuto 17p HedocmamouHo. [Ins moz0 umoOsl UeHMUGUUUPOBAMb HAuboJbliee YUCIO0
nayueHmos ¢ ycmotiuueocmoto K UMMYHOXUMUOMepanuu, Heo6Xo0umo makxie ucciedosams mymayuu
TP53. Hanuuue Mymayuu KOHCmamupyemcsi, ecJii Uucao Kaemox ¢ mymauueti npegoiiuaem 10 %.

e Bcem mnamueHtam ¢ XJIJI/JJIMJI Ha MOMEHT YCTAHOBJIEHMS [MarHo3a PpPeKOMEHIYeTCs
ompeneneHne mytauyy reHoB IGHV i1 yTouHeHMsI IPOTHO3a 3aboneBanus [14].

VpoBeHb y6eAUTENIHbHOCTH PEKOMEHAALNII — A (YPOBEHb JOCTOBEPHOCTU [OKA3aTe/IbCTB —
2).

Kommenrapun: mymayuu zeHos IGHV umerom npozHocmuueckoe 3HaueHue. B Hacmosiwee eépems
npozHo3 y nayueHmos ¢ XJUI oyeHusawm no mexoyHapoOHoMy npozHocmuueckomy uHoexcy ons XJU1
(cm. pasden 5.1). HHOekc mpeGyem OyeHKU YPOBHS B2-MUKPOnoOYIUHA, MYMAYUOHHO20 cmamyca
IGHV, a maxe yumozeHemuueckozo uccnedoganus. Onpedenerue smux nokazameneti xenamesnsHo. Y
nayuenmos ¢ mymayusmu IGHV 6e3 ¢akmopos HeOnazonpusmHozo npoeHoda, docmuewux MOB-
HezamueHoll pemuccuu nocue 3 Yukjios, 603MONHO COKpaweHue do3 npenapamos Uil Yucid Yukaios
FCR. IIpu a3mom pemuccuu y 0aHHOU 2pynnsl nayueHmos cmoJiv xce oaumensHol. C yuemom 8ulCOKOL



UHopmamugHoli  yeHHOCMU 6 OmHOWeHUU epemeHu 00 mepanuu, 3pdexmusHocmu
UMMYHOXUMUOmMepanuu, epemMeHu 0o peyuousa mymayuoHHsilii cmamyc zeno8 IGHV pekomeHndyemcs
N0 803MOMCHOCMU Onpedesiims, 00HAKO OAHHOE UCCIe008aHUe He s6Jemcst 0053amenbHbIM GHe
KAUHUYEeCKUX UCCned08aHull.

e Bcem maumentam ¢ XJUI/JIMJI depe3 6 mec. Mocjae 3aBeplIeHMS] JieYeHUSI PEeKOMEeHIYyeTCs
MMMYHO(DEHOTUITPOBAHYE 611010TUeCKOTO MaTepuasna METOZIOM MIPOTOYHOI
untTodyopuMeTpun ISl BBISIBIIEHNMS MapKepoOB MUHMMAJIbHOI octaTouHoii 6ome3nu (MOB)
rpu remobsacro3ax [19].

YpoBeHb YyOeAUTEIbHOCTY PEeKOMEHAAnuii — A (YPOBE€Hb JOCTOBEPHOCTH HOKa3aTeIbCTB —
2).

KommeHTapum: npu guHansHoli oyeHke apekma nocne 3agepuienus ummyHoxumuomepanuu MOB
no3eoJisiem npozHo3upogams epems 0o peyuousa u OB. BonbWUHCMB0 NPOZHOCIMUUECKUX CXeM
nocmpoexo Ha oyeHke MOFB 8 kposu, 00HaKo ucciedosaxue KOCmHoz0 M032d no38osiem 00CnoeepHo
noomeepdumos MOB-He2amugaHyo NOJIHYH PeMUCCUTO.

HeodHokpamuo nokasaxo, umo KoauuecmeeHnHas xapakmepucmuka MOB & kpoeu no 3asepuieHuu
mepanuu Koppeaupyem ¢ 8bliu8aemMocmsio U n03MoMy Moxem Ucnob308amscsi Kak pykogoocmeo K
deticmeur. OcmamouHas nonynayus knemoxk XJII 8 kposu >1 % npedseuwjaem paHHuii peyudus u
MOXCem CIy#umos ocHo8aHuem onst cmensl mepanuu. Ocmamounas nonyasyust kaiemox XJIJI 6 kposu
0,90-0,01 % xapaxmepu3yem zpynny nauyueHmos ¢ MeouaHoti svixcusaemMocmu 6e3 npozpeccuposaHust
(BBII) oxono 3 aem; y Kamezopuu nayueHmos MOXHO pACCMAMpueams 603MOMCHOCMb
nodoepxusaroweti mepanuu. OcmamouHas nonynayus kiaemoxk X/ e «kposu <0,01 %
ceudemenbcmeyem 0 8bICOKOU 8epostMHOCMU ONUMeNbHOU pemuccuu (>5 jiem).

ITocne mpaucniaHmayuu aii0zeHHbIX 2eMON0IMUUECKUX cmeonosvix kiaemok MOEB onpedensiemcs
Kaxcdvle 3 Mec. 8 meueHue 200a unu 00 HaCMynJieHus peyuousa.

e Bcem naumentam c¢ XJUUI/JIMJI nepen npoBefeHueM 1-7i JIMHUM DPOTMBOOMYXOJIEBOI Tepanumu
peKoMeHAyeTcsl olpefeneHNe OCHOBHBIX Tpynm KpoBu 1o cucreme ABO, ompepenenue
aHTureHa D cucrembl pesyc (pesyc-akropa), ompexmeneHue (HeHOTUIIA aHTUTEHOB
SPUTPOIIUTOB /IS BO3MOKHOCTY BBITIOJTHEHMST TeMOTpaHCchy3uy Py HATUUMM TTOKa3aHuit [0,
BO BpeMsI Uy Iocie Tepanuu [16].

VpoBeHb y6eauTebHOCTH pekomeHpauuii — C (ypoOBeHb JOCTOBEPHOCTU [OKA3aTe/IbCTB —
5).

e Bcem nammeHtam c¢ XJUI/JIMJI mepepn mnipoBemeHueM Tepanuu aHTtutenamu kK CD20 wnum
UOPYTUHUOOM™* ¢ 1Ie/IbI0 YTOUHEHUSI PUCKA U B CIy4ae HEoOXOOMMOCTU TPOOUIaKTUKU
peakTMBauuu BUpyCcHOTO TrematuTa [20] peKOMeHAyeTCs BbITIOJIHEHME Pa3BepPHYTOrO
BUPYCOJIOTMYECKOTO MCC/IeIOBaHMs IJis1 BBISIBIIEHMSI MapKepoB BHMpyca rernaTtura B, koTopoe
JO/DKHO BKJTIOUATh OIIpezesieHme:

o anturena (HbsAg) Bupyca rernaruta B B KpoBu;

© aHTUTEJ K NoBepxHOCTHOMY aHTUreHy (HBsAg) Bupyca renatura B B KpoBu;

o aHTuUTe K saepHomy anTureny (HBcAg) Bupyca renatura B B KpoBu;

o JHK Bupyca renatuta B B KpoBM MeTOLOM IOAMMEepPa3HONM LENHON peakiuy (KayeCTBEHHOe
uccienoBaHme).

VpOBEHB yﬁeﬂl/lTeJ’[bHOCTM pEKOMEHI[aI_lMﬁ -C (ypm;enb AJOCTOBEPHOCTU OJOKAa3aTeJIbCTB — 4.

KommenTapum: smomy sonpocy npu XJIUI ydensiemcs ocoboe 8HUMAHUe, NOCKONbKY Kaemku XJUT
SB/IAIOMCS. OONONHUMENbHBIM pe3epayapom 0ns1 gupyca zenamuma B. 3HaueHust Mapkepos 8upycHozo0
2enamuma B npedcmasnieHsl 8 npusnoxceHuu A3.1.

e Bcem r1epBuMuHbIM IauueHtam ¢ XJUJI/JJIMJI  mepen  mpoBemeHuem  1-it IMHUM
MIPOTUBOOITYX0JIEBOI Tepanuy PeKOMEeHIYeTCsI MOJIEKYISPHO-O0M0I0rMvYeckoe MCcaefoBaHue
KPOBM Ha HaJMuMe BUpyca MMMyHopebuunta yenoBeka (OmnpeneneHne aHTUTeN KiaccoB M, G
(IgM, IgG) K Bupycam uMmMmyHomedumura yeaoBeka BIY-1 n BUY-2 (Human immunodeficiency
virus HIV 1 1 Human immunodeficiency virus HIV 2) B KpoBu [jIs1 yTOUHEHMSI HEOOXOIMMOCTH
OLHOBPEMEHHOTO IIPOBeNEeHNS IIPOTUBOOITYXO0JIeBOV 1 aHTUPETPOBUPYCHOV Tepanuu [16].



VpoBeHs yoenuTenbHOCTU pekoMeHZanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —

5).

e Bcem mauuentam ¢ XJUI/JJIMJI Ha MOMEHT YCTaHOBJIEHMS [OMarHosa, IIOCAe KaXKION
MMMYHOCYIIPECCMBHOM TepamuMyu ¥ TIOCTAe KaKOoi TsDKeIoi 6akTepualbHON WHOEKINA
pPeKOMeHAyeTCcs OTpesiesieH e YPOBHSI UMMYHOTI00y/IMHOB [12,16].

VpoBeHb y6eauTeNIbHOCTU pekoMeHmanuii — C (YpOBeHb JOCTOBEPHOCTU IOKA3aTEeIbCTB —
5).

24. I/IHCTpYMeHTaJIbeIe AMArHOCTUYEeCKME ncajaeaoBaHms

e Bcem maiueHTaM Iiepen HauasioM Tepanuu XJIJI/JIMJI, npu olleHKe peMMCCUM yepe3 2 Mec.
1oc/ie 3aBeplieHus] Tepanuyu (ecay MMeNOoCh TNopaxkeHue JuMdaTnueckux y3aoB o6macTu
CpenoCcTeHusT M/WiM JIETOYHOM TKaHM), a Takke TMpu T[ONO3PEeHMM Ha penusus/
rporpeccupoBaHre 3ab0meBaHns pekomMmeHayeTcs: BoironHeHye KT rpyHO# KIeTKu, OpraHoOB
OPIOIIHO TIOJIOCTM M MaJIOro Tas3a (C KOHTPACTMPOBAHMEM) ISl YTOUHEHUSI HAIWUUSI U
pacmpocTpaHeHHOCTM JauM@afeHONaTu WM OLeHKM MPOTMBOOIYX0IeBOro 3ddekra, ecin
MCClleloBaHMe BBITIOJIHEHO B IMHaMuKe [12,16].

VpoBeHb y6eauTeIbHOCTU pekoMeHzanuii — C (YpOBeHb JOCTOBEPHOCTM JOKA3aTelIbCTB —
5).

e [lauyeHTtam repes Hauasiom Tepanuu XJIJI/JIMJI, eciut BoIsiBieHbI TIpoTHBoIioKa3aHus K KT, ipu
OLleHKe peMucCuM 4Yepe3 2 MecC. IOC/Ie 3aBepuieHusi Tepanuy (e MMeJNOCh IopaskeHue
JuM@aTUUIECKMX Y3/I0B 06JIaCTM CPeNOCTEeHMS] W/WIM JIETOYHOV TKaHM), a Takke IIpu
MMOAO3PEeHNM Ha PeIMANB/IIPOTrpeccupoBaHe 3a60/IeBaHNSI PEKOMEHAYETCSI /IS YTOUHEHUS
HAIMYMST M PACIIPOCTPAHEHHOCTU JIMMdaJZeHONMaTu BITTOJIHUTD CAeAYIONe MCCIeqOBaHMS
[12,16]:

© peHTreHOrpaduio OpraHoOB IPYAHONM KIETKY B 2 ITPOEKLIMSIX;
o V3 numdaTnueckmux Yy3/IoB (mepudepudeckux, BHYTPUOPIOIIHbIX ¥ 3a6PIOUIMHHBIX) WU
BHYTPEHHMX OpraHoB (OPraHoOB GPIOIIHOI TOJIOCTY ¥ MaJIOTO Ta3a).

VpoBeHs yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —

5).

e [ManmenTtam ¢ momo3pennem Ha XJUJI/JIMJI mubo ¢ ycraHoBiaeHHbIM auarHo3om XJUI/JIMIL, y
KOTOPBIX MMEIOTCS KIMHMYEeCKMe TpU3HaKM CUHApoMa Puxrepa WIM XOMKKUHCKOIA
TpaHchopmaluu (TIPOrPeCcCUpYIoNuii pocT AMMGaTUUeCKUX Y3JI0B, TMOTEps] Beca, MepCuc-
TUPYIOIIAS TMXOpajaka 6e3 Mpu3HaKoB MHGEKIIMHU, BHICOKUI YPOBEHb JIAKTATAErMAPOreHasbl,
rUIepKaablieMusi), PEKOMEHIYeTCsI BBITIOIHUTD MO3UTPOHHYIO SMUCCMOHHYI0 ToMOorpaduio ¢
MpUMeHeHeM TYMOPOTPOIHbIX paauodapMIIpeniapaToB [Jjsi UCKIIOUeHUs TpaHchopmauun
7160 IJIS1 BBISIBJIEHUS 30H C BepOSITHON TpaHcdopmaryeit [21].

VpoBeHb yOoenuTeTbHOCTH PeKOMeHanuii — B (ypoBeHb JOCTOBEPHOCTU JOKAa3aTeIbCTB —
3).

KommenTapun: npu 3uauenusx SUV <5 eeposmHocmos cuHdpoma Puxmepa cocmasnisem okono 3 %
[22]. Zns cundpoma Puxmepa munuutosl 3HaueHuss SUV >15 %. Eciu uHmeHcugHOCMb HAKONJIEHUs
npenapama omuemJiugo pasiuuaemcsl 8 pasHvlX 30Hax, He0OX00UMO 8blN0JIHEHUe OGuoncuu Haubonee
aKmueéHo20 y3ia uau odazd.

e Bcem mamueHTaM C BepuduIMpoBaHHBIM XJUJI/JIMJI Tiepen HauvajaoM Tepanuyu s
CBOEBPEMEHHOTIO BBISIBIEHMSI COMYTCTBYIOIIEN MATOJOTUM CO CTOPOHBI CEPAEUHO-COCYAVICTOI,
IbIXaTelIbHOW W TNUIIEBAPUTENbHON CUCTEM W [JIS OIpefeeHus] HeoOXOOMMOCTU UX
MPOGMIAKTUKY UJTU JIEUEHVSI PEKOMEHIYeTCsI BBITIOTHUTD CJIeYIoIIye uccaenoBanus [16]:

o 3yeKkTpokapauorpaduio;
o sxoKapauorpaduio;
0 yNIbTPa3BYKOBYIO JOMILIEPOTPaduio coCymoB (apTepuii M BeH) HMKHUX KOHEUHOCTEIA.

VpoBeHb y6eauTebHOCTH pekomeHpauuii — C (ypoBeHb JOCTOBEPHOCTU [OKA3aTe/IbCTB —
5).



2.5. Nuble apyardHocTuyecKyie uccjaegoBaHus

e Bcem mammentam c¢ XJUI/JIMJI ¢ KOMOPOMIHOCTBIO, KOTOpasi MOXKET ITOBJAMSTb Ha BBIOOD
MpOrpaMMbl MPOTMBOOITYXOJIEBOTO JieUeHMsl, IMepef HayajioM Tepanuyu PpeKOMEeHIYyeTCs
KOHCYJ/IbTalMsl COOTBETCTBYIOILLET0 Bpava-crenyuanucra (Bpaya-Kapauouora, Bpadya-HeBpOIora,
Bpavya-oTOPMHONIApMHOJIOra u ip.) [16].

VpoBeHs yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB —
5).



3. Jleuenue

HasHaueHue U TMpUMEHEHME JIEKAPCTBEHHBbIX IMpPenaparoB, YKa3aHHBIX B KIMHUYECKUX
peKoMeHaINuii, HaIlpaBJieHO Ha obeclieyeHne MalMeHTa KIMHUYeCKu 3SGGEeKTUBHON U
6e30TaCHOM MeIUIIMHCKOM MTOMOIIH, B CBSI3Y C UeM MX Ha3HAUEHMe U TPUMeHEeHe B KOHKPETHOIA
KIMHUYECKON CUTYallUM OIPEeAeNseTcs B COOTBETCTBUM C WHCTPYKIUSIMU TI0 TPUMEHEHWIO
KOHKDPETHBIX JIEKAPCTBEHHBIX TMPEINapaToB C peanu3saiyeil mpeCcTaBIeHHbIX B MHCTPYKIUU Mep
MPEAOCTOPOSKHOCTU TIPU UX TIPUMEHEHUN, TaKKe BO3MOKHA KOPPEKLMS 03 C YUETOM COCTOSTHUS
MamyeHTa.

3.1. IlokasaHus K Haua/xy Tepanuu B-kinerouynoro XJIJI

¢ Bcem nanmenTam c BepuduipoBaHubiM XJIJI/JIMJI peKOMeHAYyeTCsT Hauajo Crienyduueckoin
Tepanuy TONbKO MPU HaIMYMM TIOKaszaHuii B cooTBeTcTBUM ¢ Kkputepusmu [WCLL 2018
(cm. mpunoxkenue A3.2) [12,16].

VpoBeHs yoenuTenbHOCTU pekoMeHZanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —

5).

KommenTapum: oxosno 30 % nayuenmos umerom medneHHo npozpeccupyrowee meuerue XJUI, npuuem
NPOOONHUMENILHOCMb UX HU3HU 6U3KA K o0wenonyasyuoHHoll. Hanuuue makoti epynnsl nayueHnmos
denaem 060CHOBAHHOLI MAKMUKY 8bIX¥UOAMeNbHO20 HAOM00eHUS1 00 Nosi8IeHUsl NOKA3AHULI K mepanuu.
Tepanus XJUT donxHa HAUUHAMbC NpU Hanuuuu nokasauii no kpumepusam IWCLL 2018. ITayuenmst
6 cmaduu A C  AYMOUMMYHHOU  2eMOJUMUUYECKOU — aWemuell  uau  uduonamuqeckoi
mpomooyumoneHu4eckoli nypnypoti 00JixcHbl NOJYyuams jeueHue no nNoeody 3Mux ocioxcHeHuil. Ecau
aymoumMMyHHoe 0CJI0MCHeHUe NJ0X0 omeeudem HA Mepanurn Kopmuxkocmepouoamu Ot CUCIEMHO20
UCNONb3068AHUSL, B03MOXCHO  NpUMeEHeHue HanpaeaeHHol Ha X/ ummyHoxumuomepanuu.
BeccumnmomHas eunozammaznobyiuHeMus U HAIUYue MOHOKJIOHAILHOL cekpeyuu camu no cebe He
A6AAI0MCS NOKA3AHUSIMU K JieueHuio. BoisisneHue mapkepos ompuyamesibHo20 NpozHo3d, 6 Mom uucje
deneyuu 17p He s168/151emcsl NOKA3AHUEM K Hauaiy mepanuu.

3.2. IlepBas nuHus neyeHus XJIJ1

Llenu neuenuss 8 nepeyw ouepeds onpedensromcss 803pAcmoM, a MaKd#e HUCIOM U MAHECMbIO
conymcmeyrwwux 3abonesanuti (mabi. 3).

