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KiaioueBsbie CJioBa

e XpoHuveckuit 1MM@oInTapHbIii J1eiiK03
e JIumdoma 13 MaJbIX TMMQPOLUTOB

e VIMMyHOXMMMOTEpAIms

e TapreTHas Tepanus

e Tepanwug 1-it iMHUU

e Tepanus 2-it TMHUU



CIIMCoOK CoKpalleHun

AJIT - amaHuHaMMHOTpaHcdepasa

ACT - acnapratramuHoTpaHcdepasa

AUTB - akTUBMpPOBAaHHOE YaCTMUYHOE TPOMOOIIJIACTMHOBOE BpeMms
BBII — BEIKMBAEMOCTD 6€3 IIPOrpeccrupoBaHMS

IO — noBepuUTeNbHbII MHTEPBAJI

KT — xommnbioTepHast Tomorpadus

JIMJI — numdoma 13 MaibiX IMMEOOIIUTOB

MBKJI — MOHOK/IOHa/IbHBIN B-K/I€TOUHBIN TMM@OLMTO3
MHO - mexayHapogHOe HOpMaln30BaHHOE OTHOIIIEHNE
MOB - MmuHMMaJIbHast OCTaTOuHasi 60e3Hb

MIIN — MexxayHapOAHBIN ITPOrHOCTUYECKUI MHEKC

OB - 061125 BbIKMBA€MOCTb

OP — oTHOIIEHVEe PUCKOB

V3U - ynbTpa3ByKoOBOe UCCIe0BaHMe

XJIJT —xpoHMYecKuit TMMQPOLIMTAPHBbIi1 JIEIIKO3

Chl-G - peXXum MMMYHOX/MMOTEepaInu, BKJTIOUAIOIIVIA
00MHYTY3yMab6™** 1 xmopaMOyIIMI** (cXeMbl PEXXMMOB JIEUEHUSI CM. B
IpuIoKkeHun A3.3)

Chl-R - pexXUM MMMYHOXMMMOTEpPannum, BKJTIOUAIOIITA

PUTYKCUMA0™™ 1 XjmopaMOyLuI™* (cxeMbl PeKMMOB JIeUEHMSI CM. B
MpuaoKeHuun A3.3)

CTC - ob1ye KpuTepum TOKCUIHOCTU

FCR - pexXuM MMMYHOXMMMOTepaImy, BKIOYAIOIINUI PUTYKCUMaO™™,
bnynapabun™* u nuxnodochamua™* (CxeMbl PeKMMOB JIeYeHMS CM. B
MIpUIoKeHuun A3.3)



FCR-Lite - pexumM MMMYHOXMMMOTepanuy,  BKIIOUAIOIINIA
pUTyKCcUMao™*, baymapabun™* u mukinopochaMua™* ¢ pemykimeit o3
LMTOCTATUYECKMX IIpernapaToB (CXeMbl PEXMMOB JIeYeHUS CM. B
npuioxkeHuun A3.3)

FISH - dnyopeciieHTHast rtMbpuam3aalus in situ
IGHV - BapuabebHble YUaCTKM TSIKEJbIX 1eTeii MMMYHOITIOOYIMHOB

IWCLL - MexnyHapogHas pabouass TpyIma II0 M3yYeHUIO
XPOHMYECKOTO JIMM@OIMTapPHOro Jieiiko3a

RB - pexkXum MMMYHOXMMMOTepAIy, BKIIOYAIOIIMII pUTYKCUMa0™™ 1
6eHIaMyCTUH (CXeMbI PESKMMOB JIeUeHUS CM. B TIpUJIOKeHUM A3.3)

R-CD - pEKUM VIMMYHOXMMMOTEPAIInu, BK/IIOY IO
puTykcumao™*, umkiaodbochamug** u  mexkcaMeTas’oH**  (CXeMbI
PEXXUMOB JIeueHUsI CM. B IIPUIOKeHUM A3.3)

R-FCM - pexXUM VMMYHOXMMMOTEPAIIUN, BKJ/IIOY QIO
pPUTYKCUMAO™™, baymapabuu**, uyknodochammg** "
MMUTOKCAHTPOH** (CXeMbl PEXKMMOB JIeUeHMSI CM. B IpUIOskeHUM A3.3)

R-HDMP - pexuM  MMMYHOXMMMOTEpANUM,  BKIIOYAIOLINUA
PUTYKCUMAO™™ ¥ MeTMIITPegHU300H** (CXeMbl PEXMMOB JIeUeHUSs
CM. B ITpUIOKeHuMn A3.3)



TepMMUHBI U oIIpeae/IeHUs

ECOG - oleHKa OOIIero COCTOSHMS IallMeHTa II0 IIIKaJle,
paspaboraHHoii  BOCTOUHOJ  OOBEOMHEHHO)  OHKOJIOIMUYeCKO
rpyroii (Eastern Cooperative Oncology Group) (cMm. ripunoxkenue I'l).

B-cumnTombl -  HecrneuuduueckMe CUMITOMBI  OIYXOJIeBOiA
MHTOKCUKALMM, BKIIOYAIOINIMe JMXOPaaKy (TeMIlepaTypy Teja BbIIIe
38°C) Oomee 2 Hen. moapsia, 6e3 MPM3HAKOB BOCHAJEHMSI, HOUHBIE
npodysHbie MOThI, oxynaHue Ha 10 % macchl Tena 3a IociaenHue 6
Mec.

JIumdoma 3 Mmaabix TMME@OIMUTOB — 3TO B-K/ieTouHas omyxojib 13
MajblXx B-muMdouuToB ¢ MMMYHO(PEHOTUIIOM XPOHUUECKOTO
AuMGOLIMTAPHOTO  JIeiiKO3a,  XapaKTepu3ylolasicsl  HaJIuuuem
auMmdageHonaTUM  U/UAKU  CIIJIGHOMeTaiMM C  comepskaHueM B-
auM@ouuToB B Hepudepuueckoit KpoBu <5 x 109/]1 oe3
MOPGhOIOrMUecKuX MPU3HAKOB IMOpakeHMsI KOCTHOTO MO3Ta.

Cunapom Puxrtepa - MosiBiieHMe KPYITHOKIETOYHOM JMMGOMBI Ha
dboHe XpoHNYeCcKOoTro JMM@OIIMTapHOro JeiKo3a.

XomKKMHCKas TpaHchopmanms — mosiBjaeHye aum@ombl XoIKKMHA
Ha ¢oHe XpOHMUeCcKoro JMMQOLMUTAPHOTO JieiiKo3a.

XpoHnuecKui IMM@OIUTAPHBIN JIEIIKO3 — 5TO OMYXO0Jb M3 MaJbIX
B-nm@o1LuTOoB, XapaKTepuU3yoIascs nponudepalenn "
HaKoIjleHeM abeppaHTHbBIX JTMMAOUIHBIX KJIETOK B KOCTHOM MO3Te,
KpOBM, AMMAOUIHBIX TKaHSIX; KpUTepMeM IIOCTAaHOBKM AMarHosa
SIBJIIETCSI OOHapy:KeHye abCoMIOTHOro B-kimeTouHoro mum@onuTosa B
KpoBU (>5 x 109/11 MOHOKJ/IOHA/IbHBIX B-mum@ounToB). XpoHUYeCKUIA
auMboLMTapHbIN Jeitko3 M jaumbomMa U3 MajablXx JUMAOOIIUTOB
MIPEICTAB/ISIIOT COOO0J pas/JMJHbIe ITPOSIBJEHMS OTHOTO M TOIO JKe
3a60/ieBaHMS.

Tpanchpopmanuss -  pasputue  auddys3Hoit  B-KiIeTouHOI
KPYITHOKJIETOYHOM JuMdombl man auMdbombl XOIKKMHA Ha (oHe
XPOHMYECKOTO JUM@OIUTAPHOTO JIeiiKo3a WiIu JUM@POMbI U3 MasbIX
AuMGOLIUTOB.



1. KpaTrkasa mHopmMmanus

1.1. OnpeneneHue 3a00/IeBaHMS UV COCTOSIHUS
(rpymnmnbl 3a00/IeBAHUI MJIM COCTOSTHUI)

XpoHuueckuii mumbonuTapHblit geiiko3 (XJIJT) u auMmdomMa 13 MalbixX
aumbonutoB (JIMJI) — 3TO0 B-KjleTOuHble OMyXOJM M3 MabIX B-
aumbouytoB. XJIJT u JIMJI 6100rMuecKy IpeacTaB/IsioT cO00i OIHY
HO30JIoTM4ecKyio popmy. OTIMumne MeXay HUMU COCTOUT B TOM, YTO
ripu XJIJI B KpoBU Hab/omaeTcsl 3HaUMTeNbHbIN auMdonnTos (>5000
MOHOKJ/IOHAJIbHBIX

B-numdounuTtoB), Torga Kak Iipu JIMJI BbIsBSIeTCS IIOpaskeHUe
nuMbaTUUeCKUX y3JI0B, cejie3eHKM, HO coflep>kaHue KJIOHAJTbHbIX B-
KJIEeTOK B KpoBu <5 x 109/n, OTCYTCTBYIOT Mopdoaornueckme
IIPU3HAKM ITOPaKeHUSI KOCTHOT'O MO3Ta.

1.2. 3THosorus U nNaToreHe3 3a060/IeBaHUS UK
COCTOSIHUS (TPYIIIbI 3a00/IeBaHUI VIV COCTOSTHMIT)

MornekynsipHblit matoreHe3 XJIJI — KOMIJIEKCHbIMA MHOTOCTYIIEHYAThIN
Mpo1iecc, KOTOPbIi MPUBOAUT K peIIMKalMKU KJIOHa B-mum@onunTos
[1-3]. TlouTM BO BCex Cay4yasx XpOHMUUECKOMY JUMQOIeiiKko3y
MpefiiecTByeT MOHOK/IOHa/IbHBIA  B-KjiIeTouHblii  IMMQOIUTO3
(MBKJI), KOTOpBIVi OOHApYKMBAETCSI BBICOKOTOUYHBIMM METOHAMMU
uMMyHodeHOTUIIMpoBauust y 5-15 % nuu crapme 40 jer, puUcK
passutugs MBKJI yBenmumBaercss ¢ Bospactom [4]. MBKII
VHULUUPYETCS] KOMIIJIEKCOM (haKTOPOB, KOTOPbIN BKIKOYAET MYyTalluu
psaga TeHOB, AHTUTEHHYIO CTUMYJISILIAIO, CUTHAJIBI OT
MMUKPOOKPYKeHMSI, SMuUreHeTMueckue moaudukanum M, HaKOHell,
LUTOreHeTHnYeCcKMe HapylleHus. B pesyibraTe IOSBISETCS KIOH
JIUMAOUUTOB ¢ peHOTUNOM KaeToK XJIJI. YuuTbiBas MHOTOKPaTHO
npeo6nagaomy uvactory MBKJI, k passutuio XJIJI 1npuBopsT
OOIOJHUTEe/IbHbIe TeHeTuyeckue HapyueHus B 1 u3 100 ciayyaes
MBKJI. Knetkn XJIJI CylieCTBEHHO BJMSIOT Ha MUKPOOKpPYKEHUE,
VHULIMUPYS TIOSIBJIEHME 0C000T0 MUKPOOKPYKEHMS U JTaske CIielam-
3MPOBAHHBIX KJIeTOK (nurse-like cells), KoTopbie oIpenensoT ux
KJIOHAJIbHYI0 OKCIIAHCUI0 ¥ JAlT BO3MOXHOCTb IIepeXXuBaThb
FeHOTOKCUYeCKMe CTpecchl. BpeMsi M xmmmoTepamnmus OPUBOOAT K



KJIOHAJIbHOJ 3BOIOLVM C HAKOIJIEHMEM TeHeTUUeCKUX HapyIIeHMWI,
KOTOpble nenaloT KiaeTku XJIJI Bce 6ojiee aBTOHOMHBIMM, OBICTPO
OeNSIIVMUCS ¥ pedpakKTOPHBIMU K Tepamuim.