Ta6nuya 3. Ilodpa3deneHue Ha 2pynnsl NAUUEHINO8 C XPOHUYECKUM JUM@POUUMAPHbIM
J1etiko3om

Komop6uaHocrs, Het 3HaunmMoii komopbuaHocTn 3Haymmasi KOMOpb6UAHOCTb Crapyeckuii BO3pact, opraHHble
BO3pacrt narosiornmn
Lenb Tepanun fonrocpoyrHas pemuccusi, | KoHTposb Haza 60/1e3HbIo, NannnatnsHas

spaankaums MOb HM3Kas TOKCUYHOCTb

Cyujecmgyem 00BeKMUBHA WKAAA OYEHKU YUCAA U MAxecmu Cconymcmeywowux 3abonesaquti
(xomopouonocmu) — CIRS (Cumulative Iliness Rating Score) (cm. npunoxceHue I'2). B peanvHoli
KJUHUYECKOU npakmuke OUeHKAd KyMYAsamueHoz0 uHdekca KomopOudHocmu He mpebyemcs. B
Hacmosujee 6peMsi NOHAMUe <«3HAUUMAs KOMOPOUOHOCMb» He Moxcem Obimb 00BeKMuU8HO U
80cnpou3sodumo onpedesieHo. B cea3u ¢ amum pacnpedejieHue NayueHmos Ha mepanesmuueckue
2pynnel npo8odumcs no peweHur 8payd.

Pesynemamol KpynHelX KauHuueckux ucciedoganuti 2000-x zz. yoedumesnvHo ceudemenbcmeayiom o
HU3KOU 3(ekmusHocmu uUMMyHOXUMUOMepanuu y nayueHmos ¢ Odeneyueti 17p. OOHaxko 3mo
yumoezeHemuueckoe HapyuweHue evlasnsemcsa 00 Hauana mepanuu I1-ii auHuu moneko y 7 %
nayueHmos. Yucno nayueHmos ¢ KAUHUYECKOU peppakmepHocmulo (npozpeccuposaHuem Ha (oHe
JledeHus unu Oblcmpuim peyudusom) npubnusumensHo 8 2 pasa 6onvwe. dmu HaGn0OeHus Jeziu 8
ocHo8y nonsimusi XJIJI 8b1c0K020 pucka.

Taxum o6paszom, npu nposedeHuu mepanuu I1-ii UHUU hayueHmMsl mozym Ovime pacnpedesieHst Ha 3
2pynnol.



1. K 1-ii epynne omHocamcs mMos00ble hayueHmsl (MeHee 65 nem) 6e3 deneyuu 17p u/unu Mmymayuu
TP53 ¢ xopowum comamuueckKum cmamycom 6e3 conymcmeywujux 3abonesanuti. B amoii epynne
Heobxo0umo cmpemumscst K 0OCMUMCEHUI NOJIHOU pemuccuu, N0 803MOMHOCMU ¢ spadukayuet
MOB, nockoneKy monbKO mMaxkas MmMaxkmuka MoMem npueecmu K peaibHOMYy YeeaudeHUr
npodonxcumensHocmu  wu3Hu. OCHO8a JieueHus NnayueHmos 3moli epynnel — Kypcoeas
UMMYHOXUMUOmMepanus. B nodepynne nayuenmos 6e3 mymayuti eeHos IGHV komOuHayus
ubpymunuba™* u pumyxkcumaba** okasanace 3HauumenvHo O6osee IPdekmusHoli U MeHee
moxcuuHoli no cpasHeHur ¢ pexcumom FCR. YV nayuenmos 6e3 mymayuti 2zeHos IGHV moxcem
paccmampusamauscsi 803MOXCHOCMb mepanuu ubpymuHuéom **

2. Ko 2-1i zpynne omHocsimcs nayueHmasl NpeKA0HHO020 803pacma (cmapuie 65 jiem), a makie monoovie
nayueHmsl €O MHOMECMBOM conymcmayloujux 3abonesanuti. B amoii epynne Hy#HO cmpeMumaucs K
docmuceHuro 3(QGekmusHoz0 KOHMpPOJIsl HAO ONYXoJivio, U3bezas HeonpasoaHHOU MOKCUYHOCMU.
AHanoeu nypuHog 8 3moti epynne Jiyuuie He UCNO0Tb308AMb UIU NPUMEHSAD 8 PedyyUupOo8aAHHOM BUOE.

3.K 3-ii epynne omHocsamcsa nauueHmeol ¢ deneyueii 17p u/unu mymayueii TP53 He3asucumo om
go3pacma u KomopOudHocmu. Tepanueli 8vl60pa y 3mMux NAyueHmMos8 s6Jsemcs npumeHeHue
ubpymuHuba** 6 MoHopemcume. Y MONO0ObIX NAYUEHMO8 Npu B03MONHOCMU mepanus
UGPyMuUHUOGOM** QoNHHA CAYHUMb N0020MOBKOU K MPAHCNAAHMAYUU AJI02EHHBIX CMB0JI08bIX
KJ1emox.

YnauueHmoe cmapueckozo eo3pacma c OpZ(ZHHOl‘J HedocmamouHoCmuko ueJsib jleueHus najiuamusHas.

3.2.1. llepBas auuus geyeHus XJIJI/JIMJI y naniMeHTOB MOJIOKE 65 JIeT ¢ XOPOIINM

COMAaTUYECKUM CTATyCOM 0e3 BbIABIEHHOI Aeneniun 17p wiau myranuu TP53

e [ManmenTtam ¢ BepuduuupoBanabiM XJUI/JIMJI monoke 65 et 6e3 3HaUYMMOI KOMOPOUIHOCTH
(pm3MUeCcKM aKTUBHBIM, 6€3 TSDKeJIbIX COITyTCTBYIONIMX 3a60JIeBaHMi, C HOPMaJIbHO (QYHKIIMEl
rouek) 6e3 gemeunu 17p wiu mytauyu TP53 B kauecTBe 1-it TMHUYM JIeUeHUST PEKOMEH/LYeTCS
IJIST  OOCTVOKEHMSI peMMUCCUMM TpoBeleHMe MMMyHoxumuorepanuu 1o cxeme FCR:
(Putykcuma6™* — 1 muki: 375 Mr/m2 B/B Kar., ieHsb 1, mocienmyomye ukibl: 500 Mr/M2 B/B Karl.
wm 1600 Mr 11/K, geHb 1; #dnygapabun™* — 25 Mr/m? B/B Kar., oM 1-3; #Luknodochammm** —
250 mr/m? B/B KaIl., BHU 1-3). (CXeMBI PEXXVIMOB JIeUeHMSI CM. B IPUITOKeHUM A3.3) [23,24].

VpoBeHb yoenuTeTbHOCTY PEKOMEHIAnuii — A (YPOBEHb JOCTOBEPHOCTU JOKA3aTeIbCTB —
2).

KommeHnTapumn: cmaxHdapmom mepanuu 1-0i AuHUU 'y MOJI00bIX NAYUEHMO8 C XOPOWUM
comamuueckum cmamycom (kpome nayuenmos ¢ del(17p) u/unu mymayueti TP53) sensemcs pexcum
FCR (¢pnydapabur™*, yuxnogochamud™* pumykcumad**). O6HosneHHble 8 2016 2. pe3yavmamoi
uccnedosanuss CLL8 nokasanu, umo 8 epynne FCR uucno 8wiicusuiux npu meduade HabarooeHus,
pasHoli 5,9 200a, cocmasuno 78,7 % no cpasHeHurw ¢ 66,9 % e epynne FC (OP 0,68, 95 %
dosepumetvHolli unmepsan (1) 0,535-0,858, p = 0,001). Meduana BBII y nayueHmos ¢ Mmymayusmu
2eHo8 IGHV, nonyuasuiux sneueHue no cxeme FCR, He docmuenyma [24]. IIpu amom pexcum FCR
accoyuupyemcs ¢ 8bICOKOL 4acmomoti pazeumust HexenamensHoslX s18JeHuUll, 0COOeHHO UYUMOneHuu u
UHeKYUOHHBIX 0CNI0NCHEe UL JletikoneHus u HelimponeHus 3—4-ii cmeneHu maxcecmu co2idacHo 06WuUM
kpumepusm moxcuurocmu (CTC) Habnwodanuce y 24 u 34 % nayuenmos, nonyuaswux FCR, y 25 %

3aguxcuposaxo pazsumue uHpexyuti 3—4-ii cmeneHu msixecmu.

e [Manyentam c BepuduuyupoBaHHbiM XJIJI/JIMJI mMonoxke 65-70 jer 6e3 3HAUMMOI
KOMOPOUIHOCTY (bU3UUECKM aKTUBHBIM, 0€3 TSDKeIbIX COIYTCTBYIOUIMX 3abo/eBaHuit, C
HOPMaJIbHOM (yHKIMel rmouek) 6e3 memeuyu 17p mnu myTaiuu TP53, y KOTOPbIX HE MOXET
6bITh TIpOBeeH pexkuM FCR (CxeMbl PEXXMMOB JIeUeHMS CM. B IIpUIoskeHn A3.3), B KauecTBe 1-
VI TMHUY PEKOMEHAYETCS IIPoBeIeHNe UMMYHOXMMOTEpAnuu 1o cxeme RB (putykcumab™* —
1 nuxn: 375 Mr/M2 B/B Kall., IeHb 1, mociemyomye IuKib: 500 Mr/M2 B/B Kamn. uanu 1600 mr 11/K,
IeHb 1; #6eHmaMmycTuH** — 90 mr/m2 B/B Kam., 1Hu 1, 2) [ JOCTUMKEHUSI peMUCCUM (CXeMBbl
PEXMMOB JIeYeHUsI CM. B TIpwioskeHun A3.3) [25,26].

VpoBeHb y6eIUTETHPHOCTY PEKOMEHIAMII — A (YPOBE€Hb JOCTOBEPHOCTH JAOKa3aTeIbCTB —
2).

KommeHTapum: npu Hego3moxcHocmu nposederus pexcuma FCR anomepHamueHsim eapuanmom 1-1i
JUHUU mepanuu Mmoxcem Oblmb KomOuHayus OeHdamycmuua™* u  pumykcumaba™* (BR).
B uccnedosaruu CLLI10 nokasaHo, umo pexcum BR meHee moxcuueH no cpasHeHuio ¢ pexcumom FCR,
xoms u meHee 3pgpexkmuser. Yacmoma obujezo omeema 8 06eux epynnax cocmasuia

95-96 %. Meduana BBIT maksce okasanace 6onvuie 8 epynne FCR (55,2 mec. npomue 41,7 mec., OP



1,643, 95 % 11 1,308-2,064, p = 0,0003). HetimponeHus U UHPEKUUOHHbIE OCTIOHCHEHUS]

3—-4-1i cmenenu msixcecmu no CTC 3HauumenvHo uawe pezucmpuposanucs 6 2pynne FCR

(87,7 % npomus 67,8 %, p < 0,001 u 39,8 % npomus 25,4 %, p = 0,001), ocobeHHO y nauueHmos
cmapwe 65 nem (48,4 % npomus 26,8 %, p = 0,001). Tlo uacmome paszeumust aHemuu Uu
mpomOoyumoneHul, a makxie ciayudae8 cMepmu, C83aHHOU C JieueHuem, 2pynnsl CMamucmuyecku
3Hauumo He pasnuvanuce (3,9 % npomue 2,1 %). B uccnedosarHuu CLLI0 noka3aHo, umo
appexmusHocms pemcumos BR u FCR y nayuenmos cmapuie 65 Jnem conocmasuma [26].
B mHozouyeHmposom poccutickom uccnedosaquu noxkazavo, umo pexcum BR pazymHo Ge3onaceH u
8b1COK02(hexkmuser 86 mepanuu 1-ii auHuu y nayuenmos ¢ XJIJI npu HazHaueHuu #06eHoamycmuHa™* e
do3e 90 mz/m? 8 KomOUHayuU ¢ pumyKkcumabom™* e 0ose 375 me/m? 6 1-m yuxne u 500 mez/m? 80 2-6-m
YUuKIax.

e TMaumentam c¢ BepuduuyupoBanubiM XJUI/JIMJI  monoxke 65-70 ser 6e3 3HAUMMOIL
KOMOPOMIHOCTM 6e3 myTanuii reHoB IGHV mpy HaIu4Iuy BO3MOKHOCTM B KauecTBe OFHON U3
oMMt 1-7 IMHMUM Teparuu MOKeT ObITh peKOMEeHI0BaHa JIJist JOCTVDKeHNUSI PEMUCCUM Teparims
UOPYTUHMOOM™* B MOHOpexkume B mo3ze 420 mr/cyT (3 Kamcyibl) BHYTPb 1 pa3 B J€Hb IO
MMPOTPEeCCUPOBAHMUS WM Pa3BUTUS HENEPEeHOCUMMOI TOKCUMYHOCTM MM B KOMOMHAIIMM C
putykcumabom™** (MopyTuHN6** — 420 Mr/cyT (3 Karcyibl) BHYTPh 1 pa3 B IeHb, eXeIHEBHO;
#putykcumab** — 50 mr/m? B/B Karl., feHb 1 nukia 2; 375 Mr/m2 B/B Kall., feHb 2 1ukia 2; 500
Mmr/m2 B/B Karm. win 1600 mr /K, AeHb 1 1uKI0B 3-7, TeyeHne BO30OHOBISIeTCS Ha 29-1 IeHb,
BCero 7 UMKJIOB) (CXeMbl PeXXMMOB JIeueHUsI CM. B IpuioskeHun A3.3) [27,28].

VpoBeHBb yOeauTeTbHOCTH peKOMeHAauii — A (YpoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB —
2).

Kommenrapum: 8 uccredosanuu E1912 nayuenmst monoxwe 70 nem 06e3 Odeneyuu 17p
pPaHoOMU3UpPOBANUCy, HA 2 zpynnbl: noayuasuiue ubpymuHub™* ¢ komobuHayuu ¢ pumykcumadbom™* u
npoxoduswiue mepanur 6 pewume FCR. B uccnedosaHue 6bl10 6KIHOUEHO 529 nayueHmos.
Komb6unayus ubpymunuba** u pumykcumaba** snauumensHo npeszouwna FCR no aggexmusHocmu u
6e3onacHocmu. Habnwodanocs 3HauumensHoe ynyuuieHue kak BBIT (OP 0,352; 95 % /1M 0,223-0,558; p
< 0,0001), mak u OB (OP 0,168; 95 % /11 0,053-0,538;

p =0,0003). Pexcum FCR uauje gvi3vi6an HelimponeHur 3—4-ii cmenenu (44 % npomuse 23 %;

p < 0,0001), a make ungpexyuoHHsle ocnoxcHerus (17,7 % npomus 7,1 %; p < 0,0001) [27]. HauGonee
cywjecmeeHHoe npesocxodcmao 6 yposHe BEII u OB nonyueHo y nayuenmos 6e3 mymayuii zeHog IGHV
(OP 0,262; 95 % /TN 0,137-0,498; p < 0,0001). Ha ocHogaHuu nosyueHHslx OaHHbIX UOPYMUHUO ™™ 8
Hacmosiujee 8pems pekomerndyemcs National Comprehensive Cancer Network kak mepanus 1-Ui 1uHuu
y nepsuuHslx nayuermos XJUI 6e3 mymayuii 2enoé IGHV [29]. V nayuenmos ¢ mymayusmu 2eH08
IGHV FCR ebi3bi86aem OnumesibHble pemuccuu. B amoti epynne nauuenmos ubpymunu6™** ne umeem
3HAUUMEILHO20 NPeuUMyujecmad.

e [lanyeHTaM, MOAYYAOIMM PUTYRCUMA6** B 1-it nuHuu yneyenus XJUI/JIMJL, npu CJIOKHOCTU
OCYyIIEeCTBIEHNS] BEHO3HOIO JOCTYIla HAauMHAs CO 2-# J03bl MOXET ObITh PEKOMEHI0BAaHO
MpUMeHeHMe TOAKOKHOM (hopMbl pUTyKcMMaba** B ¢uKcupoBaHHOI m03e 1600 Mr (Cxembl
PeXMMOB JieueHUs CM. B TpwiokeHnn A3.3) [30].

VpOBeHb YGeI[PITeJII)HOCTM peKOMeH,IlaH,Mﬁ - A (ypOBeHb AOCTOBEPHOCTU OAOKa3aTeJbCTB —
2).

3.2.2. llepBas nunus nedyeHus XJIJI y NOKUIBIX NallMEeHTOB U NalleHTOB
C KOMOPOU/THOCTBIO 0€3 BhIABIEHHO nenenuu 17p uau myrauuu TP53

e [Mauuentam c BepuduiupoBanubiM XJIJI/JIMJI crapiie 65-70 yeT u MaiyeHTaM C TSKeIbIMMU
COITYyTCTBYIOIIMMY 3a60/I€BAHUSIMM UM YTHETEHMEM ITOUYeUHOM GyHKIMM 6e3 geneunun 17p win
myTtauyuu TP53 pekoMeHAyeTcs IJ1s1 TOCTVKeHUST peMUCCUI TIpoBefeHne 1-i ITMHUYM Tepamnun
10 OJHOM M3 CJIEeLYIOUIMX CXeM B 3aBUCUMOCTU OT TPEeNIOUTeHMI U OIbITa MEOULIMHCKOTO
LIeHTpa ¥ Jlevallero Bpava (CXeMbl pesKMMOB JIeUeHUsI CM. B IPUIOKeHUu A3.3):

1. #Xmopambyumr** 0,5 Mr/Kr BHYTpb, fuu 1, 15 + 06unyTy3yma6** 1000 mr B/B, meHb 1 (100 mr B
TeueHue 4 yacoB), 2 (900 mr), 8, 15 (umkn 1), meHb 1 (IMKIbI 2-6). JleueHMe BO30OHOBISETCS Ha
29-11 nenp [31].

2. #BeHpamMycTHH** 90 Mr/m> B/B KaIl., JHU 1, 2 * puTyKeumMa6™* 1 umki: 375 mr/m? B/B Kall., leHb
1, mocnepytoniue 1ukib: 500 mr/m2 B/B Kart. wiu 1600 mr /K, OeHb 1. JleueHre BO30OHOBIISIETCS
Ha 29-11 nensb [25,26,32].



3. 6pyTrHM6** 420 Mr/cyT (3 Karcysibl) BHyTpb 1 pa3 B IeHb, eXXeIHEBHO * #putykcumab™* 50 mr/
m2 B/B Kall., JeHb 1 nukia 2; 375 mr/m2 B/B Kall., JeHb 2 mukaa 2; 500 mr/m2 B/B Kar. win 1600
MT I1/K, IeHb 1 IMKJIOB 3—7, ledueHre BO30OHOBsIeTCS Ha 29-i1 meHb [33—-35].

4. Pesxxum FCR-Lite (#putykcuma6™* — 1 umki: 375 Mmr/m? B/B Kall., IeHb 1, ocieayolye IUKIIbl:
500 mr/m? B/B Kam. wmi 1600 Mr 1/, meHb 1; duymapabun** — 20 mr/mM? BHYTpb, OHU 1-3;
#umknodochamua** — 150 mr/m? BHYTpD, JHU 1-3. JleueHne BO30GHOBNISIETCS Ha 29-if IeHb)
[36].

5. #Xyopamoymyr™* 10 mr/m2 BHYTDb, AHU 1-7 + putykcumad™* 1 umkim: 375 mr/m2 B/B Karl., IeHb
1, mocnemytoniyue ukib: 500 Mr/M2 B/B Kat. wiu 1600 Mr 11/K, IeHb 1. JleueHMe BO30OHOBIISIETCS
Ha 29-i1 nens [37,38].

6. #BeneTtokiakc 20 mr/cyT, guu 22-28 nukia 1; 50 mr/cyt guu 1-7 nukia 2; 100 mr/cyT guu 8-14
umkiaa 2; 200 mr/cyt guu 15-21 nukina 2; 400 mr/cyt gau 22-28 1mukia 2, nanee 400 Mr/cyT B
TeyeHue 12 mec + 06uHyTy3yma6™* 100 mr, genb 1 mukiaa 1; 900 mr geHs 2 nukiaa 1; 1000 mr
nmensb 8 mukia 1; 1000 mr mens 15 nukia 1; 1000 mr gend 1 umkiaa 2; 1000 mr geHb 1 UMKIOB 3—6
[39].

7. BeHeTOK/IaKC B peXXume MoHoTepamnuu 20 mr/cyT (Hep. 1), 50 mr/cyT (Hen. 2), 100 mr/cyT (Hef,. 3),
200 mr/cyt (Henm. 4), 400 mr/cyt (Hem. 5 m masee), mO TPOTPECCUPOBAHUSI WM PA3BUTHS
HelepeHOCMMOJ TOKCMYHOCTM — TalllieHTaM, KOTOPBIM JieueHue UOPYTMHUOOM™** He MOKeT
6bITh Ha3HAUeHO [40].

VpOBeHb YﬁeﬂMTeﬂbHOCTM pel(omelmaunﬁ -B (yp03eHb AOCTOBEPHOCTHU OAOKa3aTeJbCTB —
3).

KOMMEHTapMM! Y NOXWiblX NAUUEHMO8 MO02ym NPUMEHAMbCs MeHeEe UHMEHCUBHblE peXCUMbl
UMMYHOXUMUOmMepanuu, mepanus mapeemHusiMu npenapamamu.

B uccnedosaruu MABLE conocmasenenst pexcumsl BR u Clb-R y noxcunsix nayueHmos u nokasava
6oJiee 8bICOKAS UACMOMA NOJIHbIX pemucculi 8 epynne BR, a makae yeenuuerue BBIT (39,6 mec. npomus
29,9 mec. coomeemcmeeHHo, p = 0,003) [32]. Ilo daHHbIM pOcCculickozo paHOOMU3UPOBAHHOZO0
uccnedosanus, npumeHerue pexcuma FCR-Lite noseonuno yeenuuums meduaHy BBIT noxcusnsix
nayuermos ¢ XJUI 0o 37,1 mec. (no cpasHeHuio ¢ 26 mec. hpu hpumerenuu pexcuma Clb-R) [36].

B uccnedosaruu Hemeykoii epynnst no usyueHuro XJUI CLLI11 cpasHusanuce MmoHomepanus
xnopambyyunom™** (Clb), mepanus xkomoOuHayuetli xnopambyyuna** ¢ pumykcumabom™* (R-Clb) u
KombuHayueti xnopambyyuna™* ¢ obunymysymabom™* (G-Clb) [31]. Haubonsuwias uacmoma ooujezo
omeema (77,3 %) u nonusix pemuccuti (22,3 %) nHabawooanace 8 epynne G-Clb. Pexcum G-Clb no3gonsem
dobumscsa apadukayuu MOF e nepugepuueckoii kKposu u KocmHom mosze y 37,6 u 19,5 % nayuenmos
coomgemcmaeHHo. OOuUHymy3ymad 6 couemanuu ¢ xaopamoyyuiom™* nozeonsem yseauuums BEIT 0o
26,7 mec. (p < 0,0001 8 cpasHeHuu c¢ mepanueii R-CIb u xnopamOyyunom™*). Hugpysuu
0b6uHymysymaba** cnedyem nposodums npu Haauvuu docmyna K cpedcmeam IKCMpeHHOL
MEOQUYUHCKOU NOMOWU ¢ A0eK8AMHbIM MOHUMOPUH2OM. Y nayueHmos ¢ 60Jbuloli mMaccoti onyxoau
onpasdaHHa npedpasza 6 eude 1-2 Kypcog MoHomepanuu XJa0pamobyyuiom™*, HanpasneHHoll Ha
yMeHbUleHUe MACChl OnyXonu. AdeksamHast npoQuIaKmuka UHQY3UOHHbIX peakyull (npemeduxayus
AHMUUCMAMUHHbIMU Npenapamamu u 6/eé eeedeHuem dekcamemasoHa™*, esedeHue 1-ii do3bl 8 2
amana, npounakmuyeckuii omxaz om aHmuzunepmeH3u8HsIX NPeNapamos) no360asem cnpasasimscs
C UHGY3UOHHBIMU peakyusmu. B GonvwuHcmee ciyuaes OHU 803HUKAOM MOJbKO npu 1-ii uHgysuu

06uHymysymaba™*, max xaxk zunepaum@oyumo3s 00b64HO NOJIHOCMbI0 paspewiaemcs 3a 1 Heo.

B 2018 2. Obuiu npedcmasneHvl pe3ynbmamol 4-nemuezo HaOnO0eHUss 8 pamKax UccnedosaHust
Resonate-2, 8 Komopom CpasHuU8anucs MOHomepanusi ubpymuHudom ™ u xaiopamobyyuiom**

8 1-1i nuHuu mepanuu XJIJI y noxcunsix nayueHmos [33,34]. B uccnedoganuu npodemMoHCMpupo8aHo
3HAuUmMesnvbHoe NPesocxodcmeo UOPyMuHU6a™* Hao xaopamoéyyuiom**,

6 mom uucse no yposHio OB. Meduarna BBII 6 epynne ubpymunuba™* e docmuzHyma npu meouaHe
npodomxumesibHocmu HabnwodeHuss 8 48 mec. BBII 6biia 3HauumensHo 6wliie Npu NnpumeHeHuu
ubpymuHuba
2eHemuyeckumu pakmopamu. OB Gvina 3HauumenvHo golile 8 epynne ubpymuHuba™* uem 8 epynne
xnopamobyyuna** Obwuli omeem cocmasun 86 % 8 epynne nayueHmos, noay4aswux ubpymuHu6 ™ u
35 % — 6 epynne nayuenmos, noayuaswux xa0pamobyyun™, co cmamucmuyecku 3Hauumoti pasHuyeti
(p< 0,0001). Tepanus ubpymunu6om** @ 1-ii IUHUU He CONPOBOHAANACH 3HAUUMENbHBIM NOBbIUEHUEM
uacmomel HexcenamesbHolX s16J1eHULL U He mpebosasia npedvl8aHus NayUueHmos 8 CmayuoHape.
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B uccnedosaruu Alliance nepsuuHsie nayueHmst cmapuie 65 jem paHooMu3uposanucs Ha

3 epynnsl: nonyuasuiue mepanuto 8 pexcume BR, kombuHayuw ubpymunuba** u pumykcumaba** u
MoHomepanut ubpymurubom** [35]. Jeyxnemnsas BBII e epynne 6endamycmun™* + pumykcuma6**
cocmasuna 74 %, e epynne ubpymunuba** — 87 %, e epynne KomOuHayuu ubpymuHuba**
pumykcumaba** — 88 %. Yacmoma zeMamosiozuueckux HexceaamesibHolx seJieHuli 3, 4 unu 5-ti cmeneHu
Ovlia evluie 8 epynne KomOuHayuu OeHdamycmuHa™* ¢ pumykcumabom™* (61 %), uem 8 epynne

ubpymunuba™* e pexcume moHomepanuu (41 %) u e epynne ubpymuHuba** e kKomOUHayuu c
pumykcumabom** (39 %,).

EY)

u

sk

Zobasnenue K XxnopamOyuuny™* MOHOKIOHAIbHO20 aHmumena kK CD20 ynyuwiaem pe3yasmamei
JleyeHuss npu npuemaemoli mokcuuHocmu. B 2 HepaHOdomu3uposamHwuix uccredosarusx [37,38],
8bI00pKU NAYUEHMO08 8 KOMOPbIX PA3JUYAIUC, N0 KOMOPOUOHOCMU, NOoKa3aHo, umo dobasjieHue
pumykcumaba** k xnopambyyuny** yeenuuusaem meduarny BBII ¢ 18 0o 24 mec., Kpome nayueHmos c
delllq, y xomopwix BBII cocmasuna 12 mec. KomOunayus xaopamobyyuna™* c¢ pumykcumabom**
3HAUUMeNbHO ycmynaem no 3ggekmusHocmu 8cem OCMAIbHBIM 8APUAHMAM JIeUeHUS NOXCUIbIX
nayuexHmos. [IpednoumumensHsl Opyeue 8apuaHmMol JieUeHusl.

B uccnedosarue CLL 14 6b110 8kt0ueHo 432 nayuernma (cpednuti eospacm 72 2ooa, CIRS

8 6annos, KaupeHc KpeamuHmuHa 66,4 ma/mum). IlauyueHmst OGbLIU PAHOOMU3UPOBAHBL HA 2PYNNbL,
noyuaswiue KoMOUHAYUI0 BeHEeMoOKAakca U o0uHymysymaba u noayuasuwiue KoMOUHAYUIO
xaopambyyuna** u oburymysymaba (216 nayuenmos 8 Kaxooli ezpynne). Tepanusi nposodunace
ukcuposarHsimM Kypcom onumenvHocmoto 12 mec. Yepes 24 mec. BBIT 6bina docmosepHo 8blie 8
2pynne 8eHemokaaxkca u obuHymysymaba, uem 8 epynne xaopamoyyuna** u oburymysymaoa (88,2 u
64,1 % coomeemcmeeHHO). [laHHOe npeumMyuwjecmeo Ommeuanocb y NAayueHmos ¢ Haauuuem u
omcymcmauem deneuuu 17p u mymayuu TP53, ¢ Hanuuuem u omcymcmeuem mymauuu 2eHo8 IGHV.
Yacmoma obuiezo omeema cocmasuia 84,7 % e epynne 6eHemMoK1aKca

(8 49,5 % cnyuaes — nonHas pemuccus, 8 35,2 % — uacmuunas) u 71,2 % e epynne xnopamoOyyuna u
obuHymysymaba (8 23,1 % — nonuas pemuccus, 8 48,1 % — uacmuunas) (p < 0,001) [39].

e TMaumenrtam crapire 75-80 net ¢ BepudwuimpoBaHHbiM XJIJI/JIMJI 1 HEBBICOKOI OXMUIAEMOIA
MIPOAOKUTENBHOCTBIO KM3HM, OOYCIOBIEHHO BO3PacTOM, OPraHHOl HeLOCTaTOYHOCTHIO,
TSDKEJBIMU  COMYTCTBYIOLIMMM  3a60/I€BaHMSIMM, PEKOMEHZOBaHbI HalMeHee TOKCUYHbIE
BapMaHThI Teparnn:

1. MoHoTepanus #xmopamb6ymiom™* 0,07-0,20 MI/Kr BHYTPb €KeIHEBHO B TeueHMe 2-4 Hel. C
TOC/IeAYIOIMM TT060POM T035I. [41].

2. MoHOTepanus MOHOKJIOHAIbHbIMY aHTUTenaMu K CD20 - putykcumab™* v o6uHyTYy3ymMa6™* B
COOTBETCTBYIOLEN 3aperUCTPUPOBAHHON MHCTPYKLMM LO3UPOBKe [42].

3. MoHoTepanusi MOPYTMHMOOM™** B MaJsIbIX [03aX, COOTBETCTBEHHO 3aperucTpUpOBAHHOI
MHCTPYKUMM [43].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —
4).

3.2.3. llepBasa nuHus nedyenus XJIJI y nanueHTOB ¢ Aenenyeri 17p uay myranuei
TP53

e [laumeHtam c BepuduuMpoBaHHBIM XJIJI/JIM 13 rpymmbl Bbicokoro pucka (c del(17p) w/wnn
myTaiueit TP53) njsi DOCTVKeHUST PEMUCCUYM TIPY HAIMYMKM BO3MOKHOCTYM PEKOMEeHIOBaHAa
Tepanusi MOPYTUHUOOM™** M0 TTPOrpecCUpOBaHMS UV PA3BUTHUS HETIEPEHOCHMOI TOKCUYHOCTMU.
W6pyTMHMOG™** MOXET TIPUMEHSITbCSI KaK B MOHOpEXMMe, TaK M B KOMOMHAIUU C
MMMYHOXMMMOTpenaparamu (6eHIaMyCTUH™*, pUTykCcumao™**
npunoxxenun A3.3) [33,44].

) (CXeMbI PEKMMOB JIEUEHUS CM. B

VpoBeHs yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —
3).

e [Maumenrtam ¢ BepuduimpoBanHbiM XJIJI/JIMJI n3 rpyrimsl BbICOKOTo pucka (¢ del(17p) m/mmm
myTtanyeit TP53) mpy HaaWuMy BO3MOXKHOCTM PpPeKOMEHJOBaHa Teparusl KOMOMHaImerk
#BeHeTtoknakca 20 mr/cyT, mum 22-28 nukina 1; 50 mr/cyt gum 1-7 umkia 2; 100 mr/cyt gau 8—
14 nuxna 2; 200 mr/cyt gau 15-21 nuknia 2; 400 mr/cyt gun 22-28 nukia 2, ganee 400 Mr/cyT B
TeueHue 12 mec. u 06uHyTy3yMaba** 100 mr, meHs 1 mukma 1; 900 Mr meHb 2 uukiaa 1; 1000 mr
nmenb 8 uukiaa 1; 1000 mr gens 15 nyukna 1; 1000 mr geub 1 uukia 2; 1000 mr geHb 1 UKIOB 3—



6.  GUKCUPOBAHHOI TPOAOKUTENBHOCTBIO 12 Mec. (CXeMbl DPEXUMOB JIeYeHUS] CM. B
npuioxkeHuun A3.3) [39].

VpoBeHb yoeauTeIbHOCTM PeKOMeHIanuii — B (ypoBeHb JOCTOBEPHOCTH HOKA3aTeIbCTB —
2).

e MosiogpIM TanyeHTaM ¢ BepuduuypoBaHHbiM XJIJI/JIMJI 6e3 3HaUMMO KOMOPOMIHOCTM U3
IPYIIBI BHICOKOTO pucka (¢ del(17p) u/mau myraimeit TP53) mocie Tepanuu U6pyTUHMOOM™ ™ 1
MpU  OOCTVDKEHUYM OOBEKTMBHOIO OTBeTa B 1-ii JIMHMM PEKOMEHJOBAaHO DPacCMOTPETb
BO3MOKHOCTb ITPOBeJleHNs TPaHCIIaHTal MY aJIZIOTeHHBIX FeMOIIO3TUUECKMX CTBOJIOBBIX KJIETOK
B KauecTBe KoOHconumauum [45,46].

VpoBeHb y6eaUTEIbHOCTY PEKOMEeHaanuii — B (YpoBeHb JOCTOBEPHOCTU IOKA3aTEIbCTB —
3).

KoMMeHTapuu: onmumansHsimM CpOKOM NposedeHus mpaHchaaHmayuu ciedyem cuumams
2-1i 200 mepanuu ubpymuHuéom **

e [MaumenTtam c BepuduipoBanubiM XJIJI/JIMJI n3 rpymimsl BbICOKOTO pucka (¢ del(17p) m/mmm
myTanyeit TP53), KOTOPBIM JIeUeH)e MOPYTUHMOOM™* He MOXKET ObITh HA3HAUEHO, TPV HATUUUA
BO3MOXXHOCTV PeKOMEHAYeTCsl Ha3HaueHVe BEHETOKJIAKCca B PeXMMe MOHOTepamnuu (CXeMbl
PeXMMOB JIeueHUs CM. B IpuiIoskeHun A3.3) [47].

VpoBeHb yoeauTeIbHOCTM PeKOMeHIanuii — B (ypoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —
3).

3.3. Beioop Tepanuu XJII 2-ii ¥ mOCIeAYIOIMX TUHUA

Bosi6op mepanuu npu peyudusax XJIJI 3asucum om cnedyowjux pakmopos:

o mepanus 1-i auHUU;
© gpems HacmynJjeHus peyuousa;
o KJAUHUYecKas KapmuHa peyuousda.

B mepanuu peyuduea, kaxk u 6 mepanuu I1-ii JuHUU, NPUHYUNUATIbHOE 3HAUEHUE UMeen onpedeseHue
deneyuu 17p u mymayuu TP53. Ympama ¢ynkyuu TP53 e peyuduse Habnodaemca y 20 % nayueHmos.
IIpu sviseneHuu ympamsi TP53, kak u 8 1-ii auHuu mepanuu, Haubosee onpasoaHHbIM ABAAEMCs
HasHaueHue ubpymuHuba™*, eciu OH He NPUMEHSICS paHee.

e JTanmeHTtam ¢ no3gHuM peuunysom XJUUI/JIMJI nocie MMMyHOXMMMOTepanuu (>24 mMec. rocie
ToC/IeAHeN Tepanum) pu OTCYTCTBUM Aeyenu 17p u mytanuu TP53 pekoMeHayeTcst OUH U3
CIenyLX BAPUAHTOB JieueHMsI (CXeMbl PeXXMMOB JIeUeHUs CM. B IPUIOKeHUM A3.3):

1. IToBTOp MMMYyHOXMMMOTEpanuu 1-i nvuun [48].

2. AbTepHAaTUBHBIN PeXUM MMMYHOXUMMOTepanuu [48,49].

3. U6pyTnHM6** 420 Mr/cyT (3 Karcy/abl) BHYTPh 1 pa3 B IeHb exke[THEBHO B TeUeHMe BCEro Kypca u
Ianee (Tocie 3aBeplieHus HUKI0OB BR) — no mporpeccupoBaHus UM pa3BUTUSI HEPUeMIeMOit
TOKCUMYHOCTHU * BR (#6eHmamycTun** — 90 mr/m% B/B Kal., IHM 2-3 nukaa 1; guu 1, 2 IMKI0B 2—
6; puTyKCMMab6** — 375 Mr/M2 B/B Kar., geus 1 nukiaa 1; 500 mr/m2 B/B Kart. wi 1600 mr /K,
JIeHb 1 ITUKIOB 2—6. JleueHe BO306GHOBIIsIETCS HAa 29-ii IeHb., BCETo 6 1UKIoB) [50-53].

4. Kom6mnnanyst BeHetokmakca 20 mr/cyt (Hen. 1), 50 mr/cyT (Hen. 2), 100 mr/cyT (Hen. 3), 200 mr/
cyT (Hen. 4), 400 mr/cyT (Hen. 5 u masee), mpueM B TeueHue 24 mec. HauuHas ¢ 1-ro gHS 1-TO
IMKIA JIe4eHMs] PUTYKCMMAGOM** U puTyKcuMaba** 375 mr/m? B/B Kaml. yepes 1 Hep. mocie
IOCTVKeHUs M03bI BeHeTOKMakca 400 mr/cyT, mamee — 500 mr/mM2 B/B Kam. wii 1600 mr 1m/k
eXXeMeCsTIHO, Bcero 6 BBeeHmit [54].

VpoBeHb y6eAUTEIHbHOCTH PEKOMEHAANII — A (YPOBEHb JOCTOBEPHOCTU [OKA3aTe/IbCTB —
2).