Knerkn XJUI/JIMJI 3kcmpeccUMpyrOT B-KjieTOuHble aHTUTEHHbIE
peleniTOpbl C OrpaHUMYEHHBIM pelepTyapoM CIeluu@UUHOCTH.
[TocTossHHasl mepenadya CUrHaja 4yepe3 3TU pPeLeIlTOPbl U XapaKTep
9TOJ TMepemauu SBJSIOTCS K/IIOUeBbIM (AaKTOPOM, OIpeaesionium
KM3HECIIOCOOHOCTh KaeToK XJIJI U TakKe XapakTep pasBUTUSI ITOM
onyxonu. IIpenrnonaraeTrcsi, YTO CUTHA/IIbHBIMA IIyThb B-K/I€TOUHOrO
pelieriTopa He 3aBUCUT OT aAHTUTEHOB, HO OCYIIECTBJISIETCS
aBTOHOMHO, BO3MOXHO Npu B3amMopeicTBumu kietok XJIJI apyr c

npyrom [5,6].

1.3. dnuaeMmuoaorusa 3ad00jieBaHus MJIU COCTOSTHUS
(rpymnsbl 3a00/IeBaHUI WJIY COCTOSTHMIA)

XJIJI — camblii 4acTbI BUJ, JieilKO3a Y B3pOCIbIX. B eBporeinckux
cTpaHax 3abosieBaeMOCTb MM cocTaBiseT 5 ciaydaeB Ha 100 Thic.
yeJl0BeK B rojl. 3a60/ieBaeMOCTb YBEJIMUMBAETCS C BO3PACTOM. Y JINI]
crapiuie 70 jeT oHa cocrtapisieT 6onee 20 cryyaeB Ha 100 ThIC. YesioBeK
B ron. MenmaHa Bo3pacTa Ha MOMEHT YCTaHOBJIEHMSI AMarHosa B
eBporieickux crpaHax — 69 ner [7-10]. B Poccuiickoin ®epepannm
XJIJT BoisiBnisieTcs pexke: B 2017 r. 3abonmeBaemMocTb cocTaBmuia 2,95
cryyasds Ha 100 TeIC. yYesioBeK, MeAMaHa BO3pacTa Ha MOMEHT
YCTaHOBJIeHU AuarHosa — 68 et [11].

1.4. OcO6GeHHOCTY KOAMPOBAHMS 3a00/IeBaHUS WJIN
COCTOSIHUS (TPYIIIbI 3a00/IeBAaHUI MJIV COCTOSTHMIT)
1o MeXayHapoaHOM CTaTUCTUYECKOM
Kaaccuduranym 0o1e3Hen 1 pooseM, CBI3aHHBIX
CO 3/I0POBbEM

C91.1 — XpoHnueckuit 1MM@PoOLMTapHBIi1 JIEIIKO3

1.5. Knaccudurganmus 3a601eBaHMUs UIM COCTOSIHMS
(rpyIimsl 3a00/IeBaHUI VIV COCTOSTHMIA)

XJIJT moskeT kiaaccuduUMpoBaThCs MO craausam (cMm. pasgmen 1.5.1
CragupoBaHMe), a TaKke II0 rpymnmnaM pucka (cm. pasgen 1.5.2
OmnpepneneHue rpymi pucka) [12].



1.5.1. CragupoBanue

Craguio XJIJI. ycTaHaBAMBAIOT Ha OCHOBaHMM (U3UKAIBHOTO
MCCIeOBaHMS M aHa/iu3a KpoBu 1o Kputepusim J.L. Binet (Tabm. 1)
[12]. KommnbiotepHasi Tomorpadpus (KT), peHTreHOBCKOoe U
YIbLTPa3ByKoOBOe uccienoBanne (Y3UW) njisd yCTaHOBJIEHUSI CTaAUU He
Tpebyetrcsi. Crammusi KOHCTATUPyeTCSI Ha  TeKylMiA MOMEHT,
YKas3bIBAeTCSl B AMArHo3e U CIAY>KUT OPUEHTUPOM IIpU OmnpenesieHUun
TIOKa3aHU K Teparmu.

CragupoBanue JIMJI ocyiecTBIsieTcs 110 pe3y/ibTaTaM 00c/IeI0oBaHMSs
B COOTBETCTBUM C KpuUTepusimm Kiaaccupurkauum Ann Arbor (cm.
paszgein 7.1 paHHbIX peKoMeHzanum) [13].

Ta6muua 1. Cragum XpoHMUYECKOro JuM@OIMTAPHOro Jieifko3a
1o Binet

Crapun Xapaktepucruka MeanaHa Aonsna
BbDDKMBAeMOCTH, nauyMeHToB
mec. B pAeb6rorte,

%
A Femorno6buH >100 r/n, 9 >120 60
TpoMb6ouuTbl >100 x 10°/n,
nopaxeHo <3 nuMdaTmyeckmux obnacren*

B Femorno6buH >100 r/n, 9 61 30
TpomMbouuTbl >100 x 107/n,
nopaxeHo >3 nuMmdaTtndecknx obnacren*

C emorno6umH <100 r/n 32 10
wnmn 9
ypoBeHb TpoMbounTo <100 x 107/n

*JimmpaTtuueckue o006jacTM: IIeliHble JuMM@aTUyecKue  y3Jibl,
TOJMbIIIeUHbIe JuMpaTudeckue y3jbl (¢ 1 mam 2 CTOPOH), MaXOBble
nuMbaTHueckme y3ibl (¢ 1 Uau 2 CTOPOH), IleueHb, cejie3eHKa.

1.5.2. OnpeneneHue rpyin pucka

MexxnayHapooHblii IporHoctuyeckuim uHmgekc (MIIM) poa XTI
pa3paboTaH Ha OCHOBAHMM aHaIM3a BbDKMBAEMOCTH 3472 MalieHTOB,
BK/IIOUEHHBIX B 8 MCCIenoBaHUM, KOTOpbIe MpoBeneHbl B EBporie u
CILIA [14]. UHeKc yuuThIBaeT 5 mapaMeTpoOB:

1. Hanuuue del(17p) u/mnu mytanuit TP53,

2. MyTallMOHHBIVA ~ CTATyC TeHOB  BapuabenbHOTO  peruoHa
MMMyHOr/100y1MHOB (IGHV),

3. YpOBeHb B2-MUKPOIIO0OYIMHA,

4. cTaguio,

5. BO3pacT naieHTOoB.



KakgoMy u3 9TMX T[apaMeTpOB IMPMCBOeH 0ajj, OTpakalouuii
oTHoleHne puckoB (OP) mporpeccun muau cMmepT (Tabs. 2). MIIN s
XJUJI 1io3BoO/sieT paclipeneinTh MalMeHTOB 0 4 IpyIrmam: ¢ HU3KUM
puckom mporpeccupoBanusi (0—1 6asi), ¢ TPOMEXKYTOUHBIM PUCKOM
[IpOrpeccupoBaHUS (2-3 6aa), C BBICOK/M PUCKOM
nporpeccupoBanmust (4-6 Oa/VIOB) M C OUYEHb BBICOKMM PUCKOM
nporpeccupoBauus (7-10 6amioB). O6mias BberKMBaeMocTbh (OB) B
3TUX TPYyINIlax IpUBedeHa B pasnene 7.2 NaHHBIX peKOMeHIaIUIA.
lMmeloTcst maHHble 0 ToM, uTo MIIU mosBossieT cTpaTUdUIIMPOBATh
rnaiyeHToB B peuyause XJIJI.

Tao6nuua 2. Me>XxayHapOgHbIV MMPOrHOCTUYECKUIT MHIEKC

MNapameTtp OTpuuaTtenbHoe 3HaYeHue OTHOWeHue Bannbi
puckos

TP53 (17p) [Neneumns/myTtaumns 4,2 4
Cratyc IGHV bes myTaunn 2,6 2
YpoBeHb B2-MukpornobynunHa, mMr/n >3,5 2,0 2
Cragus B/C no Binet nnu I-1V no Rai 1,6 1
BospacTt >65 ner 1,7 1
Bo3MO>KHble 3HaYEeHMs WKaNnbl 0-10

1.6. Knuamnueckass KapTuHa 3a00/ieBaHUs UJIN
COCTOSTHMSA (TPYIIIBI 3200/1eBaHUI UJIM COCTOSTHUIN)

3aboneBaHue MOXeET MpPOTEeKaTb OeCCMMIITOMHO WM IIPOSIBISITHCS
numdbameHonaTmei, yBeIUMYeHMeM MMUHIAINH, CIUIEHOMeraiuei,

reraToMerajamnen " HecreupuyecKuMu CUMIITOMaMMU,
00yC/IOBJIEHHBIMM  aHemMueit  (YTOMJISIEMOCTb,  HeIOMOTaHMeE),
MMMYHOCYIIpeccuein (mpucoeguHeHVEM MHOEeKIVMOHHBIX
OCJIO)KHeHUM), MHTOKCUKaluen (B-cumriitomamMym - TemIiepaTypon

Tejjla >38°C Oojee 2 Hepd. Ioapsig 6e3 IIPU3HAKOB BOCIIAJIEHMS,
HOYHBIMM ITPOQY3HBIMM IIOTaMU, IToxyaaHmem Ha 10 % macchl Tesa 3a
rnocyieqHue 6 mec.).



2. IuarHocTuka

Kpumepuu ycmanoenenus ouazHo3a/cocmosiHus

JIna nocmanosexku duazvosa XJIJI mpebyromcs o6wuti aHaaus Kposu u
UMMYHO(peHomunuueckoe uccnedosaHue C UCNOIb308AHUEM
MHO20U8emHol npomMouHot yumomempuu, Komopoe
npednoumumeJibHee 8bINOJIHSIMb NO KPOBLU.

Juaenocmuueckue kpumepuu XJUUI (BO3, 2016) [15]:

MBKJI >5 000 8 1 MK21 Kpo8u;

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

® pecmpukuus Jezkux ueneti (kanna au6o asmoda);

>30 % numpoyumos 8 KOCMHOM M0O32€;

OduazHo3 XJIJI He ycmaHasuseaemcsi npu HAAUYUU YUMONeHuu uiu
CBS13AHHbIX C  3a00/e6aHUEM  CUMNMOMO8 Nnpu  KoJauuecmee
MOHOKJIOHAIbHBIX B-numpoyumos <5 000/mxk.

JluazHo3 ycmaHaeausarom npu evisieneHuu 6 kposu >5 000 B-
aumegoyumos 6 1 Mk nepugepuueckoli Kposu npu yciosuu, 4mo
aumegouumo3 coxpamvsemcs 6onee 3 wmec. KnonansHocmes B-
aum@poyumos  JdonxcHa  Obimb  noomeepuoeHa C  NOMOUbHO
UMMYHO(pEHOMUNUPOBAHUSL.