KoMMeHTapuu: y nayueHmos ¢ ho30HUM peyudusom 8b100p mepanuu 3asucum om 6uod,
pe3yibmamos u hepeHocumocmu nociaedHeli mepanuu, 00uje20 COCMOAHUA U KOMOpOUOHOCMU
nayueHma, a makxie NpeonoumeHuti u B803MOXCHOCcmell KauHuku. ITosmopHvie @aydapabuH-
codepxcawyue Kypcbl 803MOXCHbI NPU YCA08UL, MO npu npoeedeHuu 3moli mepanuu 8 kauecmee 1-ii
JIUHUU He HAOm00anucy A8AeHuUs 3HAUUMENbHOU MOKCUYHOCINU — MSXENble 3AMANCHbIE YUMONneHul,



noesexuiue 3a coboli MHOZOMECAUHble Nepepblébl 6 JeUeHUlU, pa3eumue MIMeNslX UHGEKYUOHHDBIX
0CNI0MHeHUll. B kauecmee mepanuu 2-ii IUHUU MOMHO UCNOJIb308AMb Y He cxemy. Y nayueHmos ¢
yumoneHuamu Moxcem 0vims 3ppekmueer pexcum R-HDMP (pumykcumad ** 8 couemaruu ¢ 8bICOKUMU
003amu KOpmukocmepoudos 071 CUCMEMHO020 UCnov308aHusl) [55]. B ucciedosamusx II ¢a3sst
nosyueHol yoeoumesnvHvle OaHHvie 00 3pgekmusHocmu pexcuma BR - (GeHdamycmun**  +
pumykcuma6™**). 'V nayueHmos, pavee noJIyuaswux xaopamoOyyun, moxcem O6vime 3QdekmusHa
mepanus  Oendamycmunom™ — pemcumst BR u FCR-Lite. Pesynbmamet 3  uccnedogaHuli
ceudemenbcmaym 0 8blCOKOLL ppexmusHocmu ubpymunuba™* ¢ mepanuu peyudusos XJUI [50-53].
AppexmusHocmb MoHOMepanuu ubpymuHuUbGoM™** y nayuenmos ¢ peyuousamu cocmasnsem 6onee 90
%. Ipyeoli apexkmusHoii cxemoli neueHus peyudusos sesiemcs KOMOUHAYUS BEHEMOKIaKcd C
pumykcumabom**: e uccnedosanuu MURANO BBII nocne sieueHus: KOMOUHAUUEl 8eHemoKIakca ¢

pumykcumabom™* cocmasuna 84,9 % (8 cpasHeHuu ¢ 36,3 % npu sneueHuu KomOuHayueti
6eHdamycmuna™®* u pumykcumaba**) [54]. BBII Obina 3HaAUUmMenvHO 8bllle 80 BCEX KIUHUUECKUX U

6uoI02UUeCKUX N0J2PYNNAX NAyLUeHMos.

e [launyeHTtam Cc paHHUM (<24 mec. mowie nocienHey tepanuu) peuuausom XJUI/JIMIL, panee
He ITOJTyYaBIINX MOPYTUHMO™*, BHE 3aBUCUMOCTM OT HaIMUMS meieniuu 17p uau myrauuu TP53
10 BO3MOXHOCTM PEKOMEHAOBaHAa MOHOTepamnusi MUGPYTMHMGOM™* B COOTBETCTBUU C
3aperncTpPUPOBAHHON MHCTPYKIMeii [50,51].

VpoBeHb yoeauTeIbHOCTM PeKOMeHanuii — B (ypoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —
2).

e [lauyeHTam c paHHUM (<24 Mec. TIocye TociaenHeit Tepanuu) peunausom XJIJI/JIMJI, paHee He
TOJTyYaBIIMX MOPYTUHMUG**, BHE 3aBUCMMOCTY OT HayimMuus geaenun 17p wan myrauyu TP53 B
KauecTBe aJIbTePHATMBBI MOPYTUMHMOY** MOKeT ObITh PEKOMEeHIOBaHa KOMOMHAIVS
BeHeToKMakca 20 mr/cyT (Hen. 1), 50 mr/cyT (Hem. 2), 100 mr/cyT (Hem. 3), 200 mr/cyT (Hen. 4), 400
MTI/CyT (Hem. 5 u nmanee), IpueM B TeueHMe 24 Mec. HauMHAS ¢ 1-ro gHS 1-TO IMK/IA JIeUeHUS
PUTYKCUMa6oM** M pUTYKCuMaba** 375 Mr/m2 B/B KaIl. 4epe3 1 He[l. IOC/Ie JOCTVKEHUS HO3bI
BeHeToknakca 400 mr/cyT, nanee — 500 Mr/M2 B/B Kam. man 1600 Mr 1/K exkeMecsTYHO, BCEro 6
BBeJIeHMI1 [I7Is1 TpUMeHEeHMS] PUKCUPOBAHHBIM KYPCOM JIJTUTETbHOCTHIO
24 Mec. (CXeMbl PEKVMMOB JIEUeHUST CM. B puioskeHu A3.3) [54].

VYpoBeHb yOeAUTEIbHOCTH PeKOMeHAanuii — B (ypoBeHb JOCTOBEPHOCTM OKA3aTeIbCTB —
2).

e [lanueHTaM C paHHUM (<24 Mec. mocje nociaengHer tepannmn) peuyausom XJUJI/JIMIL, nmerommux
MPOTUBOTMIOKA3aHMsI K Ha3HAUEHMI0 MOPYTUHMOA™, BHE 3aBUCUMOCTHM OT Ha/IMuus geenyu 17p
win myTaiyy TP53 1o BO3MOXKHOCTY peKOMeHAOBaHa KOMOMHaIMs BeHeTokmakca 20 Mr/cyT
(aen. 1), 50 mr/cyT (Hen. 2), 100 mr/cyT (Hen. 3), 200 mr/cyT (Hem. 4), 400 mr/cyT (Hen. 5 u manee),
MmpueM B TeueHue 24 Mec. HauuHas C 1-ro AHA 1-ro OUKIA Je4eHUs] PUTYRCUMaboM™* m
pUTyKCcMMaba™* 375 Mr/M2 B/B Kall. yepe3 1 Hef. Mocjie JOCTUXXeHMS 103bl BeHeToK/Iakca 400 mr/
cyT, manee — 500 mr/m2 B/B Karl. miu 1600 MT II/K eXeMeCSIYHO, BCEro 6 BBeLEeHMil (CXeMbl

PEKMIMOB JIedeHMsI CM. B IpuiIokeHun A3.3) [54].

VYpoBeHb yOEAUTETbHOCTH PeKOMeHZauuii — B (ypoBeHb JOCTOBEPHOCTM AOKA3aTEIbCTB —
2).

e TMaumentam ¢ XJIJI/JIMJI mosoxke 65 jeT 6e3 3HauMMOlM KOMOPOMUIHOCTM, KOTOPbIE B CBSI3U C
pPaHHMM pelMIMBOM MU B CBSI3U C BBISBIEHMEM IIPU peluauBe neiaeluu 17p w/uam MyTauun
TP53 monydanu MOPYTUMHMO™® MIM KOMOMHAIIMIO BEHETOKJIAKca C PUTYKCUMaboM™*, mpu
JIOCTVKEHUM OOBEeKTMBHOTO OTBETAa HA Tepamnuio pelyuBa PEeKOMEHJYeTCsI PACCMOTDPEeTh
BO3MOXHOCTb QJJIOTEHHO! TPAHCIUIAHTAIMM TeMOTIO3TUYECKMUX CTBOJIOBBIX KJIETOK B KayecTBe
KOHcomupaanuu [45,46].

VpoBeHb yoeauTeIbHOCTM PeKOMeHIauuii — B (ypoBeHb JOCTOBEPHOCTM HOKA3aTeIbCTB —
3).

sk

e TManyenrtam c¢ XJUI/JIMJI, y KOTOPbIX HaOMIOAAICS PEUMUAUB BO BpeMs mpueMa MOpyTMHMOa™ ™,
NPV HaJIMYMY BO3MOKHOCTY PEKOMEHAYeTCS KOMOWHAIMs BeHeTOKIaKca M pUTyKcumaba™*
(cxeMbl PeXXMMOB JIeueHMs CM. B IpuioskeHun A3.3) [47,54].

VpoBeHBb yOenuTeTbHOCTU PeKOMeHZanuii — B (ypoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —
3).



e [lauyeHTaM, MOMYUYAIOUIMM PUTYKCMMAO™* 110 TTOBOMY peruauBa Jn60o pedpakKTepPHOTO TEUEHNMS
XJUI/TIMJL, Tipu CIOSKHOCTU OCYIIECTBJIEHUSI BEHO3HOIO JAOCTyMNa HauuHas O 2-i J03bl MOXET
ObITb PEKOMEHAOBAHO MPVMEHEHVE IMOAKOXKHOV (HOpMbI pUTYKCMMaba** B (PUKCUPOBAHHOIN
no3e 1600 mr (cxeMbl peXXMMOB JieueHUsI CM. B IpuiaoskeHun A3.3) [30].

VpoBeHB yoeauTeTbHOCTH PeKOMeHAaIuii — A (YpoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB —
2).

e JleueHre MaIME€HTOB C PaHHMUM pelUIMBOM (<24 Mec. IOcae TocaenHeil Tepanuu jJubo BO
BpeMs mpueMa ubpyTuHmn6a**) muéo pedpaxrepHsim TeueHmem XJIJI/JIMJI BHe 3aBUCUMOCTY OT
Hamaust genenuu 17p wau myrtamuu TP53, peKoOMeHAyeTcs IPOBOAUTL B MEIUIIMHCKUX
opraHM3anusIX, 06IaaIIMX HEOOXOAMMBIMM pecypcamMu s obecriedeHus] JAaHHOW TPYIIIIbI
ManyeHTOB CBOeBpeMeHHO 3(hdeKTUBHOI 1 Ge30MacHoli Tepanyeit B JOCTATOYHbIX 0ObeMe U
IIUTENbHOCTU B COOTBECTBUY C MIPEACTaBAeHHBIMU BbIllle PeKOMEHIAUsIMHU (C IpMMeHeHeM
uO6PyTUHMOA™¥, BEHETOKJIAaKca WM [Ap.) WIM BO3MOXHOCTbIO BK/IIOUEHMSI TIAlMEHTOB B
KIMHUYecKue uccinenoBanus [16,29].

VpoBeHsb yoenuTensHOCTU pekoMmeHganuii — C (YpoOBeHb JOCTOBEPHOCTY JOKA3aTelIbCTB — 5)

3.4. ConyTCTBYIOILAs1 ¥ COIIPOBOAUTE/IbHAS Teparnusi

e TMaumentam c¢ XJUI/JJIMJI Ha mr060M 9Tame JedeHMsl, y KOTODPBIX BBISIBJIEH YPOBEHb
uMMyHOIIOOymnMHa G <5 T/ M OTMeuawTcs peuuAuBUpPYIOme OGakTepuaabHble MHQEKINNA,
PEKOMEHJ0BAaHO TIPY HAIMYMM BO3MOKHOCTU IIPOBEIEHME TIOCTOSTHHOWM 3aMeCTUTeTbHOM
Tepanuy BHYTPUBEHHbBIM MMMYHOTJIOOYIMHOM [IJIT CHVDKEHMSI PUCKA WHOEKIMOHHbIX
OCJIO>KHEHUA [56].

VpoBeHb y6eqUTETHPHOCTY PEKOMEHJAUMil — A (YPOBE€Hb JOCTOBEPHOCTH JOKA3aTEIbCTB —
1).

KomMmeHTapum: uHgekyuu s168a110mcs enagHoli npuuuHoii cmepmu 'y 10-15 % nayuenmos ¢ XJUL
B Heckonvkux paHdomusupo8aHHslX UCCIe008aHUSIX NOKA3AHO, UMO NOCMOSIHHASL 3aMecmumesnbHas
mepanusi 6HYMpPUBEHHbIM UMMYHO2JI00Y/IUHOM 3hekmusHo cHuxcaem uacmomy O6aKMepuanbHulx
uHpexuyuti. dppexkm Haubonee 3HaAuuM 6 NoOzpynne NAYUEHIN08 C 2unNozammaziobyauHemueli u
peyudusupyrwuMu UH@GeKYUsIMU, n0IMOMYy 3amecmumenvHds mepanus 6 Hacmosiujee 8pemsl
pexkomeHdyemcs monvKo 3moti kamezopuu nayueHmos.

BHympuegeHHbITi UMMYHO02J100YIUH HA3HAUAemcs 8 8ude pasossix uHsekyuli 6 doze 200-400 me/xe 1 pa3s
8 mecsy 8 meueHue 200a. Llenv mepanuu cocmoum 6 noddepycanuu yposHs IgG Ha yposHe >5 2/71. Ilpu
nodbope do3sl U KpamHoCMU 86edeHULi OPUEHMUPYIOMCS HA NUKOBYIO U MUHUMAJILHYIO KOHYEeHmpayuio
IgG. Konmponbs nukosoii konyeumpayuu IgG ocyuiecmensiiom He paHee uem uepe3 cymku nocie 1-20
BHYMPUBEHHO20  88€0eHUsl  UMMYHO02100ynuHa. MuHuManeHylo KOHUeHmpayuio onpedessiom
HenocpeocmeeHHO neped CedylowuM egedeHuem UMMYHO2/100yuHA. MuHumaneHas KOHUeHmpayus
IgG domcHa cocmasnsame >5 2/n. [loemopHvie onpedesieHuss MUHUMAJIbHOU KOHYeHmpayuu nposodsm 1
pa3 e 3-6 mec. ITocmosHHY 3amecmumesbHyl0 mepanuio UMMYHO2JI00YJIUHOM 3deepuiaiom npu
omcymcmauu msixenvix 6akmepuaivbHslx UH(ekyuli 8 meueHue 2004.

e Bcem nanuenTtam ¢ XJIJI/JIMJI mociie ycTaHOBJIEHUS IMarHO3a PEKOMEHAYeTCS TIPU OTCYTCTBUM
MPOTUBOTIOKA3aHMUIi TPOBeIeHNe BakIMHAMK [57-59]:

0 Ce30HHAasT BaKUMHALMS BaKUMHONM [T TPOGUIAKTUKY TPUIINA (TOMBKO ITOC/Ie BOCCTAHOBIEHMS
YpOBHS B-muMdoI1nTOB, T. €. uepe3 9 Mec. IOCje Tepanuy MOHOKIOHAIbHBIMY aHTUTEIAMM K
CD20);

o NBYXKpaTHAas] BaKIMHAIMS BAKUVHON IIsT MPOMWIAKTUKM TTHEBMOKOKKOBOI MHMEKIUM Mmpu
OTCYTCTBUM ITPOTUBOTIOKA3aHMIA.

VpoBeHb yoeauTeabHOCTM pekoMeHzanuii — C (ypoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB —
5).

KoMMeHTapuu: nHesMOKOKKO8As UMMYHU3AYUS ocyulecmensiemcs 0gykpamto. CHauana 88o0umcs
8aKYUHA 0N NPOoQUIAKMUKU NHE8MOKOKKOB80IUl uHpekuuu, codepycauias 13 nHe8MOKOKKOBbIX
anmuzeHos. Yepe3 2 Mec. 0Cywecmesisiom eéeedeHue NHEeBMOKOKKO8OL NONUCAXAPUOHOL 8aKYUHDL,



codepcaweti 23 nHe8MOKOKK08bIX aHmueeHd. [THe8MOKOKK08as pesakyuHayus npogodumcs 1 paz e 5
Jiem.

IpumeneHue 6axkyuH npomué UHKANCYAUPOBAHHLIX Op2AHU3MO08, makux Kak Streptococcus
pneumoniae, Haemophilus influenzae u Neisseria meningitidis, pekoMeH008aHO 80 MHO2UX CMPAHAX
nayuenmam ¢ XJUI do xumuomepanuu (He MeHee ueMm 3a 2 Hed.) Wi NOC/ie 80CCIMAHOBNEHUS UMMYHHOL
cucmemsl nocie mepanuu (He pavee uem uepe3 3 mec). Omo 0COOEHHO BAXNHO O/ NAYUEHIMO08 C
(yHKYUOHANbHOU acnyieHuell unu o1 mex, y K020 Njaavupyemcs chjieHdkmomus. Memoduka
nocnedosamensHoti d8yKpamuoli 8akyuHayuu copmuposanacs, IMnNUpUUecku Ha OCHOBAHUU MO020,
umo omeem Ha 23-8aneHmHyto 8aKyuHy cuabee, uem Ha

13-sanenmuyro. C Opyzoli cmopoHbl, 23-8aneHmHas 6akyuHa N0360asem pacupums UMMYHHbLI
omeem u ycunume ezo.

3.5. OneHKa OoTBeTa Ha JieueHue

e Bcem naumentam ¢ XJIJI/JIMJI pekomeHayeTcst oueHKa Tepanuu rno kputepusim IWCLL 2018
(cM. paspen 7.3 maHHbBIX peKOMeHAaluit) IIpyu Tepanuy OrpaHMUYeHHO IJINTe/IbHOCTY (He MeHee
yeM uyepe3 2 Mec. [10C/Ie ee OKOHUYaHMS), IPM HeNpepbhIBHON MM MOAAePXKUBAIOIIel Tepannn
(He MmeHee yeM uepes 2 MecC. [T0CJIe AOCTVIKEHNSI MaKCMMaJIbHOTO OTBeTa) [12].

VpoBeHsb yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTM HOKAa3aTeIbCTB —

5).

KoMMeHTapum: MakcumaibHolii omaem onpedesisemcs KaxK 0omeem, KOmopoulii He CMaHo8Umcs ayuuie
8 meueHue NOCaeOHUX 2 Mec. mepanuu. MHzu6umopsl cuzHaabHo20 nymu B-kiemounozo peuenmopa
8bl3b18aI0M Nepepacnpedenumensuslli aumgoyumos. Iepcucmupyrowuii aumMpoyumos npu mepanuu
UOGPYMUHUOOM ** He A8/19emcs NPUBHAKOM pe@dpakmepHocmu. Mo cocmosiHue 0003Hauaemcsi Kax
yacmuuHetli omeem ¢ aumpouyumosom. CpoK HOpMAIU3AYUU YPOBHS JUMGPOYUMO8 eapwupyem 6
pasHolx uccnedosauusx om 4 0o 12 mec.; 00HAKO npu npumeHeHuu ubpymuHuba™* aumgoyumos
MOcem nepcucmuposams 8 meuerue 12 mec. u 6ojiee, umo He 8Jusiem Ha npozHo3. Y pada nauyueHmos
YPOBeHb TUMPOYUIMOE8 HUKO20a He 8038PALAETNCS K HOPME.

3.6 O6e300/BaHMe

e TMaumenTtam ¢ XJIJI/JIMJI npy BOSHUKHOBEHMM OCTPOIO M/IM XPOHMYECKOTOo 00JIEBOro CMHIApPOMA
peKOMeHAYyeTCsI IPOBeCTY OMArHOCTUKY IPUUMHBI 0O0JEBOTO CUMHAPOMA M ITOCTIEIYIOIIYIO
MMaTOreHeTMYECKYIO VI CUIIMTOMATHYECKYIO Tepariio 60JIeBOro CMHAPOMAa B COOTBETCTBUMU C
CYIIeCTBYIOUMMY MPObMIBbHBIMYU pekoMeHaanusmu [60,61].

VpoBeHb yOeAUTEeNbHOCTY pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH I0KA3aTE/IbCTB — 5)



4. PeaOunuranus

e Bcem mammentam c¢ XJUI/JIMJI Ha Bcex 3Tamax Tepamuy 3abojeBaHMs, a TaKKe TII0CTe
3aBepIIeHMsT TIeKapCTBEHHOTO JIeUeHNSI pEKOMEHAYEeTCSI KOMILIEKCHAsT peabyiuTaIisl, a TakKe
MpY HEOOXOAMMOCTM MOAIePKUBAIONIAs Teparnus JIsS YAYUIIeHMUS Pe3y/lbTaTOB JIEUEHUS] U
KauecTBa )XM3HU NaluyeHTa [62].

VpoBeHb y6eauTeIbHOCTY pekoMeHzanuii — C (YpOBeHb JOCTOBEPHOCTM JOKA3aTelIbCTB —
5).

KommeHTapum: cneyuansHolx Mmemodos peabunumayuu npu XJUIJIMJI He cyuwecmayem.
Peabunumayusa nayuermos ¢ XJUI dosHa HOCUMb KOMNJIEKCHBLI Xapakmep, 0Xeamol8asi He MoJibKO
MeouyuHcKue, HO U COYUAIbHO-NCUXOJI02UYecKUe acnekmsl adanmayuu nayueHma K HOPMAnbHOU
weusHu. Takas peabunumayus mpebyem, Kpome MeOUUUHCKOU nomowu, 0053amesbHo20 y4acmus
coyuanvHelx paboOmHUKO8 U NCuxonoz08. Ilpozpammel peabunumayuu  paspadbamsl8aomcs
UHOUBUJYANBHO 8 3ABUCUMOCIMU OM  BbISBNIEHHbIX  OCTIOMCHEHULl JIeKApCIMBeHH020  JleueHus,
conymcmeyrwuieti namosozuu, COYUanbHbIX U NCUXO0N02UUECKUX NPOOEM.

Pea6uﬂumaz4w1 npu 603HUKHOBEHUU OCNI0XCHeHUTl 3a60/1e8aHUsl U JieueHUs! npoeoaumcg 68 pamxax
coomeemcmeyruux H030J102U.

Ioddepxcusarowas mepanuss npu HeoOX00UMOCMU NpPoBOOUMCS N0 Mecmy XMumenscmea noo
HabnodeHUeM 8paua-zeMamosiozd UiU 8paud-oHKono2d. Bpau-zemamonoz unu 8pau-oHKon0Z Nno
Mecmy  Humenbcmea pyKosoocmeyemcs peKomeHOayusmu, Komopsle OaHsl cneyuanucmamu
yupexcoeHus, nposodusuiezo JieueHue.



5. IIpodunakruka

Memodos npopunakmuku XJUI/JIMJI 8 Hacmosiujee 8pemMs He cyujecrmeyem, NocKoasKy Heu3secmeH
amuonozuveckuli pakmop unu akmopeol, gedyujue K passumuto 3a601e6aHusl.

e Bcem naumenTam ¢ XJUJI/JIMJI Ha npOTSKEHUM BCeii XXM3HM MalyeHTa (Kak B Mepuog, Je4eHusl,
TaK ¥ BHE €r0) peKOMeHAYyeTCsI AVICITIaHCepHOe HabmoaeHne y remarosora [12,16].

VpoBeHsb yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTM HOKAa3aTeIbCTB —

5).

KommenTapum: uacmoma HabawdeHus nayuedmos ¢ XJUIJIMJI nocie 3asepuieHus JieueHus
3aK0HOO0ameJlbHO He pe2laMeHmuposaHd. B meueHue 1-20 200a nocie 3agepuieHust jeueHus: nayueHm
doseH Habnmodamucs 'y eemamosioza He pexce 1 paza 8 3 mec. [anee uacmoma Haba00eHusl
YCMaHasnaueaemcs 2emamosiozoM UHOUBUOYANbHO 6 3asucumocmu om o6ujezo CocmosiHus U
camouyscmeust hayueHma, 0CJIoxHeHUll npogedeHHOll mepanuu, 00CmuzHymozo omeema Ha mepanuio,
HO He Q0JHCHA cocmaesisme MeHee 1 pasa e 200.

Ilpu OduchaHcepHoM HabOeHUU Kpome ocmompa hauyueHma u c6opa aHamHesa Heo6X00UMO
8bINONHAMY 00WULl AHATU3 KPOBU C UCCedo8aHueM JeliKoyumapHoli (Gopmyasl, a makxice, ecau
3abonesarue conposoxcdanoce  Jaum@padeHonamuetl, UHCMPYMEHMAIbHOE uccnedosawue
nepugepuueckux aum@pamuueckux y3nos (Y3U unu KT). OcmanvHoie Memodsl 00c1e008aHus Mozym
NPUMEHAMbCS. N0 YCMOMPEHUI 2eMAmonoea.

e JlanmeHTaM, Yy KOTOpBIX IIPOBOAMJIOCH/TIPOBOOUTCS JiedeHue 10 1oBomy XJIJI/JIMIL,
PEeKOMeHAyeTCsl MpoBefeHNe DeryasipHbIX IIIAaHOBbIX CKPMHMHTIOBBIX 0OCIeNOBaHUI M3-3a
MOBBILIEHHOTI'O PUCKA Pa3BUTUS BTOPLIX OIyX0ieit [63,64].

VYpoBeHb yOEAUTETbHOCTH PeKOMeHZauuii — B (ypoBeHb JOCTOBEPHOCTM AOKa3aTEIbCTB —
3).

Opraumusanys oKasaHuUs MeIUIIMHCKOM ITOMOII

MenuuyHCKasi TOMOIIb, 3a MCKIIOYEHMEM MeOMUIIMHCKONM IOMOUIM B paMKaxX KIMHUYECKON
ampobanuy, B COOTBeTCTBUM C DemepanmbHbIM 3aKOHOM OT 21.11.2011 N2 323-®d3 (pem. ot
25.05.2019) «O6 ocHOBax OXpaHbI 3M0POBBSI rpakmad B Poccuiickoit @emepalinm» OpraHusyeTcs
OKa3bIBAeTCs:

1. B COOTBETCTBUM C TIOJIOKEHVMEM 00 OpraHM3aluM OKasaHUsS MeAUIIMHCKOM ITOMOIIM 10 BUAaM
MeIVIIMHCKOM ITOMOIIM, KOTOPOe YTBEPXKIAeTCs! YIIOJIHOMOUYEHHBIM (henepaabHbIM OpPraHOM
MCIIOTHUTETbHOI BJIACTH;

2. B COOTBETCTBUM C MOPSIKOM OKa3aHMs TIOMOIIY IO MPOMIIII0 «reMaToIoOTHsI», 00sI3aTeIbHbIM
IOJST  VCIIOJHEHMSI Ha Tepputopuyu Poccuiickoit ®epepaunuy BCeMM  MEIUIIMHCKUMU
OpTraHM3alysIMMu;

3. Ha OCHOBE HACTOSIIIMX KIMHUUECKUX PEKOMEHIALINIA;

4.Cc yY4eTOM CTaHJAPTOB MEOMUMHCKON IOMOIIM, YTBEPKIEHHBIX  YIOTHOMOYEHHBIM
(bemepanbHBIM OPraHOM UCIIOHUTENbHON BIACTHU.

[lepBuuHas CrIeUMAIM3MPOBAHHAS MEAMKO-CAHUTAPHAS IIOMOINb OKAa3bIBAETCS BPAYOM-
reMaToJOTOM M MHBIMM BpadyaMu-CIIeLMaJIMCTaMy B LIEHTpe aMOy/JIaTOPHOM reMaToI0rM4ecKoit/
OHKOJIOTMYECKOM IOMOLIM 160 B IEPBUYHOM reMaTOJIOTMUeCKOM/OHKOJIOIMUYeCKOM KaOMHeTe,
[IepBMYHOM TIe€MaTOJOIMUYECKOM OTHEJIeHNUM, IONUKIMHNYECKOM OTHEJIEeHNMM OHKOJIOIMYeCKOro
JMcIaHcepa.

ITpu BbIsiBAeHuM y nauyenrta XJUI/JIMJI uny momospeHMM Ha Hero BpauM-TepaneBThbl, Bpauu-
TepareBThl yUYaCTKOBbIe, BpauM OOIIEil MPAaKTUKM (CeMeliHble Bpaui), BpPauM-CIIEHVATUCTBI,
cpemHMe MeOMIVHCKME DPAOOTHUKM B YCTAHOBJAEHHOM TIODSIIKE HAIpaBJSIOT MMal[MeHTa Ha
KOHCY/IbTallMI0 B IIEHTP aMOyJIaTOPHOI IeMaToJ0rnyecKoii/OHKOMIOTMYeCKOi MoMouy aubo B
TEepPBUYHbI/I  TeMaToJIOTUYECKMii  KaOWHEeT, IepBUYHOE TreMaToJIOTUYeCKoe  OTAeNeHMe
MeIOUIIMHCKOM OpraHu3anuy [IJs OKa3aHusl eMy IepBUYHONM CIelMaau3upOBaHHON MeouKO-
CaHUTapPHO IMTOMOIIN.



Bpaq—remaTonor aM6YHaTOpHOI‘O i CTaolMOHapHOIro 3B€Ha reMaToJIOTMYECKOl ITOMOIIU
OpraHmM3yeT BbLIINIOJIHEHNME OMarHOCTUYECKUX I/ICCJ'IE,I[OBHHI/II;'I, HEO6X0,£[]/IMBIX OJisi YCTaHOBJICHUSA
JAVardo3a, BK/Iro4asi paCrmipoCTpaHEeHHOCTb M CTaaANIO 3aboj1eBaHMs.

B cIydyae HEBO3MOXHOCTHU ITPOBEeAEeHMS OMArHOCTUUYECKUX UCCIemOBaHMI MalieHT HaIIpaBJIsIeTCA
Jedyammym BpadyOM B MEOMIMHCKYIO OPraHM3alnio, OKA3bIBAIOINIYI0O MEIMIMHCKYIO IIOMOIIb
IIangyMeHTaM C remMaTo/JIOIrM4YeCKMMMm 3ab60/1eBaHUSIMU JJIs0 YCTAHOBJIEHUS OMArHO3d M OKa3aHUA
CHELU/IaJ'[I/BI/IpOBaHHOI‘/JI, B TOM umucie BLICOKOTEXHOHOFI/I‘IHOIZ, MeOUILIMHCKOM TOMOILN.

[Ipn BeIssBAeHUM XJUI/JIMJI mim nogo3peHun Ha HEro B XO4e OKa3aHMs CKOPOW MeOMILMHCKON
TMOMOIIY Talj/ieHTa TepeBOAsT MM HaIpaB/siOT B MeAUIIMHCKME OpraHu3aluy, OKa3bIBaloliye
MEeIVIIVHCKYI0 TTOMOIIb MalleHTaM C T'eMaTOoJIOTMYecKuMM 3a00/IeBaHMSIMU, IJIST OIpeneeHus
TaKTUKM BeIEeHUS U HeoOXOOMMOCTM IIpMMEHEHMs] [OIMOJTHUTEIbHO OPYIUX METOIOB
CcrenMaaM3upoBaHHOTO TIPOTUBOOITYX0JIEBOTO JIeYeHNSI.

Cneuyann3upoBaHHasl, B TOM UKC/I€ BBICOKOTEXHOMOTUYHAS, MeIUIIMHCKAsI TIOMOIIb OKa3bIBaeTCs
BpavyaMM-reMaTonoraMy B MeIUIMHCKMX OPraHM3alysIX, OKa3blBAIOIIMX MEAVLIVHCKYI0 TTOMOIIb
maryerTam ¢ XJUI/JIMJI, MMeromuX JUIeH31I0, HeOOXOIMMYI0 MaTepualbHO-TEXHUYECKYI0 0a3sy,
CcepTUGUIMPOBAHHBIX CIEIMAINCTOB, B CTAIIMOHAPHBIX YCIOBUSIX U YCIOBUSIX [THEBHOTO
CTal[MOHApa U BKIIOYAET MPOPUIAKTUKY, IUATHOCTUKY, JIeYeHMe TeMAaTOIOTMUYeCKX 3a60IeBaHMiA,
TPeOYIOUIMX VCIIOIb30BAHNS CIIEIIVATIBHBIX METONOB ¥ CJIOKHBIX YHUKAIbHBIX MEIUIIMHCKUX
TeXHOJIOTMIA, & TaKKe MeAVIIVMHCKYI0 peabuInTalKIo.

B mMemuumHCKONM opraHM3anuu, OKa3bIBaIOIIel MeIUIMHCKYI0 MOMOINb namueHTam ¢ XJIJI/JIMIL,
TaKTMKa MEIMIIMHCKOTO OOC/IemOBaHMSI U JieueHMs YCTaHaBIMBAETCsS BpayaMM-IeMaToJoTaMy C
MpUBJIEYEHMEM TIPY HEOOXOAMMOCTM OPYTMX Bpaveil-CIeluaaucToOB, MpyU HeOOXOOUMMOCTU — C
MIpOBeIeHMeM KOHCHIMyMa. PellleHre KOHCUIMYMa Bpadeil 0QGopMIISIETCS IIPOTOKOJIOM,
MOJMMCHIBAETCS YUaCTHUKAMM KOHCWJIMYMa Bpaudeil M BHOCUTCS B MeOUIMHCKYIO TOKYMEHTalMI0
naiueHTa.

IMokasaHus] K TOCIUTAIM3AIMM B KPYIIOCYTOUHBI MM OHEBHONM CTAlMOHAP MEIMIIMHCKOI
OpraHmu3alyy, OKa3bIBAIOLIEH CHEelMaJIM3YPOBAHHYIO, B TOM UMC/IEe BbICOKOTEXHOJOTUYHYIO,
MeIVIIMHCKYI0 IIOMOIIb II0 IPOGUIII0 «IeMaTOJOrUsI», OIpPEeNeNsSIOTCS BpPavuoM-reMaToJIorom/
KOHCUJIMYMOM Bpayeii ¢ MpuBJIeYeHMEM ITPU HEOOXOIMMOCTY JPYTUX Bpadeii-CrenyaaucToB.

ITokasaHus K 9KCTPEHHOM rOCHUTAIN3 AN

1. PasButue TsKenoi uHpeKkuMyu (HeobsI3aTelbHA TOCMUTANM3ALMUSI B TeMaTOIOTMYUECKUiA
cTauyuoHap).

2. Pa3BuTHeE yrpOXKAIOUINX KU3HU IIUTONIEHMII (IITyOOKOI aHEMWY, FeMOPParnvyeckoro CMHApPOMa,
HEMTPONIeHUN).

3. PasButme ocnoxkuenuii  XJUJI, Briwouas cuHApOM PuxTtepa, CUMIITOMAaTUYECKYIO
AuMQaZeHOaTUI0 UM OpPraHOMeTajuid ¢ PUCKOM  Pa3BUTUSL  TSDKEIbIX  OCJIOXKHEHU,
HeliponeiikeMuto, crenu@uUUeckuii IIEBPUT U XUJIOTOPAKC C TIPU3HAKAMM IbIXaTeJbHOI
HEe0CTaTOYHOCTY, IapaHeoIIlaCTUUecKue ¥ ayTOMMMYyHHbIe CUHIDPOMBI, IDyTUe OC/IOXKHEeHUS,
YIPOsKaIoLINe SKU3HNA.

4. Pa3BuTHe OC/IOKHEHUII Tepalinu, BKIoYasg CMHOPOM Jin3ucCa OITyXOJiu, TSXKeJIble I/[HCI)YSI/IOHH]:IG
peaxkuun, MUEeIOTOKCHUYeCKIIA dI'PAaHYJIOINUTO3 C .T[VIXOpa,Z[KOﬁ n apyrue OCJIOKHEHMS, YTPOXKarouime
JKU3HU.

TlokasaHMs K IJIAaHOBO# TOCIUTAIU3AIVN:

1. HpOBe}leH]/Ie Teparnmnmn B 1y4dasx, Tp66YIOI.LU/IX KPYITIOCYTOYHOTO Ha6)’[I'OJIeHI/I${ 3a IIalilMeHTOM I10
IIpUYMHEe TSIXKEeCTU COCTOSHMA, 06yCJIOBJI€HHOI‘O OITYyXOJIblO, UJIN TI0 IIpMYMHE PpUCKa OCIIO)KHeHV[f/I,
CBSI3aHHBIX C HpOI‘paMMOI‘/J[ JIieueHs MJIN COITYTCTBYIOIIMMMN 3a00J1eBaHMSIMMA.

2. O6cemoBaHMe TalVeHTa, BKIOUYAoNee OMOTICUIO M MHBAa3VBHbIE BMEIIATETbCTBA, B CJTyUasX,
KOTZIa OHO He MOXET ObITh ITPOBEJEHO aMOYyIaTOPHO.

IToka3aHM K BBIMMCKE MMAIMEHTA 3 MeOUIIMHCKOM OPraHm3aIun:

1. 3aBepiieHue Kypca JieueHUsI MM OJHOTO M3 3TAloB OKa3aHMs CIeluaau3MpOBaHHON, B TOM
Ylciie BBICOKOTEXHOJOTUYHOM, MEOUIMHCKOV ITOMOIIM, B YCAOBUSIX KPYIJIOCYTOUHOTO WU



IHEBHOTO CTallOHapa TMpPU VYCIOBUM OTCYTCTBUS OCIOKHEHUIT JIeUeHUsI, TPeOYIOIX
MeIMKaMeHTO3HO KOPPeKIuu W/UAM MeAULIMHCKMX BMeNIaTeJbCTB B  CTAlMOHAPHBIX
YCJIOBUSX.

2. OTKa3 maumueHTa MM ero 3aKOHHOTO MpeNCTaBUTENSI OT CIelMaJu3MpPOBaHHONM, B TOM UKc/Ie
BBICOKOTEXHOJIOTMYHOM, MeAUIIMHCKOM MOMOIIY B YCIOBUSX KPYIJIOCYTOYHOTO WM THEBHOTO
CTalMOHapa, YCTAHOBJIEHHOM KOHCUIMYMOM MEAUIIMHCKOV OpraHu3alyy, OKa3bIBalolleii
OHKOJIOTMYECKYIO TIOMOIIb, IIPM YCIIOBUM OTCYTCTBUSI OCJIOKHEHMIT OCHOBHOTO 3a6oyieBaHmsT 1/
WU JIeYeHMsI, TPeOYIoNMX MeIMKaMeHTO3HO! KOPPEeKIMUM M/VIY MeIUIIMHCKI/X BMENIaTeabCTB
B CTAIIMIOHAPHBIX YCIIOBUSIX.

3. HeoOXomuMOCTh IlepeBofa TMalMeHTa B [APYTYI0 MEeOUIMHCKYI0 OpPraHu3aluio 110
COOTBETCTBYIOLIEMY ITPOMIIIO OKa3aHMSI MEIUIIVIHCKOI ITOMOIIIN.

4. PerieHrie BpauyeOHOM KOMMCCUMM 00 OTCYTCTBMM IIOKa3aHMII K IpeObIBaHMIO MAallieHTa B
CTallOHApe B CBSI3U C GeCIIepCIIeKTUBHOCTHIO JIeUeHUsT M HeOOXOIMMOCThIO OKa3aHMs TOIbKO
MaJIMATUBHOM ITOMOIIIN.

3akmoueHMe O 1eecCO00PAa3HOCTM TepeBOfa TMalyeHTa B NPOOWIBHYI0 MEeOUIIMHCKYIO
OPraHM3alMI0 COCTABISIETCS TIOCJIe TIPeIBAPUTENbHON KOHCYIbTAIIMM TIO0 TPEeNOCTaBIeHHBIM
MeIUIVHCKMM JTOKYMEHTaM W/WiX TIpeBApUTEIbHOTO OCMOTpa TMalyeHTa BpayaMu
CrienuaIMcTaMy MeJUIIMHCKOI OpraHu3alin, B KOTOPYIO TNIAHUPYETCS TIePeBo/I.



6. lonmoHuTebHasAs MHGoOpMaIs, BAUIIONIas Ha
TeyeHye ¥ ¥ICXO0H 3a00/IeBaHus

7.1. CragupoBauue JuMdomsbI 13 MaabIX TUMGPOIMTOB

CramupoBanue JIMJI OCYIIECTB/ISIETCS TIO pe3yabTaTaM OOCIemOBaHMSI B COOTBETCTBUM C
kputepusimu Knaccupuranyy Ann Arbor (ta6m. I'1.1) [13].