JIMJI duazHocmupyemcsi hpu Haauuuu JaumgadeHonamuu, u/uau
cnjieHomezaauu, Uu/ulu  YumoneHuu, 6bI36aHHOU  NopaxceHuem
KOCMH020 Mo032a, Nhpu yclosuu, umo abCONMHOEe  HUCIO
MOHOKJIOHAbHBIX B-numpoyumos 8 kposu He npesviuwiaem 5 000 6 1
MKA.  HMmMmyHo2ucmoxumuueckuli  ¢eHomun  onyxonesvlx  B-
aumegouumos coomeemcmeyem XJUI. [duazHo3 dosxiceH Obimb
noomeepxdeH buoncueti 1uMpamuueckozo y3jia, KOCMHO20 M032a Ulu
NOPAa3eHH020 OpP2aHda.

2.1. )KamoOsl M aHaAMHe3

e Bcem mnammeHTamM ¢ TmogospeHmeMm Ha XJIJI, a Takke BcCeM
namyeHTam ¢ BepuduimpoBaHHbIM XJIJI mpy Kakgom mpueme y
reMaTojora peKoOMeHAyeTcss cOop aHamMHe3a M JKajlob mpu
3a60/ieBaHMSIX OpPraHOB KPOBETBOPEHMSI M KPOBU [Jjis1 OLIeHKU



COCTOSIHMS TIallMeHTa, a TakKe JJis BbisiBieHUsT (aKTOPOB, KOTOPbIe
MOTYT OKa3aTb BJIMSHME Ha BbIOOp jeueOHOI TaKTMKM MalMeHTa
[12,16].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU J0KAa3aTeJlbCTB — 5).

KoMmmeHnTapum: npu cbope aHamHe3a HeoOX00UMO YMOUHUMD
Haiuuue 8  CceMeliHOM  aHamHe3e  3abose8aHuli  OpzaHos
KposemeaopeHus u Kposu. JKanobst Mozym omcymcmeosams, U mozoa
NPU3HAKU 3a00]1e8aHUS BbISBASIIOMC NPU CIYUATIHOM 00C1€008aAHUU.
Moxcem ObiMb 8bl51871€HO OeccumMnmomHoe ygeuyeHue
aumMpamuueckux y3noe 6ol Jaokanudayuu. Mozym npucymcm-
gosamo J00ble Hanobvl, CBSA3AHHbIE C B08JeUeHUEM OpP2aHO8 U
mxaHeli. ITpu cbope x#canob ocoboe BHUMAHUeE HeoOX00UMO Yoeaumso
8bls1871EHUIO Hecneyuguueckux  CUMNMOMO8 uHmMoKcukayuu
(memnepamypst mena >38°C 6onee 2 Hed. nodpsd 6e3 npusHaxkos
gocnajieHusl, HOUHvIX NPoy3Hvix nomos; noxyoarusi Ha 10 % maccol
meJa 3a nociedHue 6 mec.).

2.2. dDusukajJbHOe 00c/IenoBaHue

e Bcem mamyeHTaM ¢ nomo3penueM Ha XJUUI/JIMJI mnan BbISIBI€HHBIM
XJUI/JJIMJI nipy 1mepBMYHOM WM IIOBTOPHOM IIpuemMe, IIpuU
KOHTPOJIbHBIX 00C/IedOBAaHMSIX ¥ IIPU IIOJO3PEHMM Ha pPeuuauB/
nporpeccupoBaHue 3abojeBaHMSI PEKOMEHAYETCS BbIIIOTHEHNE
BU3YaJIbHOTO TepareBTUYECKOTO OCMOTpa, TeparneBTUYeCKOun
Majbnauuy ¥ TepareBTUYECKOM ayCKyJbTalUu [JiI YTOYHEHUS
pacopocTpaHeHHOCTH  3a0ojeBaHMSI UM OLIEHKM  COCTOSIHUS
IalyieHTa, B TOM 4Mcie OTOe/IbHbIX OpraHoB u cucrtem [12,16].

VpoBeHb YyOegUTENbHOCTM perkomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 5).

KomMmeHTapuit: npu ocmompe HeoO6xo0uMo oOueHums oobujee
cocmosiHue nauueHma no wkane ECOG (cm. npunoxcerue I'l), a
makxe ocmompems MUHOAIUHbL U NOJIOCMb pma; nanvnayusi JoNHcHa
8KJIIOUAMD 8 ce0s nanvnayuro ecex doCMYNHbIX 2pynn nepugepuueckux
JumMpamuueckux y3108, neueHu, cee3eHKU.

2.3. JJabopaTopHbIe TMAarHOCTUYECKME VCCTIeTOBaHMsI



2.3.1. JIaGopaTopHbIe UCCIEeIOBAHMUS JJISI OIIEHKM OONIEero
COCTOSHMS HNalVieHTa

e Bcem namnueHTam ¢ nomo3speHmneM Ha XJUI/JIMJI i BbISIBJIEHHBIM
XJUT/JIMJI ipu 1iepBUYHOM WJIM IIOBTOPHOM IMpueMe, IIpU OILleHKe
peMucCuM yepe3 2 MeC. MOCIe 3aBepllieHus Tepanuu, Ipu
KOHTPOJIbHBIX O00C/IeIOBaHMUSIX M IIPU TIOAO3PEeHUM Ha peluauB
3abo0/ieBaHMsI ~ pPEKOMEHAYeTCSA  BbIMOJHUTb  pa3BepHYThIN
KIVMHUYECKUI  aHaJiM3 KpPOBM C  OmpedejieHMeM  YPOBHS
reMorIo0uHa, KOJIM4YeCcTBa SPUTPOLIUTOB, TPOMOOIINTOB,
JIeMAKOLIMTOB, MOACYETOM JIEKOLUMTApPHOM (OpMYJIbI U KOAMYeCcTBa
PeTUKYJOLMTOB [JiS BepuduKaluMyM AMar{Hosa, YTOUHEHUS
aKTUBHOCTU 3a60/ieBaHMS, ornpeneneHus BO3MOXXHOCTU
IpoBedeHus Tepanuu u/uan (B Caydae paHee IIPOBeIeHHON
Teparuu) — pa3BUTUS HeXXeJlaTeIbHbIX SIBJIeHUi1 ieueHus [12,16].

VpoBeHb YyOeguTeNIbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5).

KoMMeHTapum: 8 okpauleHHblX npenapamax nepugepuueckoii Kposu
knemku XJIJI umerwom mopgonozuio manvix JuMpouyumos ¢ y3Kum
00600KOM YUMONIA3Mbl, NJIOMHBIM 10POM, 2/16I0UAMBIM XPOMAMUHOM,
0e3 omuemnaueozo sOpvluuka. Pewe ecmpeuaemcsi mopgonozus
aKMueuUpoBaHHuIX JauMpoyumos — ¢ 0osee WUPOKUM 0000KOM
uumonasmel CuHezo uyeema uau Kpaesoli 6azopuaueti. Cpedu
Jumegouumos oxkoa0 5 % mozym cocmasasime amunuuHsle Kaemku (c
pacuienieHHoIMu, ckaaduamsimu 0pamu), a Makxe npoaumM@oyumeol
— Oosee KpynHele KJIemKu C HepasHOMEPHO pachpedesieHHbIM
XpomMamuHom & sidpe, 1-2 HyKJIeonamu, 4mo He npomusopeuum
duazrozy X1 [na X/ xapakmepHo 8visie/ieHUe 8 Kposu
paspyuieHHsix Kiemok — menelii I'ymnpexma. Ilpu 8visénenuu 6osee 55
% npoaumpouumos 8 Kposu JuazHOCMupyrom npoaumM@oyumapHulii
JIeliKo3, gapuaim KOmopoz20 (B- unu T-xknemouHawlii)
yCmauasaueaemcs npu ummyHogpeHomunuposaruu [16].

e Bcem maumentam ¢ XJUI/JIMJI  nepen  mpoBemeHuem
TIPOTMUBOOITYXO0JIEBOJ Tepanuu [Jis OLeHKM OOIIero COCTOSHMUS,
omnpeneneHs HeOOXOOMMOCTY TPOBeIEeHMs COMYTCTBYIOIIEH UIu
COIPOBOAUTENLHON Tepanuu WM pegyKUuu [O03 IIpernapaToB
peKOMeHAyeTCs  BbINIOJIHEHMEe  (JIeAyIoUMUX  J1abopaTOPHBIX
VICCTIeJOBAHMIA:

o GMOXMMMYECKOTO  OOILIeTepaneBTMUECKOTO  aHaiu3a  KpPOBMU
(ompenensioT YpPOBEHb JIAKTATAEIMAPOTeHAa3bl, MOUYEBOI KUCJIOTHI,
MOUYeBMHBI, KpeaTMHMHA, 00111ero 6ei1ka, aboOymmuHa, 6MaupyomHa,



acrapratamuHoTpaHcgepasbl (ACT), amaHMHaMMHOTpPaHCGhepas3bl
(AJIT), menounHoi pocdaTassbl, Kaanusi, HATPus, XJa0pa, Kaabius, B2-
MMKpornobynuHa) [12,16];

KOaryJiorpamMmbl (ompenesnsiioT YpPOBEHb MIpOTPOMOMHA,
dbubpuHorena, aHtutpombuHa III, mnasmmuHOreHa, D-gumepa,
MeXIyHapogHoe HOPMa/IM30BaHHOE OTHOIIIeHNe (MHO),
aKTUBMPOBAHHOE YaCTUUYHOE TpomboIuiacTuHOBoe BpeMst (AUTB),
TPOMOMHOBOE BpeMsl), IMPSIMOTO AaHTUIIOOYJIMHOBOTO TecTa
(mpsimoit  mpob6bl  Kymbca)  mjsi  yTOUHEHMS — HaJIUMuus
reMonuTUUeCckux owtoxkHennm XJUI [12,16];

o0b1rero (KJIMHUYECKOT0) aHaamu3a moun [12,16].

VpoBeHb YyOegUTeNbHOCTM pekomeHzauuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5).

2.3.2. JlaGopaTopHbIe UcCIenoBaHus A Bepudukanmum
IUarHo3a " OLeHKU IMPOTrHOCTUYecKuX (pakTopos

ITpu nogospenun Ha XJIJI y mauyeHTOB ¢ YMUCIOM B-mum@ounTon
>5000 B 1 MKJI peKoMeHayeTcsa BBITIOJIHUTD
UMMYyHO(QeHOTUNIMpOBaHMEe  AUMGPOLMTOB  KPOBM  METOLOM
MIPOTOYHO LIMTOQIyOpUMETpUM C 1iebi0 BepuduKalumu amarHosa
[17].

VpoBeHb YOeAUTENIBHOCTM peKoMeHZanuit - B (ypoBeHb
IOCTOBEPHOCTM JOKA3aTeJIbCTB — 2).