Ta6auma 7.1. Craguposaume mumdpom mo Ann Arbor, moagudukamus Cotswold

Cragmnsa 1 o o
o [lopaxeHne ofHON NMMMbaTUHECKON 30HbI AN CTPYKTYPbI[1]

Cragusa 11
o [opaxeHue 2 unu 6onee NMMbaTUUYECKMX 30H MO OAHY CTOPOHY Auadparmbl;

e JIOKanM30BaHHOE B npeaenax 1 cermeHTa nopaxexue
1 sKkCTpanuMdaTUYecKoro opraHa WaM TKaHW U ero pervoHapHbIX NMMdaTUYecKuX y3noB C nopaxeHuem unun 6es

nopaxeHus Apyrux numdarnyecknx obnacrein no Ty xe CTOPOHY Anadparmbl

Cragus III
o [MopaxeHne NMMdpaTUYecKnX y310B UK CTPYKTyp Nno obe CTOpoHbl Anadparmbl;

e JIOKasiM3oBaHHOE B npeaenax 1 cermeHTa nopaxeHue
1 aKCTpanUMdaTUYECKoro opraHa WAW TKAHW W €ro permoHapHbiX MMMATUHECKUX Y3M10B C MOPaXeHWeM Apyrux

numdaTtmyecknx obnactein no o6e CTopoHbl Anadparmbl

Cragus IV
o [lucceMmHMpoBaHHOe (MHOroOKyCHOE) ropaxeHue 1 WAM  HEeCcKoNbKUX 3SKCTpanuMdaTUyecKux OpraHos C

nopaxeHWeM Unu 6e3 nopaxeHus TMMdaTUHECKNX Y310B;
* M30/IMPOBAHHOE MOpaXeHne 3KCTpannMdaTUyecKoro opraHa
C MopaxeHWeM OTAANEHHbIX (HE PervoHapHbIX) MMMbATUYECKUX Y3I10B;

e TMOpaxeHne nevyeHun VI/I/II'IVI KOCTHOro mo3sra

[ins Bcex ctaguni

A
e OTcyTCTBME NpU3Hakos B-ctaann
B OauH nnu 6onee U3 cnefyoWmX CUMNTOMOB:
e TeMmnepaTypa Tena Bbiwe 38°C He MeHee 3 AHel noapsa 6e3 NpusHakos BoCNaneHus;
© HOYHble MPOdYy3Hble NOThI;
e noxyaaHue Ha 10 % maccel Tena 3a nocneaHue 6 mMec.
E JlokanusoBaHHOE 3KCTpaHoaanbHoe nopaxexue (npu I-II ctagmax):

o JIOKaNM30BaHHOE MopaxeHue 1 3KCTpanuMdaTUYeckoro opraHa wau TKaHu B npegenax 1 cermeHta 6e3 nopaxeHus
NMMpaTUYECKUX Y3N10B;

e crtagma I nnum II ¢ orpaHMYeHHbIM 3KCTPaHOAasbHbIM BOB/IEYEHMEM MpUNExXallero opraHa unm TKaHu

7.2. O01mIas BbKMBAE€MOCTD MAIMEHTOB B rpymnmnax mo MITU

Ta6auia 7.2. O61as BbDKMBAeMOCTb IAlMieHTOB B rpymirax mo MITU

rpynna pucka Bann Yucno naumeHToB, abc. (%) 5-netHsaa OB, %
Huskas 0-1 340 (29) 93,2
MpomexyToyHas 2-3 464 (39) 79,4
Bbicokast 4-6 326 (27) 63,6
OuyeHb BblCOKas 7-10 62 (5) 23,3

7.3. OueHkKka orBeTa Ha JieueHue npu XJIJI



OueHKa OTBeTa Ha JieueHMe IIPOBOAUTCS B COOTBETCTBUM C OOHOBJIEHHBIMU KPUTEPUSIMMU,
TpeAJioskeHHbIMU MeskmyHapoaHoit paboueit rpymmoii mo XJIJT (IWCLL) B 2018 r. (Tabn. '4.1) [12].

Ta6auma 7.3. OlleHKa OTBeTa Ha JiedeHye Py XPOHNYeCKOM JnMQPOIUTAPHOM JIeiiKo3e

MokasaTtenb MonHasa pemuccun YacTtuuHasa pemuccus Mporpeccus

A. MapaMeTpbl, XapakTepu3yioLume Maccy onyxosu

NumdaaeHonatmsa oTCcyTCTBME Y3710B >1,5 cM YMeHblueHne =50 % YBenuuenune =50 %
FenaTtomeranus Het YMeHblueHne =50 % Yeenuuerve 250 %
CnneHomeranus KpaHuo-kayaanbHbIi pa3smep YMeHblueHne 250 % ot Yeenuyernune 250 %
ceneseHku BeSIMYMHDI, Ha KOTOpYt0
<13 cm yBe/iMyeHa UCXoaHo
JIumMdoumnTbl KPOBU <4 x 10%/n YMeHblwenne 250 % ot Ysenuuenne 250 %  or

VNCXOAHOMO YPOBHS

VCXOAHOrO YPOBHSI

KocTHbIN MO3I HopMokneTouHbli, YMeHblleHne  MHPUAbTpauumn -
<30 % numdounToB,  HeET KOCTHOro Mo3ra
HOAYNSPHOrO NopaxeHus Ha 50 %
KOHCTUTYLMOHanbHblE Het Jliobble Nobble

CUMMNTOMbI

A. MapaMeTpbl, XapakTepuaytoLme hyHKLMI0 KOCTHOrO Mo3ra

Tpom6oumnThI >100 x 10%/n > 100 X 10%n  wam CHuxKeHne =50 %
nosbllleHne =50 % OT UCXOAHOro no npuynHe XJN
OT UCXOAHOrO
reMorno6uH >110r/n >110 r/n wnu nosbiweHne =50 CHUXeHne =20 r/n oT
(6e3 TpaHcdy3uii " % WUCXOAHOro Nno npuynHe XJ1J1
3PUTPOMO3TUHOB) OT UCXOAHOT0
Helttpodunbl >1,5 x 10%/n >1,5 x 10%/n unn -

noBbILLIEHNe >50 % ot
ncxoaHoro

Crabummsauys 3a607eBaHUsT YCTAHABIMBAETCSI B CUTYAlVSIX, HE YIOBIETBOPSIOIUX KPUTEPUSM
HJ YaCTUYHOM PeMMCCUU, HYU TTPOTPECCUN.

[1] K numdaTryeckuM CTPYKTypaM OTHOCSIT JuM@aTUUecKue y3ibl, Cele3eHKY, BUIOYKOBYIO
KeJie3y, KobIlo Banbaeiiepa, uepBeo6pasHblii OTPOCTOK, MTEI€POBbI OIISIIIKMA.



KpMTepI/IM OL€HKM KauyeCTBa MQ,Z[I/IIJ,I/IHCKOﬁ

IIOMOIIM

Ne Kputepum kauecrsa OueHka
BbINOJIHEHUA

1 MauneHTy c nogospenvem Ha XJU1/JIM/T vnan BbisiBneHHbiM XJIJ1/JIMJT npu NepBUYHOM WAW MOBTOPHOM Ha/Het
rpueMe, Mpu OUEHKE PEeMWCCUW Yepe3 2 MeC. Mocie 3aBEepLEeHUs Tepanuu, Mpu  KOHTPOJbHbIX
obcnefoBaHMsAX U NpU NOAO3PEHNN Ha peunans 3abonesaHns Bbll‘lOﬂHeHg)aBBepHyTbIVL KIVHUYECKUA aHanms
KPOBM C OMpejeneHneM YypoBHsi remorsobuHa, 3puUTPOLMTOB, TPOMOOLMTOB, NENKOLMTOB, MOACYETOM
nevikounTapHou hopMybl U KONMYECTBa PETUKYTOLUTOB

2 MauneHTy c nogo3peHmem Ha XJ1J1 ¢ KonnyecTsoM [a/Het
B-nevikountoB =5000 B 1 MKA BbIMNOJHEHO WMMMYHOMEHOTUMNUYECKOE WCCleaoBaHUe NUMAOLUTOB KPOBU
MEeTOA0M NPOTOYHOW LUTODyOpUMETpUM

3 MNauneHTy ¢ noao3peHneM Ha JIMJ1 6e3 KIMHUYECKOro MM@OLMTO3a B KPOBY TMB0 NaUMEHTY C NoAo3peHnem [a/Het
Ha TpaHcdopMauuto BbiNosiHeHa buoncus numdaTnyeckoro ysna (o4yara nopaxeHus)

4 Y nepBuYHOro naumenta ¢ XJU1/J7IMJ1 ¢ noao3peHnem [a/Het
Ha TpaHcdopMauuio NoslyyeH MMCTONOMMYEecKUii npenapaT KOCTHOrO Mo3ra (BbinosiHeHa TpenaHobuoncus
KOCTHOro Mo3ra)

5 MNepBUYYHOMY NauMeHTy Npwu ycTaHoBke anarHosa XJ1/1//IMJ1 nn6o naumeHTy ¢ BepuduumnpoaHHbiM XS1/1MI [a/Het
nepes HayasoM Tepanuu, Npu OLEHKe PeMUCCUM Yepe3 2 MecC. Mocsie 3aBeplueHus Tepanuu, a Takxe npu
NMOAO3pEHNN Ha peunavB 3abonieBaHus BbinosiHeHa KT rpyAHOW KNEeTKW, OpraHoB OPIOLWIHOW MOM0CTU U
Masioro Tasa (C KOHTPacTVpOBaHWEM) UMW PeHTreHorpacbusi OpraHoB rpyaHON KIeTKu
B 2 npoekuunsax u Y3 numbaTtmyecknx y3noB U BHYTPEHHUX OpraHoB

6 Y naumeHTa ¢ XJUU1/JIMJ1, nonyyatowero Tepanuio orpaHUYeHHoN ANUTENbHOCTH, BbINOMHEHA OLIEHKa Tepanuu [a/Het
no kputepmsam IWCLL 2018 He MeHee yeM yepes 2 MeC. NOCNe OKOHYaHUs Tepanuu

7 Y nauuenTa c XJU1/JIMJ1, nonyyatowero HenpepbiBHYO [a/Het

VN MOAAEPXUBAIOLLYIO Tepanuio, BbIMOJHEHA oLeHKa Tepanuu no kputepusm IWCLL 2018 He MeHee yeMm
yepes
2 Mec. nocne JOCTUXXEHUS MaKCUManbHOro oTBeTa
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IIpunoskeune Al. CocTaB padboueri rpyIinbI

Bsanuk TarbssHa EBreHbeBHa, K.M.H., Bpa4-OHKOTE€MATOJIOT, aCCUCTEHT Kadeapbl OHKOJIOTUU
OT'AOY BO Ilepsbiit MI'MY nm. N.M. CeuenoBa Munsapasa Poccun.

. 3apuuxuit Auapeii IOpreBuu, 1.M.H., ipodeccop, nupektop MHctutyta rematonoruu OI'BY

«HMUII nm. B. A. Anmazoa» Mun3gpasa Poccun.

. Uce6ep JIomk, nipodeccop, remaTosior, OHKojornueckuit eHTp Tyaysbl, @paHLys.
.Kammanos Kamwuiabp [JaHusSI0BUY, K.M.H., 3aBEeAYIOLIMII TeMaTOJOTMYECKUMM OTHeIeHNeM

Bosrorpazckoro 06;1acTHOTO KJIMHUYECKOTO OHKOJIOTMYECKOTO AVCIIaHCepa, aCCUCTEHT Kadeaphl
OHKOJIOTMM C KypcoM OHKonormum u remaronoruun OYB OIBOY BO «Bosrorpanmckuit
roCyIapCTBEHHbI MeOULMHCKUIT yHUBepcuTeT» MuH3apaBa Poccum, TmaBHBI BHEIITATHBIN
remartonor Komutera 1o 3apaBooxpaHeHMI0 ATMUHUCTpauuu Bomrorpaackoii obnactu, 4ieH
Poccuiickoro oOmiecTBa OHKOreMaToJIOTOB, WieH HaluyuoHaJbHOTO TreMaTolIoTMYeCcKOTo
obiecTsa.

JlomatkuHa TaTtbsgsHa HwuKkonaeBHa, K.M.H., Bpau-TepameBT, T[aCTPOIHTEPOJIOT, JOLEHT
Kadenpsl Tepanuu, MpodeccroHaTbHBIX Oosme3Heit u myabMoHonoruu OTAQY BO IlepBbiii
MIMY um. U.M. CeuenoBa Mun3gpasa Poccum.

JIlyroBckast CBeT/iaHa AJIeKceeBHa, /.M.H., mpodeccop Kadeapsl KIMHNYECKOIT 1a60paTOPHO
muarHoctuku I'BOY IO PMAHIIO MwuusapaBa Poccum, wieH HamumoHaibHOTO
reMaToJIOTMYECKOro 00IIecTBa.

.MyxoproBa Onbra BajseHTMHOBHA, [.M.H., Bpau-paJwIoOr BbICIIEN KaTeropum, CTapLINii

HayuHbIil COTPYOHMK OTaena simepHoit muarHoctuku (IIOT-meHTpa) Ha 6aze PIBY «HMMUIL]
cepAeyHO-coCcyaucToit xupypruu um. A.H. Bakynesa» Munsnpasa Poccun.

.Hukutun EBreHmii AJieKCaHAPOBMY, [.M.H., Ipodeccop, 3aBeOyONUMii THEBHBIM

CTAallOHAPOM TreMaTOJOTUM, OHKOJIOTMM M XMMMOTepPaluy TOPOILCKOTO IeMaTOIOrM4YecKoro
unenTtpa I'BY3 «I'KB um. C.I1. BorkuHa I3 r. MOCKBBI», UeH mpaBjaeHnus: Poccuiickoro ob6iecTsa
OHKOTeMAaTOJIOTOB, WieH IMpasieHus HalmoHaIbHOTO reMaToIoTMuecKoro 0611ecTsa.

.OcmauoB EBrenmii AjekcaHApOBUY, I.M.H., mpodeccop, 3aB. OTHEJIOM TIeMaTOJIOTUU U

TpaHCIIaHTauuyu KoctHoro mo3ra OI'BY «HMMULL onkonornu mm. H.H. Bnoxuna» MuHsapasa
Poccuu, nipodeccop kadenper oHkomoruu ®TAOY BO Ilepsbiit MITMY mmenu M.M. CeueHoBa
Muusapasa Poccu, wieH npasieHus HalioHaIbHOTO reMaTo/IOTMYecKoro 06IecTBa.
IMopayo6uas Mpuna BnagumupoBHa, akageMuk PAH, 3aciy>keHHbI TesiTeslb 00pa3oBanus PO,
I.M.H., Tipodeccop, 3aB. Kadeapoit OHKOJIOTUM U MA/UIMATUBHON MeOUIIMHBI, IPOPEKTOP IO
Jeue6HOM paboTe M MeXAyHapomHOMY coTpymHuuectBy I'BOY OIIO PMAHIIO MwuHszgpaBa
Poccum, ipencemaTesib Poccuiickoro o61ecTBa OHKOTeMAaTOIOTOB.

CamoiiioBa Onbra CepreeBHa, K.M.H., Bpau-TeMaToJIOT, 3aBelylolias TeMaTOJOTMYeCKUM
oTmenenreM Huskeropoackoit 06;71aCcTHOM KIMHMYECKOi 60mbHMUIIbI MM. H.A. CeMallko, IiaBHbIi
BHEIITATHBIN reMaTonor IIpuBO/DKCKOro demepalbHOrO OKpyra, wieH Poccuiickoro o6imecTsa
OHKOTeMAaTOJIOrOB, WieH HalyoHaJIbHOTO reMaToIOTMYeCKOTO 06IecTBa.

Crapuuk EneHa AnekcaHapoOBHA, K.M.H., TOIEeHT Kadenpsl GakynbreTckoii Tepanuu GIBOY
BO «IICII6I'MY mm. W.II. TTaBnoBa» Mun3sapasa Poccuu, crapiimit HayuHblit coTpyaHuk OIBY
«HMMIL um. B. A. AnmasoBa» MwunsnpaBa Poccum, uneH Poccuiickoro oo6imecTsa
OHKOTeMaTOJIOTOB.

®dananeeBa Hartanbsi AJleKCaHApPOBHA — [.M.H., 3aB. OTAeJ€eHNMEM IPOTUBOOITYX0JEBOIr0O
ymekapcTBeHHOro JjedeHuss MPHI um. A.®. Ipiba - dwman OIBY «HMUL pammonmorum»
MwunsgpaBa Poccuym, wieHn Accoumanyy oHkonoroB Poccmm wm Poccmiickoii  Accoumanum
TepareBTUYeCKUX paJualiOHHbIX OHKOJIOTOB.

BaiikoB Bagum BajqeHTMHOBMY — 1I.M.H., Iipodeccop Kademapsl MaTOIOrMUECKO aHaTOMUN,
3aBemymomuii  gabopatopueii maromopdonoruu HUW nmeTckoii OHKOIOTWMM, TeMaTOJOTUU
U TpaHcIuiaHToaoruu uM. P.M. Top6aueBoii [lepBoro CaHKT-IleTep6yprcKoro rocyiapCTBeHHOIO
MeOUIMHCKOro yHuBepcuTera uM. akaz. W.I1. ITaBnmoBa Munsnpasa Poccuny, wieH npesupgmuyma
Poccuiickoro o6IecTBa MaTOJOTOAHATOMOB, UYJeH TMpaBieHus Poccuiickoro o6iiecTBa
OHKOTeMaTOJIOTOB.

Kospurusna Asia MuxaiioBHa — 1.6.H., rmpodeccop Kadenpsl IaToIOrMYecKoii aHaTOMMUNA,
LMTONIOTUM ¥ MOJIEKYJISIPHOI maTomoruy VHCTUTyTa TOBbIMIeHUs KBamudukanmuu OMBA PO,
3aBenymolas IartosoroaHaroMmmueckum orpeneHnem «HMMUL remartonormm» MwuH3gpasa
Poccum, unmeH mpesuamymMa Poccuifickoro oO6IIecTBa IaTOJIOrOAHATOMOB, WIEH ITPaBIeHMS
Poccuiickoro o61ecTBa OHKOT€MAaTOJIOTOB.



16. HeBonmbCcKMX AJieKceil AjleKceeBUY — [.M.H., 3aMeCTUTeIb OUPEKTOpa 10 jgeuebHoit MPHIT
uM. A.®. [Ip16a - dunnan ®I'bY «<HMULI paguonorumu» Munsapasa Poccumn.

17. UBanoB Cepreii AHaTonbeBuu — nipodeccop PAH, n.m.H., nupektrop MPHII um. A.®. LIpi6a -
dwman ®IBY «<HMUIL] paguonorum» Munsapasa Poccum.

18. XarinoBa JXanHa BragumupoBHa — KaHIUAAT MeOULMHCKUX HAyK, 3aMeCTUTeNb AUPEKTOpa
10 OpTaHM3alLMOHHO-MeToauueckoii pabore MPHII um. A.®. 1Ipi6a - ¢uaman ®IBY "HMUIL],
paguonorun” Munsapasa Poccun.

19.TeBopksiH Turpan I'armkoBuu - 3amectutensb aupekropa HUM KOP ®I'BY HMUL OHkomorun
uM. H.H. biioxuna

KoH}IMKT MHTEpECOB OTCYTCTBYET.



ITpunoxxenue A2. MeTomonorusi pa3padoTKu
KJIVMHUYECKMX peKOMeHaauumn

LeneBas AYAUTOPNS OAHHBIX KIMHNYECKUX DEKOMEH,ZLaLlMVIZ

e BpauyM-reMaToJIOTH;
* BpauM-OHKOJIOTH;
® CTyOEHTbI MEIUIIMHCKUX BY30B.

MeToponorus c60pa AOoKa3aTeJabCTB

METO,ZLBI, JICITOJIb3OBAHHBIE JIA C6opa / CeleKIuM IO0Ka3aTelIbCTB: IIOMCK I'IY6J'II/IK3.LU/II7I B
CIIeqMaJIn3MPOBAHHBIX MEePUOINYECKUX MMEeUATHbIX U3OaHUAX C I/[Ml'[aKT-Cl)aKTOpOM >0,3.

IToMcCK B 3JIEKTPOHHBIX Ga3ax JaHHbIX.

JlokasaTenbHOI 623071 IIs1 peKOMeHJAIMIi SIBIISIIOTCS TyOIMKanyy, Bomesne B KokpeiiHOBCKYIO
6mbmmoreky, 6a3pl faHHbIx PubMed 1 MEDLINE. I'my6uHa moucka coctasisia 30 yer.

METO,ZLBI, JICITOJIb3OBAaHHBIE OJIS1 aHA/IM3a JOKa3aTe/IbCTB:

¢ 0630pbI OITYyOIMKOBAHHBIX MeTaaHa/IN30B;
e cucTeMaTHYecKue 0630P5I C TAGIMUIIAMM JOKa3aTeIbCTB.

METO,HI)I, VICITI0JIb30BaHHbIE IJIs1 KaueCTBa M CMJIbI IOKa3aTeJIbCTB:

* KOHCEHCYC 3KCIIepPTOB;
e OIlEHKA 3HAYMMOCTM [TOKA3aTeIbCTB B COOTBETCTBUM C PEITHHIOBOM CXEMOW JOKa3aTelbCTB
(Tabn. A1-A3).

B HacTOAMX KAMHMYECKMX PeKOMEeHJalMIX MpUBeIeHbl YPOBHU JOCTOBEPHOCTH NOKa3aTeIbCTB
¥ YPOBHU yOeouTeNIbHOCTY PeKOMEHAAIMIA B COOTBETCTBUM PEKOMEHAAIMSIMIU 110 pa3paboTke u
aKTyaJIM3aluM KIMHUYECKUX peKoMeHnmauuii (mpuka3 Mun3gpaBa Poccum ot 28.02.2019 1. N2
103n).

Ta6auma Al. IlIkana OEeHKM YPOBHEN OCTOBEPHOCTU AoKasateabcTB (YI/) njasa MeTonoB
JVAarHOCTUKU (IMAarHOCTUYECKUX BMellaTe/IbCTB)

yaa PacwuundpoBka

1 Cucrematuyeckne  0630pbl  MCCNEAOBAHUA  C~ KOHTPONeM pedepeHCHbIM — MeToAoM  WMAW - cucTematndeckuii  o63op
pPaHAOMU3NPOBaHHBIX KIMHUYECKUX UCCNeAoBaHWiA C MPUMEHEHWEM MeTa-aHann3a

2 OTAenbHble WCCNeAOBaHWs C  KOHTPONeM pedepeHCHbIM MeToAOM WAW  OTAe/bHble PaHAOMM3MPOBAHHbIE KIMHUYECKue
VUCCnefoBaHns M cucTeMatuyeckue 0630pbl  MCCNEAOBaHMA NIO60ro  Au3aiHa, 3a WCK/YEHUEM  paHAOMU3UPOBaHHbIX
KIIMHWYECKUX UCCIEA0BAHWIA, C MPUMEHEHUEM MeTa-aHanmsa

3 WccnenoBaHns 6e3 nocnefnoBaTesibHOr0 KOHTPOs pedepeHCHbIM MEeTOAOM WM WCCeAoBaHusi C pedepeHCHbIM METOAOM, He
SABNSIOLLMMCS HE3aBUCUMbIM OT UCCNEeAYeMOro MeToAa, WM HepaHAOMU3MPOBAHHbIE CPaBHUTENIbHbIE WCCNEN0BaHWUs, B TOM
yncne KoropTHble UCCNefoBaHUs

4 HeCpaBHVITeJ’IbeIe nccnenoBaHua, onmcaHue KNMHUYeCcKoro cny4das

5 NmeeTca nuwb 060CHOBaHWE MexaHW3Ma AeUCTBUS WU MHEHWEe 3KCNepToB

Ta6auma A2. llIkaja oleHKM YpOBHeEI JOCTOBEPHOCTU HoKasaTeabcTB (YI/I)I/A MeTonoB
npodWIaKTUKKU, JiedeHuss U  peadwmmTauuu  (MpohUIaKTUIYECKUX, JIe4eOHBIX,
peadMINTAMMOHHBIX BMENIaTe/IbCTB)

yaa Pacwmudposka

1 CuctemaTtnueckuii 063op PKW ¢ npuMeHeHneM mMeTaaHanusa

2 OtpenbHble PKU n cuctemaTuyeckme o630pbl MccneaoBaHuii noboro ausaiiHa, 3a uckatodeHvem PKW, ¢ npumeHeHnem meTa-
aHanusa

3 HepaHaoMu3npoBaHHble CpaBHUTENbHbIE UCC/IE0BaHMNS, B TOM YMC/Ie KOFOPTHbIE UCCIe0BaHNs

4 HecpaBHUTENbHbIE UCCNIEA0BaHMS, ONUCaHNE KIIMHUYECKOro Cyyasi U cepun Crlyvaes, UCCNEeA0BaHUS «CIy4Yain-KOHTPOb>»

5 NmeeTcs nuwb 060CHOBaHME MexaHW3Ma AeNCTBUS BMeLLaTeNbCTBa (AOKINMHUYECKMNE UCCIeA0BaHNUS) N MHEHWE DKCMepToB




Ta6auma A3. llIka/ia olleHKM YPOBHEl yoeauTeabHOCTH pekoMmeHaanmnii(YYP) ajs meTogoB
npobWIaKTUKM, [OMArHOCTUMKM, JiedeHuss U peadmwmrauum  (MPoPMIaKTUIECKUX,
IVMarHOCTUYECKUX, JIeUeOHBIX, peaOMINTAIMOHHBIX BMENIaTe/IbCTB)

YYyP Pacwudposka

A CunbHas pekoMeHzauus (BCe paccMaTpuBaeMble KpuUTepuu 3(PdOEKTUBHOCTU (MCXOAbl) SBASIOTCA BaXHbIMM, BCe
nccnenoBaHUAa UMEKT BbICOKOE UK YAOBIETBOPUTEIbHOE METOA01I0rMYecKoe KavyecTso, UX BblBOAbl MO UHTEPECYOLWUM
ncxoaam ABnAarTCA COI’}'IaCOBaHHbIMI/I)

B YcnoBHas pekomeHaauus (He Bce paccMaTpvBaeMble KpUtepumn 3phekTUBHOCTM (MCXOAbI) SBASIOTCS BaXHbIMU, He BCe
nccnefoBaHNs UMEIOT BbICOKOE WAW  y[OBNETBOPUTE/IbHOE METOA0/IorMYeckoe KayecTBO W/WAWM WX BbIBOAbI MO
MHTEpecyIoLWMNM NCXoAaM He SBNISIOTCS COrnacoBaHHbIMU)

C Cnabas pekoMeHpauus (OTCYTCTBME [OKa3aTeNbCTB HaA/lexallero kadvectsa (Bce paccMaTpuBaeMble KpuUTepuu
3Cb¢)EKTMBHOCTI/I (I/ICXO,ElbI) ABNAKTCA HEBAXHbIMU, BCE NCCNeA0BaHNA UMEKT HU3KOE METOAO0IOrMYECKOe KavyeCTBO U UX
BbIBOAbl MO UHTEPECYOWNMM NCXOL4AM HE ABAAKTCA COF}'IaCOBaHHbIMVI)

MeTomoorus BaMaN3anu peKoMeH At
MeToabl BaaMaM3aIN:

. BHEIIHSIS 9KCIIepPTHAs OIleHKa;

. BHYTPEHHSISI SKCIIepTHAs OlleHKa.

OnucaHue MEeTOAUKY BalIUAU3alUy peKOMeHIaruii

Hacrosiuye pekoMeHZaLMM B IIPeIBAPUTEIbHOM Bepcuy ObUIM peLieH3MPOBaHbl He3aBUCUMbIMMU
9KCIIepTaMM,  KOTOPBIX  IIOIPOCWMINM  IIPOKOMMEHTMPOBATH,  HACKOABKO  KauyeCTBEHHO
MHTePIIPeTUPOBAHbI A0Ka3aTeNbCTBA M pa3paboTaHbl pekoMeHpaaiuu. Takke ObLIa IMpoBemeHa
9KCIIePTHAST OLleHKa M3JIOKeHMsI peKOMEHIaLVi ¥ UX TOCTYITHOCTH [IJIsT TOHMMAaHMSI.

PekoMeHanyy o6CY>KIeHbI ¥ OF0OPeHbI BEIYIIMMM CIIeIaIncTaMy Tpo@uibHbIX hemepanbHbIX
1IeHTpOB P® 1 mpakTUyeckKMMy BpayaMiu. [IpOeKT KIMHUYECKUX PEKOMEHIAIMI 6bUT paCCMOTPEH
Ha coBemaHMsx paboueii rpymmbl B 2017-2018 rr., Ha ¢opyme 3KCIIEpPTOB I10 BOIMPOCAM
IMarHOCTUKM M JIeUeHMS]  3JI0OKaueCTBEHHbIX  JjuMorponndepaTuBHbIX  3a60eBaHM
«Jlumbopym», exKeromHoi  poccuiickoii KOHbepeHUMM €  MeKIYHapOOHbIM  ydacTUeM
«3JI0KaYeCTBEeHHbBIE TMM(OMbBI», a TakKe B pamKax [V KoHnrpecca remaronoros Poccun.

HOI)S[,I[OK OOHOBJIEHVSI KIIMHUYECKUX peKOMeHI[aI.H/Iﬁ

AKTyanmMsaIus IpoBOOUTCS He peske yeM 1 pas B 3 rofma vwIy IIpy MOSIBJIEHMM HOBOI MHOpMaIum
O AMArHOCTMKe U TaKTUKe BefeHMs maiueHToB, cTpagatoumux XJIJI/JIMJI, Ho He 4Jaiie 1 pa3a B 6
MecsieB. PeleHne o6 OOHOBJIEHMM MHpUHMMaeT MuHsapaB Poccuy Ha OCHOBE MpemJIOKeHUit
MEeIULVHCKMX  IpOoQeCcCMOHATbHbIX  HEKOMMepUeckux  opraHmsauuii. CoopmMupoBaHHbIE
MpeaJIoKeHUsI OO/DKHBl  YYUTBIBATH PE3YAbTaTbl KOMIUIEKCHOM OLIEHKM JIeKapCTBEHHBIX
TIperiapaToB, MEIULIVTHCKMX U3EJINIA, a TAKXKE Pe3y/IbTaThl KIMHUYECKOI aripobanmn.



ITpunoxenue A3. CBI3aHHbIE JOKYMEHTbI

Her

IIpunokenue A3.1. 3HaueHue MmapKkepoB Bupyca renatura B mpu XJIJI

Knetku XJIJI MOTYT GBITh JOIIOJIHUTENbHBIM pe3epByapoM [isi BUpyca rematuta B. JlaTeHTHas
nHbeKuMs, BbI3BaHHass HBV, BoisiBasieTcs y mamymeHToB ¢ XJIJI yamie. 3HaueHre MmapkepoB HBV-
MHGEKINN U IIpearoaaraeMble IeiiCTBUS IIpeICcTaBIeHbl B Ta0I. 3.1.

Ta6auia A3.1. 3HaueHne MapKepoB BUPYCHOrO rermnaTura B

PacwudpoBka HBs- AHTH-HBC AHTH- AHK OeicTBus
Ag HBs HBV
He koHTakTuposan c HBV - - - - [MpoBecTn BakUMHaLMIO.
MpoTuBONOKasaHuin

K aHTn-CD20 HeT

BakuuHauus nposeaeHa - - + - MpoTnBONoOKasaHuin
K aHTn-CD20 HeT

PekoHBanecLeHT - + + - MpoTnBoMNoOKasaHui
K aHTn-CD20 HeT

B0O3MOXHOE JlaTEHTHOE HOCUTENbCTBO - + - +/- KoHTtpone AHK HBV kaxable 2 mec. BO
HBV BpeMs Tepanun aHTM-CD20, HasHauyeHue
NpOTUBOBUPYCHOMN Tepanuu npu
nossneHnn HBsAg namn AHK HBV

HeakTnBHoe HocuTenbcTBo HBsAg + + - + HasHaueHue MPOTUBOBMPYCHbIX
npenapaTos BO BpeMs Tepanuu aHTu-
CD20+ + rog nocne OKOH4YaHus

XpoHuueckuii renatut B + * * + OTkasaTbcsi oT aHTM-CD20 unm npoTmeo-
BMpyCHas Tepanus A0 Tepanuu, BecCb
nepvoa nevewnss + 1 roa nocne
OKOHYaHus*

* Ilpu HeobxomuMoCTU Ha3HaueHUs aHTU-CD20 MokasaH MOCTOSHHbBIN TTpuemM 3HTeKkaBupa™* 0,5
MT/CyT. DHTeKaBMUp** Ha3HAUaIOT Ha BeCh IMEePUOJ JieueHUs/TIOAAepsKMBalolleil Tepanuu U He
MeHee 1 rogma mociae 3aBeplieHMs] MMMYHOCYIIPECCMBHOM Tepanuyu TIpU HeOLHOKPATHBIX
OTpHUIIATENIbHBIX pe3ysbTraTax TecTMpoBanmsi Ha JHK Bupyca renatura B B kpoBu. OntumanbHast
MPOO/DKATEbHOCTb Teparyy SHTeKaBMPOM™* Mocie 3aBepIIeHus] Tepanuy pUTyKcuMabom™* He
ompepneneHa. Eciy manyenty ¢ XJUT ciernbnueckast Teparusi He oKasaHa, B TPOMMIaKTIeCKOM
HazHAueHMM OJHTeKaBuMpa™* HeT HeobxomumocTu. JIaMUBYOMH He [OJKEH IPUMEHSIThCS Y
nanyeHToB ¢ XJIJI, MOCKONIBbKY Deub BCErga MOET O IAUTENbHOM IIpueMe MPOTUBOBUPYCHBIX
npenapaTtoB. K KoHIy 2-TO rofa ImpyueMa JIaMMUBYAVHA K 9TOMY IIpernaparTy ycToitunBo 6oee 40 %
mramMMoB HBV, k koH1y 4-r0 roma npuema — 70 % mrammoB HBV. [1pu pasBuTum yCTOMUMBOCTU K
SHTEKaBUPY*™* MMOKa3aH repexoy Ha TeHOGhOBUP™ ™.

IIpunokenue A3.2. [Iokazanus K Hauaxy JedyeHuss XJIJI/JIMJI

Tepanwus XJIJI/JIMJI gomKHA HAUMHATBCS TIPU HATMYNY KaK MMHUMYM 1 U3 C1eQyoinX oKka3aHuin
o kpurepusam IWCLL 2018 [12]:

1. Cragusa C o J.L. Binet.
2. OguH nnm 6oree CMMITTOMOB MHTOKCUKALIMN:

e moreps >10 % maccsl Tena 3a 6 Mec. (eC/M MalMEeHT He IPUHMMAaJ Mepbl 1JI15 TOXyOaHuUs);
e nabocts (0611ee cocrosiiye 1o ECOG >2, HeTpymoCIiocO6HOCTD);

e cyOdQebpubHas IMX0paaKa B TeueHue >2 Hefl. 6e3 Mpu3HaKoB MHQPEeKIN;

e HOUHbIE TOThI, COXpaHsoIIyecs 6oiee 1 Mec., 6e3 MPMU3HAKOB MHDEKIMA.

3. Hapacraromiast aHeMust U/Wix TPOMOOLIIUTOIIEHNS, 06yCJIOBIeHHAass MHWIbTpalMeii KOCTHOTO
Mo3ra.

4. AyTouMMYyHHast aHeMMSI /WY TPOMOOIUTOTIEHYSI, Pe3VCTEHTHAS K IIPeAHU30JIOHY.

5. Bosbline pa3mepsl cefie3eHKM (>6 CM HIsKe peOGepHOli Iyru), SBHOe YBeJIMYeHe opraHa.

6. MaccuBHag (210 cM B MakCMMAaJIbHOM JIaMeTpe) M/ HapacTaroiias uMdaaeHOmaTusI.

7. Bpems yaBoeHust uncia 1MM@GOoInTOB MeHee 6 Mec.



8. OKCTpaHOmaabHOE TMOpakeHMe, CUMIITOMHOE WIM BIMSAOUlee Ha (YHKIMIO ITOPaskKeHHOIO
oprasa.

IIpunoskenue A3.3. Pexxumsl iekapcTBeHHOTrO jJeyeHuss XJ1JI

Monomepanus

MoHoTepanus XJI0paMoeyImIoM** — KypcoBoii popmar

o Xnopambyuun** — 10 mr/m? BHYTpb B 1-7-i1 AHN.

JleueHne BO30OHOBIISIETCS Ha 29-11 IeHb.

MoHoTepanus XJI0paMOyIMIOM** — MOCTOSTHHBI (hopmaTt

e Xnpopam6ymmn** — 0,07-0,20 Mr/Kr BHYTPb €XKeTHEBHO B TeueHue 2-4 He[l. ¢ MOCIeAYIOINM
IIOA00POM [IO3BI.

MouoTepanus #6eH1aMmyCTUHOM**
e #BenmamycTuH** - 90 Mr/m? B/B B 1-i1, 2-it AHM.
JleueHne BO306HOBIISIETCS Ha 29-11 IeHb.
MoHoTepanust MOpyTMHUGOM**

sk

e U6pyTuHU6** — 420 mr/cyt (3 Kamcyiabl) BHYTpb 1 pa3 B JeHb A0 IPOTPEeCCUPOBAHUS WU

Pa3BUTHUA HeHepeHOCMMOVI TOKCMYHOCTU.
MOHOTepaHI/IH BEHETOKJJIAKCOM

e Benertoxkmakc - 20 mr/cyt (Hen. 1), 50 mr/cyt (aen. 2), 100 mr/cyT (Hen. 3), 200 mr/cyT (Heq. 4),
400 wmr/cyT (Hem. 5 m pganee), OO TIPOTPECCUPOBAHMS WIM Pa3BUTUS HeIEePeHOCUMO
TOKCUYHOCTH.

Honuxumuomepanus
FCR BHYTpUBeHHBbI

e Putykcuma6™* — 1 uuxi: 375 mr/m2 B/B Kall., IeHb 1, roctenyroomye ukiabi: 500 Mr/m2 B/B Kall.
nnm 1600 mr 11/K, neHb 1.

o #@Omymapabua™* — 25 Mmr/M2 B/B Karm., mHu 1-3.

o #llukmodochamug™* — 250 Mr/m2 B/B Karm., iHu 1-3.

JleueHye BO30OHOBIISIETCS Ha 29-11 IeHb.
FCR niepopasnbHbIit

e Purykcumab** — 1 umki: 375 Mr/m? B/B Karll., IeHb 1, mocmenyomnye mukib: 500 Mmr/mM2 B/B Kall.
wmn 1600 mr /K, neHs 1.

o #Onymapabun** — 40 Mr/mM2 BHYTpb, JHU 1-3.

o #lluxnodpocdamma** — 250 Mmr/m% BHYTpb, JHU 1-3.

JledeHye BO30OHOBIISIETCS Ha 29-71 leHb.
FCR-Lite

e Putykcmma6** — 1 nuki: 375 Mr/m? B/B KaIl., IeHb 1, mociemyomye nukibt: 500 mr/m? B/B Kall.
wu 1600 mr /k, guu 1, 5.

o #dmymapabun®* — 20 Mr/mM> BHYTpb, JHYU 1-3.

o #lluxnodbochamua** — 150 mr/m% BHYTpb, AHU 1-3.

JledeHye BO30OHOBIISIETCS HA 29-71 JeHb.

RB



e Putykcuma6** — 1 umki: 375 Mr/m? B/B KaIl., IieHb 1, mociemyomye ukibt: 500 Mr/m? B/B Kall.
wnu 1600 mr /K, neHsb 1.
e #BenmamycTuH** — 90 mr/m2 B/B Karl., gHu 1, 2.

JleueHne BO30OHOBIISIETCS Ha 29-7i IeHb.
Chl-R

e Putykcmma6** — 1 umki: 375 Mr/m? B/B KaIl., IeHb 1, mocremyome ukist: 500 mMr/m? B/B Kall.
nnu 1600 mr /K, nexsb 1.
o Xnopam6byrun** — 10 mr/m? BHYTpb, fHM 1-7.

JleueHne BO30OHOBIISIETCS Ha 29-11 IeHb.
Chl-G

e O6uHyTY3yMab6** — 1000 mr B/B, meHb 1 (100 mr B TeueHue 4 vacon), 2 (900 mr), 8, 15 (umxkin 1),
IeHb 1 (UMKIBbI 2-6).
e XyopamOytmn** — 0,5 Mr/Kr BHYTpb, IHM 1, 15.

JleueHne BO30OHOBIISIETCS Ha 29-11 e Hb.
R-HDMP

o #PuryrcuMa6** — 375 mr/m? B/B Kar., guu 1, 8, 15, 22.
e MeTuImnpegHu3onoH™* — 1 /M2 B/B Kar., iHu 1-3.