KommeHTapumu: oduazHo3 XJ/I/I ycmaHasnueawm npu 8bisieleHUU
>5000 B-numepouyumos 8 1 mMxn nepugepuueckoti Kposu npu yciosuu,
umo aum@oyumo3 coxpavsemcs Oonee 3 mec. KnonanbHocms B-
aumeouumos donxcHa Obimv nodmeepicdeHa ¢ NOMOWBH) UMMYHO-
¢eromunuposarusi. Pexomendyemas Ona  oduazHocmuku  XJUI
MUHUMANbHAss  OJudzHOCMuUyYecKass Nnadens OONHCHA — B8KJIHUAMb
cnedywwue mapkepel: CD19, CD5, CD23, CD20, kanna, nsamoéoaq.
B kauecmge  JonosHUMeENbHbIX  OUAZHOCMUYECKUX  MApKepos
pekomeHdyemcs uchoavszosams CD43, CD200, CD79b, CD81. Yacmo
peKomeHdyemble, HO HeoOs3amenvHble Ons  OUAZHOCMUKU U
MOHUMoOpuposaHust onyxoseeotl nonyasayuu XJ/IVI mapkepwi: CD22,
FMC?7, CD38. Knaccuueckuii (peromun knemok  XJUI
xapakmepusyemcs 3kcnpeccueti B-xkaemouHsix aHmuzeHos CD19,
CD20, CD22, CD79b 8 couemaruu c¢ «T-knemouHsim» mapkepom CD5
U aKkmueauyuoHHsiM Mmapkepom CD23. Onyxosieeble  Kiemku
JKcnpeccupyom 00uH mun Jieekoll uenu UMMYHO2J100YIUHO8 (Kanna
unu aam60a). MHmMeHcusHOCMs IKChpeccuu B-K1emouHviX aHmuzeHos
(CD20, CD22, CD79b), a maxce n08epXHOCMHbIX UMMYHO2/100Y/IUHO8



Ha kaemkax XJI/I Huxce, ueM Ha HOpmManvHulX B-numpouumax. Tem He
MeHee MOXCHO 8cmpemums Hemano cayyaes, Koz0a eHomun
ONYX0J1e8blX KJ1I€MOK He 8noJiHe coomeemcmeyem XJI/1.

[Ipy mnomospenum Ha JIMJI y mMauuMeHTOB 6e3 KIMHUYECKOTO
auM@oInTO3a B KPOBM, a TakKKe y MalMEHTOB C MOA03peHreM Ha
TpaHchOpMalLMi0  PeKOMEHAYeTCSI  BBINIOJIHUTbL  OMOIICUIO
numdaTUueckoro ysjaa (ouara IOpaskeHMs) U IaTOJIOTO-
aHaTOMMUYeCckoe MCccIefoBaHue OMONCUITHOrO (OnepaliOHHOTIO)
MaTepuasa nuM@daTUIeCcKoro y3J1a C IIpYMEeHEeHEeM
MMMYHOTUCTOXMMMUYECKMX METOMOB AJjs1 BepuduKaluy AuardHosa
[12,16,18].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTelbCTB — 5).

KoMMeHTapum: 8 2ucmosiozuieckux npenapamax mMopgonozuyeckul
cyocmpam  npedcmasned  Oup@ysHoiM  pocmom  HeOONbUIUX
JUMPOUOHBIX  KJIEMOK C  OKpy2/blMu — A0pamu,  KOMKO8AMbIM
xpomamuHoMm, 0e3 omuemaussvlx sdpbvlulek. B cpe3ax mMKaHu
JUMpamuueckozo y3ia HepeoKo hpucymcmaeyiom (oanuxkyionodobHole
cmpykmypuol — nce8io(onNuKyisl, Maxk Hasvleaemble 30Hbl pocmad,
npedcmasjieHHble Y8eaUUEHHbIM KOJIUUeCmeoM napaumMmyHo0aacmos,
KJ1emok ¢ mopgonozueli  npoaum@oyumos ¢ - pasauUvUMbsIMU
a0pvlwkamu. emanvHoe onucadue Mopgonozuteckoli KapmuHbls
daemcss 8 coomeemcmeyoulux pasdenax pekomeHdayuii. Ilpu
npozpeccuu XJUI pasmep amux ncegdo@osnuKkyi08 yeeauuusaemcs,
OoHU Mmozym causambcs. Y 3-5 % nayuenmos ¢ XJIJI u JIMJI
pa3zgusaemcs: OJuggysnas B-KpynHokaemouHass Jaumpoma uau
aumepoma XoowckuHa. IlosieneHue KpynHOKJAEMOUHOU JAUM@POMbl Ha
¢oue XJII nasvieaemcs cuHopomom Puxmepa. Ilosienerue aumpomol
Xoowmkuna  Ha  ¢poHe  XJUI  Ha3blieaemcsi  XOOMCKUHCKOU
mpavcpopmauueii. Bo 6cex cayuyasx J0KAAbHO20  ObICMPO20O
ygenuueHus: aumpamuueckux y3u08 uiu CywecmeeHH020 U3MEHEHUS
KJIUHUYECKOlU KapmuHsl 00ne3HU (noseneHuss B-cumnmomos -
8HE3anHOll nomepu 6eca, HOUHOU hnOmMAUBOCMU) HEOOX00UMO
8bINOJIHUMDb OUONCUND JAUMpamuueckozo y3id, KOCMHO20 MO032a Ulu
aKCcmpaHodanvHo2o ouaza. CuHdpom Puxmepa KoHcmamupyemcs
MOJIbKO HA OCHOBAHUU 2UCMOJI02U4€ECK020 UCCNIe008AHUSL.

[Mammentam c¢ nomo3penuem Ha XJUI/JIMJI nmist omeHKM oOGbema
IOpa’keHUsI KOCTHOTO MO3Ta M COCTOSIHMSI OCTaJbHBIX POCTKOB
KPOBETBOPEHMSI, MCK/IIOUYEHUS TIOpa>keHus] KOCTHOrO MO3ra
OIPYTUMM OMNYyXOJNSIMM M MHGPEKUMSIMU, a TakxkKe IJs IOTydyeHUs



MCXOMHOrO o6pasila KOCTHOTO MO3ra, HeoOXOAMMOro [Jist
CpaBHeHMS ¢ 06pa3lioM, IMOTyUYeHHbIM I0CjIe TPOBeeHMs Tepanun
pekoMeHayeTcs: 1) TIolyyeHMe LUTOIOTMYECKOTO IIperapara
KOCTHOIO MO3ra IIyTeM MYHKUUM (CTEPHAJIbHOW MYHKINUN),
IUTONMOTUYeCckoe (MMuejiorpaMma) U MMMYHOMEHOTUIIMUYeCcKoe
(MeTomOM IIPOTOYHOM LUTOMIyOpMMETPUM) UCCIedOBaHMe Ma3Ka
KOCTHOTO MoO3ra Jinb6o 2) moysiydeHue TUCTOJOTUUYECKOro Iperapara
KOCTHOTO Mo3ra (TperaHoOMuoIicusi), I1aTOJIOTO-aHATOMMUYeCcKoe
ucciegoBaHue  OMOIICHMIfHOrO  (OIlepaliMOHHOrO)  MaTepuasa
KOCTHOTO MO3ra ¢ IIpUMMEeHeHMeM MWMMYHOTUCTOXUMUYECKUX
METOAOB B CIeAyIIIuX ciyvyasax [17]:

repen HAYaJIOM Tepanuu y MalyeHTOB, paHee He MPOXOAUBIINX ee
(Heobs13aTesIbHO, HO 5KeJIaTe/IbHO);
TIpU MOJ03peHMM Ha TpaHCHOpMaluIo.

VpoBeHb yOeOUTEIbHOCTM peKoOMeHnanuii - B (ypoBeHb
JOCTOBEPHOCTH J0Ka3aTelabCTB — 3).

KoMmmenTapum: zucmosnozuueckuti duazno3 XJIJI ycmanasnueaemcs
npu Haauyuu 8 KOCMHOM Mo32e Oug@y3Hozo auM@poudHoz0
nponugepama u3 MOHOMOPQHBIX KAemoK HebO0/bUl020 pasmepa C
OKpy2bIMu 0pamu, KOMKO8AMbIM XPOMAMUHOM, 8 3a8UCUMOCMU OM
ycnosuii ukcauuu — ¢ HeomuemausvMu A0pvilUKAMU UU 6e3 HUX, C
MOHKOCMEHHbLIMU  cOCY0aMu  KAnuilsspHO20/8EHYASIPHO20  munda;
00bIUHO PA3PO3HEHHO PACNOJIOMCEHbI KPYNHbBIE KIemKU ¢ Mophonozueti
napaummyHooaacmos, uHoz0a npucymcmeyrom nceedoponuKyisl
(nponugepamusmvie  ueHmpol). Ilpu  UMMYHOUCMOXUMUYECKOM
uccnedosavuu  auM@oudHslli  npoaugepam  xapakmepusyemcs
3Kcnpeccueti CD20 (2emepozeHHas no UHMEHCUBHOCMU,
npeumywiecmeeHHo ciaabas membpaHHas peaxyus), CD79a, IgM,
s0epnoti akcnpeccueti PAX 5, LEF1 (adepHas peaxkuyusi), Koakcnpeccueti
CD5 (membpanHas peaxkuus) u CD23 (membpanHas peaxyus), CD43
npu omcymcmeuu 3kcnpeccuu CD10, BCL-6, Cyclin D1. Skcnpeccus
LEF1 (a0epHas sxcnpeccusi) 60siee UHMEHCUBHO 8bIPAXEHA 8 KIemKax
nponugepamueHoslx  UeHmMpos, 8 Kaemkax ¢ Mmoponozueti
nponumgouumos. [na  Kiemok npoaugpepamusHsix  UEeHMpos
xapakmepHa 0o0,iee uHmeHcusHas 3kchpeccus CD20, IgM, LEFI,
uHozda uacme KJaemok ncesdo@osnukynos (npoaugepamusHuix
uenmpos) akcnpeccupyem cyclin D1 (cnabas sdepHas peaxkuus).
Hnodexc npoaugpepamusHoti akmusHocmu Ki-67 HeblCOKULl, 00bIUHO
cocmaengsem 5-15 % no3umueHslXx K1emoK 6 30Hax Oug@y3Hozo
MENKOKNIeMouH020 uHpuivmpama. IIpu UMMYHOUCMOXUMUUECKOM
uccnedosaHuu Ha napaguHosom mamepuane Moxcem



omcymcmeosamo 3kchpeccus CD5

(Jdo 20-25 % cnyuaes). Dkcnpeccueti BCL-2 xapakmepu3yrwomcs 6ce
8apuaHmovl MejKoKJAemouHslx B-KnemouHvix aumM@pom, Koskcnpeccus
IgM u IgD xapaxkmepHa 0151 AUM@oOyUmMapHoti aumgpomol u AUM@PoMbl
uz kaemok maHmuu. Okcnpeccus LEF1 xapakmepHa 01
aumgouumapHoti aumepomsl ¢ mparcpopmayueti 8 JugdysHyw B-
KJIEMOYHYH) KPYNHOKIEMOUHY Jaum@pomy (cuHopoma Puxmepa) u
noseonsem nposecmu OuggepeHyuanvHyro oJuazHocmuky ¢ CD5+
dugpysHoti

B-xnemouHoti KpynHoKJ1emouHoU JUMpoMoli.