JleueHne BO30OHOBIISIETCS Ha 29-11 IeHb.
[IpoBom4aT 3 Kypca.
R-CD

e Purykcumab** — 1 umki: 375 Mmr/m2 B/B Karll., IeHb 1, mocmenyomurme mukib: 500 Mmr/m2 B/B Karl.
wn 1600 mr /K, neHs 1.

e I[uxmnodochammun™* - 750 Mr/mM> B/B Karll., IeHb 1.

e JlekcameTa3oH** — 12 Mr B/B Wiu BHYTPb, AHU 1-7.

JledeH1e BO30OHOBIISIETCS Ha 29-71 JeHb.
U6pyTMHUG** + puTyRCMMaG6**
o M6pyTHMHNG** — 420 Mr/cyT (3 Karcy/abl) BHYTPh 1 pa3 B IeHb, eXKeTHEBHO.

e #Putykcumab** — 50 mr/m2 B/B Karl., geHb 1 nuxiaa 2; 375 mr/m% B/B Karl., feHp 2 1ukia 2; 500
Mr/M2 B/B Karl. w1600 mr /K, JeHb 1 IUKIoB 3-7.

JleueHne BO30OHOBIIsIETCS Ha 29-71 eHb, BCero 7 IMKIIOB.
HopyTuamno** + BR

o W6pyTuHNU6** — 420 mr/cyT (3 Karcysibl) BHYTpb 1 pa3 B IeHb €XXKeJJHEBHO B TEUEHE BCEro Kypca
u panmee (Tocjae 3aBepuieHMss UMKIOB BR) — 10 MporpeccMpoBaHMsl WM PasBUTUS
HenpueMIeMOi TOKCUYHOCTM.

e #BenmamycTuH** — 90 Mmr/m2 B/B Kar., 1HM 2-3 uukia 1; guu 1, 2 nuKiIoB 2-6.
e Purykcuma6™* — 375 Mmr/m2 B/B Karl., geHs 1 nukia 1; 500 mr/m2 B/B Katl. win 1600 mr /K, IeHb
1 HuKIIOB 2-6.

JleueHye BO30OHOBIIsIETCS Ha 29-71 IeHb., BCEro 6 IMKIOB.
BeHeToK/IaKC + pUTYKCUMAaAG**

¢ Benetoxnakc — 20 mr/cyT (Hen. 1), 50 mr/cyT (uen. 2), 100 mr/cyT (Hen. 3), 200 mr/cyT (Hen. 4),
400 mr/cyT (Hem. 5 v Jajnee), IpueM B TeueHue 24 Mec. HauMHas ¢ 1-T0 JHS 1-TO IMKIIa JIeYeHUs
PUTYKCUMaBOM™**,

e Purtykcuma6** — 375 Mr/mM% B/B Kall yepe3 1 Hepd. IMocie OOCTVMKEHMS HO03bI BEHETOK/IaKCa
400 mr/cyT, manee — 500 mr/M2 B/B KatL. min 1600 MT /K eskeMecCsIuYHO, BCero 6 BBeeHI.



BeHeTok1akc + 0OMHYTYy3ymao™**

e O6uHyTYy3ymMa6™* — 100 mr, genb 1 nukia 1; 900 mr mensb 2 mukia 1; 1000 mr genp 8 nmkia 1;
1000 mr gens 15 nukia 1; 1000 mr messb 1 nukia 2; 1000 Mr geHb 1 HUKIOB 3—6.

e #BeHeTroknakc — 20 mr/cyT, mau 22-28 nukia 1; 50 mr/cyt guu 1-7 nukia 2; 100 mr/cyT nam 8—
14 nuxna 2; 200 mr/cyt gau 15-21 nukna 2; 400 mr/cyt gun 22-28 nukia 2, ganee 400 Mr/cyT B
TeyeHue 12 mec.



HpI/IJIO)KEHI/Ie b. AJII‘OpI/ITMI)I BeadeHUs ITallMeHTa

ITIpunoskenue B1. AnropuT™M BbIGOpa MePBO¥ JIMHUY TEPATUU MALUEHTA C
XJJ1/JIMJT

* MoOHOTeparusi BEHETOK/IAKCOM IOKa3aHa TAalMeHTaM, KOTOPbIM He MOKeT ObITh Ha3HAUeH
UOPYTUHMO.

NoareepmasmHmR anaread XANAMA

Hanssste NOKaIaHni ¥ NessHu
mo puTepsAm WCLL 2018

BhosMgarens+oe
HatmOgenne

ONOAOM NBLIASHT
G83 IHAB0R
KORODORIHOCTH

KaHAnaT WA annoTHCK

®

T —— WGy THHKG FECR KnopamByumn + obuHyTYyMab
4 = BaHeTarnane® +/- BR BEHAAMYETHH +/- pUTyHCHMAE
afumymyaymalb MEpYTMHWE +/- puTymcimat MBpyTiHmG +/- puryrcimat
Bewerornans +/- oBuryTyaymab FCR:-Lite

XASPAMEYUMA +[- pUTYHCUMAE
MenoTepanin antr-CO20 anTurenamn

focrmre
LOCTHIHYT OTBET HEpyTHHHG B manesx go3ax

s Her Benetornarc® +f- obunyTyaymat
Anno-TICK npe Tepanas ETOpod
BOIMQHOC T Nt

IMpunokenue B2. Anropurm Bei6opa Tepanuu peuyuansa XJ1J1/JIMJI

MogreepxaexH=A peurane XNMINMIN € NOKE3SHAAMK K HAYENY NEYEHHA

Peunane Ha nipyTrHnbe

BoiCokui pucs
- peneuA 17p / myTaums TP53
- peuMaMe < 24 mec. nocne
HMMYyHOXHMAOTEpaNHA

MaoHOTEPANKA BEHETORNAKCOM
Benetornake +/- oBuHyTyaymab

- MGpyTUHUG +/- BR = MoeTop MXT 1 niHmm
- BexHeTosnaxc * puTyrcumad = BeHAAMYCTHH + pUTYKCHMald
- FCR-Lite

WlpyTimnd +/- UXT
BexeTornakc = puTyrcumal

B chyuae QoCTiEHIA
PEMUCCHM DACCMOTDPETD
BOIMONHOCTS NPOSEJEHUA
anneTrcK

AJropuTM BBIOOpA MEePBOJ IMHUM Tepanuy namymeHTa ¢ XJIJI/JIMJI



MonTBepxaeHHbI
‘avarHoa XJ/nmn

Hannuve nokasanmit
NEYeHio

e e

[Deneuuns 17p/mytaumnsa TP53

Kanaupar Ha annoTrCK

m e
BeHeToknakc

Anno-TrCK nj
msummocrﬂ“ Tepanus BTOpOi NUHNK

AsropuTtm BbIGOpa Tepanuu peuuausa XJIJI/JIMJT

Monopoit nauveHt
6€3 3Ha4Mmoit
Komop6uaHocTh

XnopamByuun+oGHuTY3ymat

BeHaamyCTUH+/- puTykcumat

WNBpyTUHUG+/- pUTYKCUMat
FCR-Lite

Mab

D20

Xnopam6yuun:
MoHoTepanus aHTu- Cl
aHTUTenamm

WN6pyTMHNG B Manbix 4o3ax




Mop WEHHHW
peuvave XITIMI ¢

Peuuavs Ha n6pyTuHUGE

Bhbicoknit puck:
nAeneuuns 17p/myTtaums TP53
peunavs <24 mec. nocne
VIMMYHOXVIMVOTEpaNH

VIXT 1
VIBpyTuHMG +-BR e T
(ETOKNAKCHPUTYKCHMAG VIGpyTuHG+-MXT

BeHeTonakc+pUTyKeH!

Beke

B cny4ae ocTuxeHus
PeMMCCHN paccMoTpeTh
BO3MOXHOCTb
nposeaeHus annoTrCK




IIpunoxenue B. UHGopmanius ajis1 IaMeHTOB

Xpounueckuit aumbounTapHsiii  jeiiko3 (XJIJI) mpencTaBisieT €000 OHKOJIOTMYECKoe
3aboeBaHMe, TTOPaKaKIee KIETKY KPOBM M KOCTHOTO Mo3ra. ITpyu xpoHudeckoM XJIJI KOCTHBI
MO3T BbIPAOATHIBAET MATONOTUYECKM V3MEHEHHbIe, He CIOCOOHBbIE BBITIOMHSITH CBOU (DyHKUINMMA
auMdounThl. OHM HAKAIUIMBAIOTCS B KPOBU U PA3JIMYHBIX OPTaHAX M BBITECHSIOT HOPMaJIbHbIE
KJIeTKU KpoBu. CJIIOBO «XPOHMUYECKUI» B HA3BAHUM YKa3bIBAET, YTO 3TO 3ab0JieBaHME MPOTEKAeT
IOOpPOKAYeCTBEHHO.

Jiumdomoit n3 manbix umMdonnTos (JIMJI) Ha3bIBaeTCsI 0c060€e MPOSIBIIEHN e XPOHMUecKoro XJIJI,
MIPY KOTOPOM MAaTOJOTMUYeckye JMMMOIMThI HAKATUIMBAKOTCS HE B KPOBY MJIM KOCTHOM MO3TE, a B
AuMGbaTUYECKIX y3Iax.

Emie 10 yret Hasan cumTtaaoch, yto XJIJI/JIMJI 3a60/1eBaloT B OCHOBHOM IIOKMJIbIe Tioay. OJHAKO 110
Mepe YIAYUIIeHUs IMAarHOCTUKM OKa3ajaoCh, UTO 3TO 3a00jeBaHMe MOXKET BO3SHMKATD M Y MOJIOMIBIX
mopeii (40-50 jeT), mpuyeM B 3TOM BO3PacTe OHO IIPOTEKaeT MeHee 6IaronpusiTHO.

Bpau wMmoxer 3amomosputh XJUI/JIMJI, onupasice Ha Bamm  Kajno6bl M OOHApYKUB
COOTBETCTBYIOIME CUMMIITOMBI TIPM OCMOTpe. B 3TOM ciyyae OymeT HEOOXOAMMO TMPOATH DS
o6cienoBaHmMif, BKIIOUast aHaIM3 KPOBU M KOCTHOTO Mo3ra. ITpu XJIJT caMblii BaykKHbIIi aHAIU3 — 9TO
aHaIM3 KPOBMU, 63 HEero JMarHo3 He CTaBUTCS. B aHamM3e KpOBU BbISBISIETCS YBeIMYEHME YUCia
aumdounToB. [InarHo3 00s3aTeTbHO TOATBEPKIAETCS CHeNMaTbHbBIM MCCIeJOBAHUEM —
MMMYHO(DEHOTUTTMPOBAHYEM TUMQPOUNTOB. MOTYT MOHALOOUTHCS U APYTYEe YTOUHSIOMIVE JUAarHO3
uccnenopanusg. [Ipu  JIMJI  [uarHo3 CTaBUTCS TIO  pe3ylabTaTaM T[UCTOJIOTUYECKOTO U
MMMYHOTMCTOXMMMUYECKOTO UCCIeIOBAHMS TIOPAXKEeHHOTO JIMMQPATUUECKOTO Y3/1a.

K coxkanennto, Ha ceromusiiiauii aeHb XJIJI/JIMJI Heusneurm. OnHAKO y HEKOTOPBIX MalMeHTOB
Heo6XOoOMMOCTD B JIeueHMM He BO3HMKaeT HuKorga — XJIJI/JIMJI MosKeT ocTaBaThCsl B CTAOMIBHOM
COCTOSIHUM B TeueHMe MHOTUX JIET U laKe JeCSTUIeTHii. Bblio mpoBeleHO MHOTO MCC/IeIOBaHNiA, B
KOTOPBIX CPaBHMBAIOCh BbIKMIATE/bHOE HAOMIOMEeHMEe ¥ paHHee Hauyajao Tepanuy (cpasy Iocie
yCTaHOBJIeHUS Auardosa). OKasasaoch, YTO JiedeHMe Ha PaHHUMX 3TallaX HMKAKOro MpeuMyliecTBa
He [laeT, HO BbI3bIBaeT TOKcuueckue 3ddekTsl. I[losTomMy TakTuka BemeHus XJUI/JIMIT
BBICTPAMBAETCS C YIETOM TEUEHMSI 3TON 60JIe3HY — JieueHue MPUMEHSIOT 110 Mepe Heo6X0AMMOCTH,
TTOCKOJIbKY OHO CaMo I0 ce6e He6Ge30ITacHO, M TAKTHKA BbDKUIATETbHOTO HAOGTIONEHUS OCTaeTCst
CTaHOapTOM OJid MHOTUX IMallM€HTOB.

Ecum uMeloTcsl 4eTKue TMPU3HAKM IIPOTPeCcCHMpOBaHMs 3abojeBaHMSI — YCTOMUMBBIA POCT
AUMQOLNTO3a, yBeIMUYeHKe JUMEGAaTUUEeCKUX VY3JI0B, CeJe3eHKM, TIOSBJIIEHUEe aHeMUM U
TPOMOOIMTOIIEHUM, BPay ITPEIJIOKUT OTIPeIeIeHHbII KypC JIeUueHMsI.

Bbi6upast ieueHne, JOKTOP YUUTHIBAET:

. cocTostHUE 60e3HM (KIMHUYECKYI0 KapTUHY U IIPOTHOCTUYECKYe (PakTophI);
. COCTOSTHME TIallMeHTa (BO3PAcCT, COMMYyTCTBYIONIME 3a00IeBaHNs);
. Kakoe JieyeHye [IPOBOJMIIOCH paHbllle U KOrfa HaCTyIIWI PeLuIuB.

B pesynbraTe y GOMBIIMHCTBA MAIVMEHTOB 3aboneBaHue ymaercs 3()@eKTUBHO KOHTPOIMPOBATH
COBPEMEHHBIMH JIEKAPCTBAMMU.



IIpnnokenmne I.

IIpunoskenune I'l. llIkasa oneHKu oo61ero cocrostuus nmamnueHra ECOG

Knuunueckast olleHKa o00OIIero cocrosHusl mnamuedTa ¢ XJUI/JIMJI MpoBOAUTCS TIO IIKaJe,
pa3paboTraHHOi BocTouHOI 06beaMHEeHHO! OHKomornueckoil rpymmoii (Eastern Cooperative
Oncology Group) [65].

OpurnnanpHoe Ha3BaHMe: The ECOG Scale of Performance Status

Wcrounnk: Oken M.M. et al. Toxicity and response criteria of the Eastern Cooperative Oncology
Group // Am. J. Clin. Oncol. 1982. Vol. 5, N2 6. P. 649-65 [65]

Tur: mkana oLeHKN
HasHaueHye: KIMHMUYECKasl OLleHKa 00OIero COCTOSIHMS MaleHTa

Conep>kaHye M MHTePIIpeTAIUS:

Cratyc (6annbi) OnucaHue o6LLEero cocTosHUs NauueHTa
o MauneHT NONHOCTbIO aKTUBEH, CNOCO6€EH BbINOJIHATL BCE, KakK U A0 3aboneBaHus
1 I'Ial.meu'r Hecrnoco6eH BbINOJIHATb TAXKEeNny, HO MOXKeT BbIMOJ/IHATb JIErKyr0 Uin cuaadyro paGOTy

(Hanpumep, Nerkyi AOMaLIHIO WX KaHUEeNspcKyo pa6oTy)

2 MauneHT neuntca ambynaTopHo, cnoco6eH K caMOO6C/Ny>KMBaHUIO, HO HE MOXKET BbIMOJIHATL
pa6orty. Bonee 50% BpeMeHM NPOBOAUT aKTUBHO — B BEPTUKAJIbHOM MOJIOXKEHWUU.

3 MaumeHT cnocobeH nuuWb K oOrp OMY Ci 6cny>kMBaHuilo, NMpoBOAUT B Kpecne wau
nocrenu 6onee 50% Bp 60ApCTBC

4 WHBanua, coBeplieHHO He cnocobeH K caMoo6CnyKMBaHUIO, NPUKOBaH K Kpecsly uaun nocrenum

5 CmepTb

IIpunoskenne I'2. llikana oneHkn Komopouaaoctu CIRS

KnuHuueckast oIleHKa KOMOpOMIHOCTM manyeHta ¢ XJUI/JIMJI MOXKeT IIPOBOOUTHCS IO
KyMyssiioHHOIA 111Kaie KOMOPOUAHOCTH [66].

OpurnHanpHOe Ha3BaHMe: Cumulative Illness Rating Scale

Wcrounmk: Linn, B. et al. Cumulative Illness Rating Scale. Journal of the American Geriatrics
Society [66].

Twumn: mkana oueHKu

Ha3zHaueHne: KIMHNYECKAS OlleHKa KOMOPOUIHOCTI

CoAaepxaHue v HTepnperaums: Bannbl

0 1 2 3 4

BonesHu cepaua

BonesHn cocyaos (KPOBEHOCHbLIX U TMM(aTUYECKNX)

BonesHn KpoBK (KOCTHOrO MO3ra, CeneseHkn u nepudepuyeckoin Kposu

BonesHu opraHoB AblXaTeNlbHOW cucTeMbl (Tpaxen, 6POHX0B U Nerkux)

BonesHn opraHoB 4yBCTB (rnas, Hoca, yLen, rMOTKU U ropTaHu)

BonesHu OpraHoB BEPXHUX OTAENOB I'IVILLLeBapl/ITe}'IbHOVI CUCTEMBbI (I'IMLLleBO,CLa, xenyanka,
[IBEHa/ILATUNEPCTHOM KWLIKM, MOAXENYA04HON xenesbl (He Bkawoyas C) u xenyHoro
ny3bipsi)

BonesHn opraHoB HWXHWX OTAENIOB MULLEBapUTENbHOW CUCTEMbl (TOHKOrO W TONCTOro
KULIEeYHMKa)

BonesHn nevexn

BonesHu novek

BonesHW OpraHoB MOYErosoBOM  CUCTEMbl  (MOYETOYHWKOB, MOYEBOro  My3bips,



MOYencrnyckaTenbHoro KaHana, npeacraTesibHON Xenesbl U NOoS0BbIX OPraHoB)

BonesHun opraHos OHODHO'ABMraTeﬂbHOﬁ CUCTEMDbI (MbILLILL, CyCTaBoOB, KOCTeVI) M KOXHbIX
MOKpOBOB

BonesHy opraHoB LEHTpasfbHOW W nepudepuyeckorr HepBHON cUCTeMbl (rONOBHOMO
MO3ra, CMWHHOro Mo3ra U HepBoB)

BonesHn opraHoB 3HAOKPWHHOW CUCTEMbI W HapylleHust MeTabonusma (BkIovast
caxapHblii agnaber)

Mecmxuyeckne HapyweHns

CyMma 6annos

OI11eHKa OPraHoB U CUCTEM:

0 6a/710B: OTCYTCTBME 3a60/IeBaHNI B 3TOI CUCTEME OPTAHOB MY HAJMUMeE TIATOIOTUY, KOTOpast He

MeliaeT HOpM&J’[bHOffI JKU3HeOesITeIbHOCTU, He BJIMSIET Ha IIPOTHO3 U He Tpe6yeT JieueHums.

1 6asit: IETKYe OTKIIOHEHMST OT HOPMBI MUJIY TIepeHeCceHHbIe B IIPOIILJIOM 3a00/IeBaHNs.

2 6asna: 38.60J'IeBaH]/Ie, IIpM KOTOPpOM HeOﬁXOJlI/IMO Ha3HaueHue MeJUKaMeHTO3HO Teparinn.

3 6asuta: 3abosieBaHMe, CTaBIIee MPUUMHON MHBAIMIHOCTH.

4 6aa: JKM3HeYTpOoKarliee 38.60J'IeBaHI/Ie, Tpe6y10Luee npoBeaeHms HEeOTJIOKHO Teparmnn.