ITonyueHue  2ucmonozuueckozo0  npenapama KOCMHO20  Mo32d
(mpenauvobuoncusi  KOCMH020  Mo032a) He  mpebyemcs  Ons
noomeepxcoerust u popmyauposarus ouazvosa XJ1/1/JIMJL

buoncus KOoCmHO20 Mo032a  sA6asdemcs  Heo0sa3amesbHol,  HO
eenamenvHoil npouedypoti neped Hauanom mepanuu. XJIVI Hepedko
couemaemcss ¢ OpyeuMu  ONYXOJSIMU,  KOmMopsle  Mo2ym
Memacmasuposams 8 KOCMHbIL M032, B6blSI8NIMbC MONBLKO Npu
ouoncuu u oaxce ObiMmb NPUUUHOT UumoneHuu.
HmmyHoxumuomepanuss 8  (payoapabuH-codepicauiem  pexcume
HepeoKo 0CJI0XcHsiemcs uumoneHueil. Hanuuue ucxodHozo obpa3sua
KOCMH020 M032a no38ossem duggepeHuuposams npozpeccuposdatiie,
aniasuro, passumue Muea00ucCnaacmuieckozo CuHOpoma/ocmpozo
MUENIoUOH020 J1eliko3a, aymoumMMyHHble YUmoneHuu.

Bcem mnauuentam c¢ XJUIZJJIMJI mnepen Havajiom 1-i M Bcex
MOCAeNYIOIIUX JIMHUIA Tepanuy PeKOMEeHAYeTCS IpOoBeleHue
MOJIEKY/ISIPHO-IIUTOT€HeTMUECKOTO UCC/IeA0BaHMS C TIPMMEHeHeM
MeTozna ¢yopecteHTHOM rubpuamsauyu (FISH) Ha nenenyio 17p u
ompenmenenme MyTanuit reHa TP53, a Takke (IpM HaJIMUUN
BO3MOXHOCTM) Ha +12; del(11q), del(13q), del(17p) muasa
oripefiesieHMs] MPOTHOCTUYECKON TPYMIIbl M BbBIPAOOTKM TaKTUKU
neueHusd [14].

VpoBeHb YOeOUTEIBHOCTM peKoMeHJauuii - A (YpoBeHb
JOCTOBEPHOCTU JOKAa3aTeJIbCTB — 2).

KomMmMmeHTapumn: deneyus 17p aensemcs 2J/1A8HbBIM
UUMozeHeMuueckumM Mapkepom, HenocpedcmeeHHO BAUSOWUM Ha
mepanesmuueckyro makmuxy. PekomeHdyemcs npogodums CKpuHuHz
Ha deneuyuto 17p y écex nauueHmos, UMernuux NoKAa3aHus K Hauduy



mepanuu, u/unu npu HeagpgexkmusHocmu cmaHOApmMHOL mepanuu,
0C00EHHO Yy nayueHmos MoJjloxe 55 nem, y Komopsix Moxcem Ovimb
npoeedeHa ain02eHHAs MPAHCIAHMAYUsl.

B Hacmosiujee spems baazooapsi memodam 21y60K020 CEK8EHUPOBAHUS
ycmaHosnieHo, umo  OONbWUHCMBO  Clyuaes peppakmepHocmu
obycnosneHo ympamoii TP53 nu6o 3a cuem deieyuu 8 couemauu
mymayusmu, aubo 3a cuem mymayuiti 2eHa. Iloamomy cez00Hs
gvinosHeHue FISH Ha deneyuto 17p HedocmamouHo. /I moz2o umo0sl
udeHmugpuyuposams Haubobllee uucno nayueHmos C
ycmoutuugocmoio K UMMYHOXUMUOMEPANUU, He00X00UMO mMakxxie
uccnedosams mymayuu TP53. Hanuuue mymauuu KoHcmamupyemcs,
ecyiu Yuco Kaemok ¢ mymauyueti npessiiuaem 10 %.

Bcem nanmenTam ¢ XJIJI/JIMJI Ha MOMEHT YCTaHOBJIEHUS AMarHosa
peKOMeHAyeTCsI omnpeneneHue wMyrtauuu reHoB I[GHV ni4
yTOUHEeHMS TPorHo3a 3aboneBanus [14].

VpoBeHb YOEOUTEIBHOCTM peKoMeHJauuii - A (YpoBeHb
IOCTOBEPHOCTM I0KA3aTeIbCTB — 2).

KoMmmenTapumu: mymauuu zeHoé IGHV umerwm npozHocmuueckoe
3HaueHue. B Hacmoswee e6pems npozHo3 y nayueHmos ¢ XJUI
OUeHUBAM No MeMOYHaAPOOHOMY NPOZHOCMUUECKOMY UHOEKCY Ons
XJUI (cm. pasden 5.1). HHOekc mpebyem oOueHKU YpoeHs B2-
MUKpo2n100yauHa, mymayuovHozo cmamyca IGHV, a makxe
uumozeHemuueckozo uccnedosarus. OnpedeneHue 3mux nokasameeti
weenamenvHo. Y nayuenmos ¢ mymauusmu IGHV 6e3 pakmopos
Hebnazonpusmuozo  npozHoda, docmuzwiux  MOB-HezamugHot
pemuccuu nocie 3 yukuios, 803MOMXCHO cOKpauleHue 003 npenapamos
unu uucna yukaos FCR. Ilpu smom pemuccuu y OAHHOU 2pynnbl
nauueHmog cmonip e onumenvHvl.. C  yuemom  8bICOKOI
UH(pOpMamueHoOll UeHHOCMU 8 OMHOUWIEHUU 8peMeHU 00 mepanuu,
a¢ppexmusHocmu umMMyHoXuMuoOmepanuu, epemeHu 0o peuudusa
MymauuoHHelli cmamyc 2eHo8 IGHV  pekomeHdyemcsi  no
803MOXCHOCMU  Oonpedensimb, O00HAKO OaHHoe ucciedosalue He
aeJ151emcs 00513amesibHbIM 8He KAUHUYECKUX UCCe008aHUli.

Bcem nmaumentam c XJII/JIMJI yepe3 6 mec. mocie 3aBeplieHUs
JleueHust peKOMeHyeTCs MMMYyHO(peHOTUNIMPOBaHME
6110JI0rMYeCcKOTo Marepuasia MeTOA0M IIPOTOYHOM
UUTOQIyOpUMEeTpUM [0 BBISIBAE€HUSI MapKepoB MUHUMAIbHOM
ocraTouyHo¥ 60me3HM (MOB) ripu remob6sacrosax [19].



VpoBeHb YOeAUTEIbHOCTM peKoMeHAaumuii - A (YpOBeHb
JOCTOBEPHOCTU JOKAa3aTeJIbCTB — 2).

KommeHTapum: npu ¢QuHanvHoli ouyeHke 3pgekma nocie
3asepuieHust UMMYHOXUMUOmepanuu MOBb no3eoJisiem
npozvo3uposams epemsi do peyudusa u OB. BoaswiuHcmeo
npozHoCmMuuecKux cxem nocmpoero Ha oyeHke MOB 6 Kposu, 00HaKo
uccnedosaHue KOCMHO20 M032a n0380J15.em docmogepHo nodmeepoumao
MOBb-HezamugHy NOJIHYI0 peMUCCUI.

HeoO0HOKpamHo nokasaHo, 4mo KOJAU4eCmeeHHAas Xapaxkmepucmuka
MOBF 6 Kposu no 3asepuieHUU mepanuu Koppeaupyem ¢
8bKUBAEMOCMBI) U  NOIMOMY  MOMem  UChO0Jb308aAMbCsl KAk
pykogoocmeo k deticmeut. Ocmamouras nonyaauus kiemox XJIJT e
Kposu >1 % npedsewjaem paHHUlli peyuous u Moxem CIYyHUumo
OCHogaHuem 0ns cmeHsl mepanuu. OcmamouHass NONYaAsauus KJaemok
XJUI 6 kposu 0,90-0,01 % xapakmepusyem zpynny NauueHmos c
meduanoli 8wixcusaemocmu 0e3 npozpeccuposavus (BBII) okono 3
Jem; |y Kamezopuu  nNAyueHmos - MOXHO  paccmampueams
803MOXCHOCMb noddepxcusaroweti mepanuu. OcmamouHas nonyasyus
knemok XJIJI 6 kposu <0,01 % ceudemenscmeyem 0O 8bICOKOL
8eposimHocmu dnumenwvHoli pemuccuu (>5 1em).

ITocne mpauvcnaaHmayuu aan02eHHuIX 2eMON0IMUUECKUX CIMB008bIX
knemok MOB onpedensemcs kaxdvie 3 mec. 8 meueHue 200a uau 0o
HacmynieHus peyuousa.

2.3.2. Ipyrue ob6s13aTenabHbIe JIaOOpaTOPHbIE
yccien0BaHVs

Bcem maumentam ¢ XJUI/JIMJI nmepepn, mpoBeneHueMm 1-it avHUM
IIPOTUBOOIYXOJIEBOI Tepanuu PpeKOMEeHAYeTCsl OllpeeneHue
OCHOBHbBIX TIpyIll KpoBu 10 cucreme ABO, omnpeneneHue
aHTureHa D cucremsl pesyc (pesyc-dakrTopa), ompeneneHue
deHoTMIIAa  AHTUTE€HOB  SPUTPOLUTOB  IJSI  BO3MOXHOCTU
BBIMIOJIHEHMST TeMOTpaHchy3uUmu TpyU HaJAUMUIMM TIOKa3aHMUii 10, BO
BpeMs MM Iocie Tepanuu [16].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JO0Ka3aTelbCTB — 5).

Bcem mnammentam c¢ XJUI/JJIMJI mepepn mnpoBemeHMeM Teparimu
aHtTuTenamu K CD20 miam ubpyTMHMOOM™* C I11e/IbI0 YTOUYHEHMSI
pucka U B cllyuae HeoOXOoOAMMOCTU MPOPUIaKTUKU peaKkTUBaLUU
BupycHoro rematura [20] peKOMeHAayeTCsA  BBIIIOJIHEHME
PasBEpPHYTOIO BUPYCOJOTMYECKOr0 UCUIeNOBaHUS [JIS1 BbISIBIEHUS



MapKepoB Bupyca Trematuta B, KOTOpoe MOO/DKHO BKJIIOYATh
orpezeieHue:

o antureHa (HbsAg) Bupyca remnatura B B KpoBu;

O aHTUTeJ K MOBepXHOCTHOMY aHTUreny (HBsAg) Bupyca rernartura B
B KPOBU;

o aHTUTen K spepHomy aHTureny (HBcAg) Bupyca rematura B B
KPOBY;

o IHK Bupyca renatuta B B KpoBM MeTOLOM MOJIMMEPa3HON LeITHOM
peakiuu (Ka4ueCTBEHHOe UCC/IeJOBaHNe).

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
JOCTOBEPHOCTHU OKA3aTe/lAbCTB — 4.

KommenTapumn: smomy eonpocy npu XJ/UI ydensemcsi o0coboe
BHUMAHUeE, NOCKONbKY Kaemku XJUI sensromcsi 00NnoJHUMENbHbIM
pe3sepgsyapom O0ns eupyca ezenamuma B. 3HaueHuss Mmapkepos
8UPYCHO20 2enamuma B npedcmasieHsl 8 npuioxeHuu A3. 1.

e BceMm nepBuuHbIM nanuentam ¢ XJIJI/JIMJI nnepen npoBeneHnem 1-
M JIMHUM  TPOTMUBOOMYXOJIEBO  Tepanmuy PeKOMEeHIYyeTCs
MOJIEKYJISIPHO-01MO/IOTMYeckoe MCcciefoBaHMe KPOBM Ha Haluuue
BUpyca uMMyHomeduiura denoBeka (OmpenesneHne aHTUTEN
kiaccoB M, G (IgM, 1gG) k Bupycam mmMmyHoAepUIINTa yeaoBeka
BMNY-1 u B1UY-2 (Human immunodeficiency virus HIV 1 1 Human
immunodeficiency virus HIV 2) B KpoBM mjisi yTOUHEHMUS
HeoOX0oAMMOCTH OLHOBPEMEHHOI'0 IIpOBeLeHs
IIPOTUBOOIYXOJI€BOI 1 aHTUPETPOBUPYCHOI Teparnnu [16].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JO0KA3aTeIbCTB — 5).

e Bcem nmauyenTtam ¢ XJUI/JIMJI Ha MOMEHT YCTaHOBJIEHMS AMarHosa,
Ioc/e KaXOoM MMMYHOCYIIPECCUMBHOM Tepanuu U Iocjie KakOoon
TSIKEJI0MN 6aKkTepuasbHOI MHeKIUn peKoOMeHayeTCs
orpeneeHe YPOBHS MMMYHOITIO0y/IMHOB [12,16].

VpoBeHb yoOeauTenbHOCTM pekoMeHmanuii - C (ypoBeHb
IOCTOBEPHOCTM I0KA3aTelbCTB — 5).

2.4. UHCTpyMeHTa/IbHbIE AVarHOCTUYeCKue
VICC/IeOBaAHUSI



e Bcem nmaieHTam repep Havajiom Tepanuu XJIUI/JIMJI, ripu oijeHKe
pemMuccuu Uyepes 2 MecC. IIOC/Ie 3aBeplieHUs Tepanuu (eciu
MMeJIOCh TopaskeHue JTuMbaTuueckmx y3a0B 006/IacTy CpeoCTeHMS
Vi/VIJIN JIETOYHOM TKaHM), a TakKe IpU MOAO03PeHUM Ha peluauB/
rporpeccupoBaHue 3abojeBaHMSI PEKOMEHAYETCS BbITIOJIHEHME
KT rpynHoii KIeTKM, OpraHoB OpIOIIHO ITOJIOCTM M Majoro Tasa (C
KOHTPaCTUPOBAHUEM) IJIST YTOUHEHMSI HaJTN4YUS "
pacIipoCTpaHeHHOCTU numbaaeHoaTUn WIn OLIeHKU
MPOTUBOOIMYX0JieBOro 3 dekTa, ecyin MccieqoBaHue BbIITOJTHEHO B
IvHamuke [12,16].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTeJlbCTB — 5).

e [lanienTtam mnepen HauajsoMm Tepanuu XJIJI/JIMJI, eciv BbISIBJI€HbI
nporuBorniokasanus K KT, mpu olieHke pemuccum vyepes 2 Mec.
1ocjie  3aBeplieHUs Tepanuu (ecau UMeJoCh [OopaxkeHue
num@aTnaeckux y3ja0B 007acTy CPegoCTeHMSI /UM JIETOYHOM
TKaH), a TaKKe MPU MOJ03PEeHUN Ha pelUaNB/TIporpeccupoBaHme
3a00/1eBaHMsI PEKOMEHAYeTCsS [JisS YTOUHeHUsS Haauuusi U
pacnpoCTpaHeHHOCTU JMMQaaeHONaTUN BbIMOJIHUTD CAeaylolye
ucciegoBanus [12,16]:

© peHTreHoOrpaduio OpraHoB rPyAHON KJIEeTKM B 2 TPOEKIUSIX;

o V3U numdbarnyeckux ysioB (mepudepuyeckmx, BHyTPUOPIOUTHBIX
M 3a0pIOUIMHHBIX) M BHYTPEHHMX OPraHOB (OpraHoB OpIOIIHO¥
IIOJIOCTY ¥ MaJIOrO Ta3a).

VpoBeHb YyOegUTENIbHOCTM perkoMmeHzamuit - C (YpoBeHb
IOCTOBEPHOCTH JOKA3aTeJIbCTB — 5).

e JTanmenTtam c momo3peHueM Ha XJIJI/JIMJI 1160 ¢ ycTaHOBJIEHHBIM
ouarHosoM XJUI/JIMJI; y KOTOpBIX MMEKTCS KIMHUYECKue
TIPM3HAKM CUMHIpOMa Puxrtepa miam XOIKKMHCKOM TpaHchopMaln
(mporpeccupyiomuii poct aumMdbaTUUeCKUX Y3JI0B, IOTepsl Beca,
MepPCUCTUPYIONIAS TUXOpaaKa 6e3 MpMU3HAKOB MHQEKLVM, BHICOKIUI
YpPOBEHb JIaKTaTOeruaporeHassl, rUIepKaJbLEeMUsI),
PEKOMEHAYeTCSI  BBINOJIHUTb  IO3UTPOHHYID  SMUCCUOHHYIO
ToMorpaduio C IIpUMeHEeHUEM TYMOPOTPOIIHBIX
paguodapMIIpenapaToB IJs MUCKIIOUYeHUsT TpaHchopMalum Jaubo
1711 BBISIBJIEHMSI 30H C BepOsITHOM TpaHchopmatyeit [21].

VpoBeHb YOEOUTENIBHOCTM PpeKoMeHzamuii - B (ypoBeHb
JOCTOBEPHOCTHU N0Ka3aTe/lbCTB — 3).



KommeHTapum: npu 3HaueHusix SUV <5 sepossmHocmb cuHOpoma
Puxmepa cocmasnsem okono 3 % [22]. [na cundpoma Puxmepa
munuursl 3HaueHus SUV >15 %. Ecnu uHmeHcu8HoCmbs HAaKONJaeHusl
npenapama omuemyaueo pasiuudaemcst 8 pa3HvlX 30HAX, HEOOX0OUMO
8blN0JIHeHUe Ouoncuu Haubosee akmugHo20 y371a Uil ouazd.

e Bcem mnammeHTtaM ¢ BepuduimupoBanubiM XJUI/JIMJI miepen
HavyaJioM Tepanumn IJIsI CBOEBPEMEHHOTO BBISIBJIEHMSI
COMYTCTBYIOIIEN IaTOJIOTUMU CO CTOPOHBI CepheyHO-COCYOUCTON,
ObIXaTeJIbHOM M IIMILEBAapPUTE/NIbHOM CUCTEM U IJIs Ompele/ieHUs
HEeOOXOIVMOCTU UX MPOPUIAKTUKY UIIN JIEUEHNST PEKOMEHIyeTCsI
BBITIOJIHUTD CJIeAyloline uccienoBanus [16]:

o 3JIeKTpoKapauorpaduio;

o 3xokapauorpaduio;

© yIbTPa3BYKOBYIO MOOIIieporpadguio CoCymoB (apTepuit M BeH)
HVDKHMX KOHEUHOCTEIA.

VpoBeHb YyOegUTENbHOCTM pekoMeHzamuit - C (YpoBeHb
IOCTOBEPHOCTU JO0Ka3aTeJlbCTB — 5).

2.5. IHble ayarHOCTUMYECKMEe MUCCIeJOBaHMSA

e Bcem mamuentam ¢ XJIJI/JIMJI ¢ KOMOPOMIHOCTBIO, KOTOPAst MOXKET
TIOBJIMSITH HAa BBIOOP ITPOrpaMMbl ITPOTMBOOITYXOJEBOTO JIEUEHMSI,
rnepen, HavyaJoOM Tepanuu PeKOMEHAYeTCA  KOHCYIbTalus
COOTBETCTBYIOIIEr0  Bpaya-crenuanucra  (Bpaya-Kapamosiora,
Bpayda-HeBpOJIora, Bpaua-OTOpUHOIApUHOIIora u ap.) [16].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuiti - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTeIbCTB — 5).



3. Jleuenue

HasHaueHne ¥ MNOpUMeHeHMe JIeKapCTBEHHBIX IIperaparTos,
YKa3aHHbIX B KJIMHMUYECKMX pPEKOMEHIaliuii, HampaBjeHO Ha
obecreueHye MalyeHTa KiMHMUecku 3¢G@PeKTUBHOI 1 6e30IacHoi
MeOULIMHCKOM TOMOIM, B CBSI3U C 4YeM UX Ha3HaueHue W
NIpUMeHeHMe B KOHKPETHOM KIMHUUECKOI CUTyaly OpeaeisieTcs
B COOTBETCTBUM C MHCTPYKUMSIMM MO MPUMEHEHUI0 KOHKPEeTHbIX
JIeKapCTBEHHBIX MpernapaToB C peanusalyeil MpefcTaBJIeHHBIX B
MHCTPYKIMM Mep MPeJOCTOPOSKHOCTU MPU UX TIpUMeHeHUM, TaKKe
BO3MOYKHA KOPPEKLMS 403 C YUETOM COCTOSIHUS MalMieHTa.

3.1. IlokasaHua K Haya/Iy Tepanuu B-kKieTouHoro
XJIT

e Bcem naneHTam C BepUULMPOBAHHBIM XJUI/JIMIL
pPeKOMEeHAyeTCsl Hauvajlo crenuduueckoil Tepamuu TOJAbKO IIpU
HaJIMUMM MOKa3aHui B cooTBeTCcTBUU ¢ Kputepusimu [WCLL 2018
(cm. mpunoxkenue A3.2) [12,16].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JO0Ka3aTeJbCTB — 5).

KommenTapum: okono 30 % nayueHmosé umewm MeONeHHO
npoepeccupyiouiee meuerue XJIJI, npuuem npoooirumenbHOCmMoy ux
Hu3Hu Oau3ka K obuwenonyasayuoHHoli. Hanuuue makxoti 2pynnol
nayueimos denaem 000CHOBAHHOU MAKMUKY Bbl#UIAMENbHO20
HaobnwodeHuss do nosieieHus nokasavuili k mepanuu. Tepanus XJUI
0O/IHCHA HAUYUHAMbCS NpU Hanuduu nokasavuti no kpumepusm IWCLL
2018. IMauueHmst 8 cmaduu A ¢ AymouMMYHHOU 2eMONUMUUECKOL
aHemueli unu uduonamuueckoli mpomoOoUUmMoneHUUecKoli nypnypoti
00JKHBL NOJIyUAMdb JleueHue Nno nosody 3mux ocnoxcHeHull. Ecau
aymouMMYHHOE OC/IOXCHEeHUe NJioX0 omeeudaem Ha mepanui
Kopmukocmepouoamu ONsl CUCMEMHO020 UCNONb308AHUSl, B803MOMCHO
npumeHeHue HanpaejeHHoli Ha X/ ummyHoOxumuomepanuu.
BbeccumnmomHas 2UN02amMmazno0yauHemus u Hanuuue
MOHOKIOHAIBHOU ceKpeyuu camu no cebe He 85110Mcs NOKA3AHUSIMU
K JleueHuto. Boisie/ieHue MapKkepos ompulyameibH020 npo2HO3d, 6 MOM
uucne deneyuu 17p He 16751emcsl NOKA3AHUEM K HAUALy mepanuu.



3.2. IlepBast muHus deueHus XJIJI

Llenu eueHus 8 nepayio ouepeds onpedessitomcs 803pacmom, d Maxie
UUCTIOM U MAXecmulo conymcmayroujux 3abonesauti (maob.. 3).

Ta6nuua 3. Ilodpa3deneHue Ha e2pynnsl NAUUEHMO8 C
XPOHUYECKUM JUM@POUUMAPHBIM J1eliKo30M

Komop6unagHocrts, Her 3Ha4ynmori 3HaymmMas Crapyeckuii Bo3pac
Bo3pacr KOMOpbuaHoCTH KOMOp6UAHOCTb OpraHHble nNaTos1oru.
Lenb tepanun HonrocpoyHas KoHTposib Haa lannnatnBHas
pemuccus, 60/1€3HbI0,
spagunkaumns MOb HU3Kasi TOKCUYHOCTb

Cywecmsyem 00BeKMUBHASl WKANA OUEHKU YUCIa U msxecmu
conymcmayoujux 3abonesaruti (komopouoHocmu) — CIRS (Cumulative
Illness Rating Score) (cm. npunoxcerue I'2). B peanvHoU KAUHUYECKOL
npakmuxe OyeHKa KyMyJISIMueH020 UHOeKCa KOMOpOUOHOCMU He
mpebyemcs. B Hacmosiuiee  8pemMsi  NOHSAIMUE  «3HAUUMAS
KOMOpOUOHOCMb» HEe Moxcem 0blmb 005eKMUBHO U 80CNPOU3BOOUMO
onpedeneHo. B c¢8s3u ¢ 3mum pacnpedenieHue NAyueHmMos Ha
mepanesmuuecKkue 2pynnst NPo8ooUMcs No peweHur epaud.

Pe3ynomamosl  KpynHelx KAuHuueckux uccaedosaruti 2000-x 2.
ybedumenvHo  cgudemenbcmsyrom 0 Hu3Kol 3pgexkmusHocmu
UMMYHOXUMUOmMepanuu y nayueHmos c¢ odeneuueti 17p. OdHaxko amo
uumozeHemuueckoe HapyuleHue 8wlsesemcs 0o Hauana mepanuu 1-ii
JIUHUU MONbKo 'y 7 % nayueHmos. Yucio nayueHmos ¢ KJAUHU4ecKou
pedpakmepHocmulo (npozpeccuposavuem Ha oHe JeueHus uau
Obicmpsim  peyudusom) npubauzumenvHo 8 2 pasa Ooaslie. Dmu
HaobnodeHus ne2iu 8 0CHO8Y noHsmus XJI/I 8b1COK020 pucka.

Takum o06pa3om, npu npogedeHuu mepanuu 1-ii AUHUU nayueHmMbol
Moz2ym Oblmb pacnpedesieHsl HA 3 zpynnal.

1. K 1-ii epynne omHocsimcst Mosiodvle nayueHmol (MeHee 65 nem) 6e3
deneyuu 17p u/unu mymauuu TP53 ¢ xopowum comamuuecKum
cmamycom 6e3 conymcmeyiouiux 3abonesavuli. B amoli epynne
HeoOx00uMo Ccmpemumoscsi K O0OCMUMCEHUIO NOJHOU pemuccuu, no
go3moxcHocmu ¢ apadukayueti MOB, NnocKoabKy moOJIbKO mMakas
makmuka  Moxcem  npueecmu K  peajibHOMy  Y8eluueHuio
npodosxcumensHocmu xu3Hu. OcHO8a JieueHus nayueHmos 3moti
2pynnsl — Kypcosasi uMMyHoxumuomepanusi. B nodzpynne nauyueHmos
6e3 mymauuti 2enos IGHV kombuHauus ubpymuHuba™* u
pumykcumaba™* okasanace 3HauumenvHo 0osee IpgpekmusHoli u
MeHee MoKcuuHoli no cpasHeruio ¢ pexcumom FCR. V nayuenmos 6e3



mymauyuti 2eHos IGHV moxem paccmampueamscsi 603MOMCHOCMb
mepanuu ubpymuHubom **

.Ko 2-ii epynne omHocamcs nayueHms! NpeKkJOHH020 603pacma
(cmapuwie 65 nem), a makxxie mMo100ble NAUUEHMBL CO MHOMHECMBOM
conymcmayiouiux 3a601e8aHuti. B amoti epynne Hy¥HO cmpemumacs K
docmuxceHuo 3(PPexmusHoz0 KOHMpoiss HaAd O0nyxoavlo, u3bezas
HeonpasoaHHoll MOKCUYHOCMU. AHano2u NypuHo8 6 3moll 2pynne
JIyuue He UCNnoJ1b308amp UlU NPUMEHIMb 8 pedyyupo8aHHOM sude.

. K 3-1i epynne omHocsimca nayuenmeot ¢ deneyueti 17p u/unu mymauueti
TP53 ne3asucumo om 8o3pacma u komopoudHocmu. Tepanueti 8s160pa
y 3Mux NAauueHmos AeJsemcs npumeHeHue ubpymuHuba™* e
MOHOpexcume. Y Moa00blX NAyueHmos npu 803MOMCHOCMU mepanus
UGPYMUHUOOM ** QONIHCHA CYH UMb N0020MOBKOLI K mpaHcniaHmayuu
J1/102€HHbIX CMBOJI08bIX KJIeMOK.

Y nauuenmos cmapueckozo go3pacma C Op2aHHOli
HedoCcmamouHOCMbio Ueslb ieueHuUst NAIUAMUBHAS.

3.2.1. IlepBasa nunus neyenus XJIJI/JIMJI y nannyeHTOB
MOJIOKe 65 JIeT ¢ XOpPOoIIMM COMAaTUYECKMM CTAaTyCOM 0e3
BbISIBJICHHOVI aenenun 17p unu myranuu TP53

[MammenTtam ¢ BepudunupoBaHHbiM XJIJI/JIMJI monoxke 65 et 6e3
3HAUYMMOJ KOMOPOUAHOCTY ((PpM3MUeCKM aKTMBHBIM, 0€3 TSIKeJbIX
COMYTCTBYIOIIMX 3a00j1eBaHMif, C HOPMaJIbHOM (PYHKIIMEN IT0YeK)
6e3 memenuu 17p muam myrtauum TP53 B KauecTBe 1-ii AMHUMU
JIeYeHsI pEKOMEHAYeTCsI [IJIs1 TOCTUKEHNUSI PeMUCCUM ITPOBeieHNe
MMMyHOxMMMoTepanuu no cxeme FCR: (Putykcuma6™* — 1 muKit:
375 MF/M2 B/B KaIl., leHb 1, mocaenayiomye Iukabl: 500 Mr/M2 B/B
Kar. wiu 1600 mr 1/K, neHb 1; #Onymapabun™* — 25 Mr/M2 B/B KaIl.,
o 1-3; #luknodochamua™* — 250 mr/m~ B/B Kall., gHU 1-3).
(CXeMbl PesKMMOB JieueHM s CM. B IIpuiIokeHuu A3.3) [23,24].

VpoBeHb YOeOUTEJIbHOCTM peKoMeHaanuii - A (YpOBeHb
JOCTOBEPHOCTHU 0KAa3aTe/ldbCTB — 2).

KommenTapumn: cmavdapmom mepanuu 1-ii auHuu y monoodvix
nayueHmos ¢ XOpowlum comamuueckum cmamycom (Kpome
nauuermos c¢ del(17p) u/unu mymauueti TP53) sensemcs pexcum FCR
(nydapabun™*, yuxnogpocpamud™*, pumykcuma6b **). O6Ho8NeHHbIE 8
2016 2. pesyasmamul uccnedosarus CLL8 nokasanu, umo 8 z2pynne
FCR uucno ewvixuswiux npu meduave HabirwoeHusl, pasHoii 5,9 z2o0a,
cocmasuio 78,7 % no cpasHeHuio ¢ 66,9 % 6 epynne FC (OP 0,68, 95 %
dosepumenvHblli uHmepsan (IH) 0,535-0,858, p = 0,001). MeduaHa
BbBII y nayuenmoe ¢ mymayusamu 2eHoé IGHV, nonyuaswiux seueHue



no cxeme FCR, He Jdocmueryma |[24]. Ilpu 3mom pexum FCR
accoyuupyemcst ¢ 6blCOKOU uacmomoti pa3sumust HexeadamesnbHbix
A8/1eHUll, 0COO0eHHO YUMONneHuu U UHPEKYUOHHBIX OCTOHCHEHUII.
JletikoneHuss u HetimponeHusi 3—4-ii cmeneHu msxecmu Co2J1ACHO
obwum xkpumepusm mokcuuHocmu (CTC) Habnawodanuce y 24 u 34 %
nauuenmos, noayuaswiux FCR, y 25 % 3agukcuposaHo paszsumue
uHpexuuti 3—-4-ii cmeneHu msixcecmu.

[Mauyuentam ¢ BepudunympoBanubiM XJIJI/JIMJI mosnosxke 65-70 et
6e3 3HAUMMOM KOMOPOMIHOCTM (PU3NYECKM aKTUBHBIM, Oe3
TSDKEJIbIX COITYTCTBYIOIIMX 3a00/ieBaHMi, C HOpMaabHO QyHKIIME
rouek) 6e3 peneuyun 17p win mytauuu TP53, y KOTOpPbIX HE MOXET
obITh MpoBeneH pexkxum FCR (cxeMbl pekKMMOB JieUeHUSI CM. B
npwiokeHun A3.3), B KauecTBe 1-il JIMHUM PpPEeKOMEHAYyeTCs
TIpoBeieHe MMMYHOXMMMOTepanuu 1o cxeme RB (purykcumao™*
— 1 gukn: 375 MP/M2 B/B KaIll., IeHb 1, mowienymwoiiye Mukibi: 500
MF/M2 B/B Kall. i 1600 Mmr 1/K, neHsb 1; #6eHmamyctua™* — 90 mr/
M2 B/B Kall., oM 1, 2) IO OOCTUKEHUSI peMUCCUM (CXeMbl
pPeXXMMOB JieueHUs CM. B TipuioskeHun A3.3) [25,26].

VpoBeHb YOeOUTENBHOCTM peKoMeHJauuii - A (YpoBeHb
IOCTOBEPHOCTU J0Ka3aTe/IbCTB — 2).

KoMmeHTapum: npu Hego3mMoxHocmu nposedeHust pexuma FCR
a1bmMepHaAmMueHbIM 8apuaHmom 1-t JuHuu mepanuu moxcem Obimb
KOMOUHAaUus oendamycmuna**  u  pumykcumaba**  (BR).
B uccnedosarnuu CLL10 noxka3aro, umo pexcum BR meHee moxcuueH no
cpasHeHuw ¢ pexcumom FCR, xoms u meHee s¢ppexmueen. Yacmoma
00uezo omeema 6 06eux 2pynnax cocmasuna

95-96 %. Meduana BBII makxce oxa3anace Oonvuie 8 2pynne FCR
(55,2 mec. npomus 41,7 mec., OP 1,643, 95 % /I 1,308-2,064, p =
0,0003). HeiimponeHus U uH(eKuuoHHble 0C/I0HCHEHUS]

3-4-ii cmeneHu mswecmu no CTC 3HauumenvHo  uauye
pezucmpuposaiuce 6 zpynne FCR

(87,7 % npomuse 67,8 %, p < 0,001 u 39,8 % npomue 25,4 %, p = 0,001),
0Cc06eHHO y hauueHmos cmapuie 65 nem (48,4 % npomue 26,8 %, p =
0,001). Ilo uacmome pa3eumus aHemMuu u mpomboyumoneHuu, a
makxe ciyuaes cmepmu, C653aHHOU C JleueHuem, 2pynnbul
cmamucmuuecku 3Ha4uUMo He pasaudanucs (3,9 % npomue 2,1 %). B
uccnedosarvuu CLL10 noka3aHo, umo 3¢ gpekmusHocmo pexcumos BR u
FCR 'y nayueimos cmapwe 65 Jqem conocmasuma [26].
B MHO20U4eHmMpo8oM pPOCCULICKOM UCCTed08aHUU NOKA3AHO, UMO
pexcum BR pa3ymHo 6e3onaceH u 8bicoKo3(ppekmuseH 8 mepanuu 1-ii



JIUHUU y nauyueHmos ¢ XJUUI npu Ha3HaueHuu #6eHoamycmuHa** 8 dose
90 MZ/MZ 8 KoMOUHauuu ¢ pumykcumabom** e doze 375 MZ/MZ 8 1-m
uuxse u 500 Mz/M2 80 2—6-M YUKAX.

[Mauynentam ¢ BepuduuympoBanusiM XJIJI/JIMJI mosnoxke 65-70 et
6e3 3HAUMMOJ KOMOpPOMIHOCTM 6e3 myTtanuit reHoB IGHV mpu
HaJIM4YMM BO3MOKHOCTM B KaueCcTBe OOHOWM M3 Oonuui 1-y1 JTMHUU
TepanuMy MOXeT ObITb peKOMEeHAOBaHa [Jisi OOCTVKeHUS
pemMuccuu Tepanusi uOpyTuHUO60M™* B MOHOpexume B go3e 420 mr/
CyT (3 Karicy/sibl) BHYTPb 1 pas B eHb OO IPOrpecCupoBaHUs WU
pasBUTUS HEIIePEeHOCHMMOJ TOKCUYHOCTM WIM B KOMOMHALMU C
puUtykcumabom™* (MOpyTMHUOG** — 420 Mr/cyT (3 KallCy/bl) BHYTPb
1 pa3 B JeHb, eXKeIHEBHO; #pUTyKcumMab™* — 50 Mr/M2 B/B KaIl.,
meHb 1 nukia 2; 375 Mr/M2 B/B KaIl., IeHb 2 nukiaa 2; 500 Mr/M2 B/B
kan. mwiu 1600 mMr 1/K, pOgeHb 1 LOUKIOB 3-7, JeyeHHue
BO300HOBJIsIeTCS Ha 29-71 meHb, BCcero 7 IIMKIIOB) (CXeMbl PEXKMMOB

Jle4eHus CM. B IipuwioxkeHuu A3.3) [27,28].

VpoBeHb YOEeOUTEIBHOCTM peKoMeHJauuii - A (YpoBeHb
IOCTOBEPHOCTM I0KA3aTeJIbCTB — 2).

KommeHTapum: 8 uccnedosarvuu E1912 nayueHmot monoxce 70 nem
0e3 deneyuu 17p paHoOMu3uposanucb Ha 2 2pynnsel: nojyuyasuiue
ubpymuHub** 8 KomOuHauuu c¢ pumykcumabom™* u npoxodusuiue
mepanuio 8 pexcume FCR. B uccnedosanue 0bvln10 8KIHUEHO 529
nauyueimos. KombuHauus ubpymuHuba** u  pumykcumabdba™*
3HauumenvHo npes3ounia FCR no a¢ppexmusHocmu u 6e3onacHocmul.
Habnwdanoce 3HauumensHoe yayuuieHue kak BBII (OP 0,352; 95 %
U1 0,223-0,558; p < 0,0001), max u OB (OP 0,168; 95 % 1 0,053-
0,538;

p = 0,0003). Pexcum FCR uawe 6bvi3bi8a1 HelimponeHurw 3—4-ii
cmeneHu (44 % npomue 23 %;

p <0,0001), a makxe uHpexyuorHvlie ocnoxcHeHus (17,7 % npomus 7,1
%; p < 0,0001) [27]). Haubonee cywecmeeHHOe npesocxodcmeo 6
yposHe BBII u OB nonyueHo y nayueHmog 6e3 mymayuii zenos IGHV
(OP 0,262; 95 % [OH 0,137-0,498; p < 0,0001). Ha ocHosaHuu
NONyYeHHbIX ~ OaHHbIX — UBGPYMuHUO™** 68  Hacmosiuiee  8pemsi
pekomeHoyemcs National Comprehensive Cancer Network «kak
mepanus 1-ii auHuu y nepeuuHsix nayueHmos XJIVI 6e3 mymayuli
2eHos IGHV [29]. ¥V nayuenmos ¢ mymayusmu 2eHoé IGHV FCR
8bi3bleaem OaumesibHble pemuccuu. B amoii zpynne nauueHmos
UbpymuHuob ** He umeem 3HAUUMEILHO20 NPEUMYUIECMEA.



[MaueHTaM, IOAYYalOUIMM PUTYKCMMAO™™ B 1-it TUHUM JeueHUSs
XJII/JIMJL, mipy CIIOKHOCTM OCYIIEeCTBJIEHUS BEHO3HOTO IOCTYIIA
HauMHas CO 2-71 M03bl MOXKET ObITh PEKOMEHAOBAHO IIPUMeHEHE
MTOAKOXHOV (OpMbI pUTYKCHMMaba** B (PUKCHMpPOBAHHONM [O3€
1600 Mr (cxeMbl peXXMMOB JieueHUs CM. B IipuinoxkeHun A3.3) [30].

VpoBeHb YyOeOUTEIBHOCTM peKoMeHJauuii - A (YpoBeHb
IOCTOBEPHOCTM JOKA3aTeJIbCTB — 2).

3.2.2. llepBas nvHus deyeHus XJIJI y HOXUIBIX
IIalyeHTOB U NallUeHTOB

C KOMOPOU/THOCTBIO 0€3 BhISIBJIECHHOI aenenumn 17p miu
myTauuu TP53

[MauyenTam c BepuduimposanHbiM XJIJI/JIMJI ctapiie 65-70 yieT u
MalyeHTaM C TSDKeIbIMM COMYTCTBYIOIIMMU 3a007eBaHUSIMU WU
yTHeTeHMeM Io4YeyHoi (QyHKuuu 6e3 menenuu 17p muam MyTanuu
TP53 pekomMmeHAyeTCS I/ TOCTVKEHUS] peMUCCUM TIpoBeneHne 1-
i IVHUM Tepamuyu 10 OJHOM U3 CJIeAYIINX CXeM B 3aBUCUMOCTU
OT IIpeAIIOUYTEeHUI U OIbITa MEAULIMHCKOrO LeHTpa U Jiedallero
Bpaua (CXeMbl peXMMOB JIeUeHMS CM. B IPUJIOKeHUN A3.3):

. #Xnopambymuin** 0,5 Mr/Kr BHYTpb, IHU 1, 15 + 0OuHYTYy3yma6™**
1000 mr B/B, meHb 1 (100 mr B TeueHue 4 yacoB), 2 (900 mr), 8, 15
(uukn 1), menp 1 (UuKIbI 2—-6). JleueHMe BO30OHOB/ISIETCS Ha 29-i1
IeHb [31].

. #benmamyctur™** 90 Mr/M2 B/B Kall., iHM 1, 2 £ puTykcuma6** 1
IMKI: 375 MIr/M~ B/B Kall., IeHb 1, mocienyiomye uukiabi: 500 mr/
M2 B/B KaIl. wiu 1600 Mr 1I/K, geHb 1. JleueHMe BO30OHOB/ISIETCS Ha
29-i1 neHsb [25,26,32].

. U6pytnHn6** 420 mr/cyt (3 Karcyibl) BHYTpb 1 pa3 B [eHb,
eXXegHeBHO * #purykcumao™* 50 Mr/M2 B/B KaIl., 1eHb 1 1uKiaa 2;
375 MF/M2 B/B Kall., IeHb 2 nukiaa 2; 500 MP/M2 B/B Kar. uiau 1600
MT II/K, IeHb 1 IIMKJIOB 3—7, JeueHue BO30OHOBIsIeTCs Ha 29-71 IeHb
[33-35].

. Peexum FCR-Lite (#putykcumab™* — 1 uukia: 375 MP/M2 B/B Kaill.,
neHb 1, mowtenymoiye HuUKbi: 500 Mr/M2 B/B Kam. mian 1600 mr /K,
nedb 1; duaymapabun™* - 20 Mr/M2 BHYTpb, AHU 1-3;
#uuknodochamug** — 150 Mr/M2 BHYTpb, OHM 1-3. JleueHue
BO300HOBIIsIeTCs Ha 29-1i neHb) [36].

. #Xnopamobyipur** 10 MF/M2 BHYTpPb, OHU 1-7 + puUTyKCcMMa6** 1
IMKI: 375 Mr/mM~ B/B Kail., geHb 1, rociemayiomniyue uukabl: 500 mr/
M2 B/B Kam. uiau 1600 mr 1/K, geHb 1. JleueHne BO300OHOB/ISIETCST HA
29-i1 neHn [37,38].



6. #BeHeTtoknakc 20 mr/cyT, guu 22-28 nukiaa 1; 50 mr/cyt guu 1-7
mukiaa 2; 100 mr/cyt nuu 8-14 nukna 2; 200 mr/cyt gHmu 15-21
uukiaa 2; 400 mr/cyt gHu 22-28 uukina 2, panee 400 mr/cyT B
TeueHue 12 mec + 06MHYTY3yMa6™* 100 mr, mensb 1 mukia 1; 900 mr
meHb 2 nykia 1; 1000 mr mens 8 nukia 1; 1000 mr meHpb 15 nukia 1;
1000 mr pens 1 nukia 2; 1000 mr gensb 1 nukios 3-6 [39].

7. BeHeToK/IaKC B pexxume moHotepanuu 20 mr/cyT (Hen. 1), 50 mr/cyT
(1en. 2), 100 mr/cyT (Hen. 3), 200 mr/cyT (Hen. 4), 400 mr/cyT (Hem. 5
U majnee), 0O MPOTPECCUPOBAHMS WM PAa3BUTUSI HelepeHOCUMO
TOKCMYHOCTU — TaIMEeHTaM, KOTOPbIM JeueHue uopyTuHuoom™* e
MOKeT ObITh Ha3HaueHOo [40].

VpoBeHb yOeOUTEIbHOCTM peKoMeHnanuii - B (ypoBeHb
JOCTOBEPHOCTM J0Ka3aTelabCTB — 3).

KoMMeHTapum: y nox#cuisix nayueHmos mMozym npumeHsmocs MeHee
UHMEHCUBHbLE pexcumol UMMYHOXUMUOmMepanuu, mepanust
mapzemHsIMU hpenapamamul.

B uccnedosanuu MABLE conocmaeneHst pexumst BR u CIb-R 'y
NOXUMBIX NAYUEHMO08 U NoKa3aHa 0osiee 8bICOKAs Uacmoma NOHbIX
pemuccuti 8 epynne BR, a makoxe yeenuuerue BBII (39,6 mec. npomué
29,9 mec. coomeemcmeerHo, p = 0,003) [32]. ITo daHHbIM pOCCulickozo
pPaHOOMU3UpPOBaHH020 uccnedosaHus, npumeHernue pexcuma FCR-Lite
noseonuuo yseauuums meduary BBII noxcunsix nayueHmos ¢ XJIJI do
37,1 mec. (no cpasHeHuw ¢ 26 mec. npu npumeHeHuu pexcuma CIb-R)
[36].

B uccnedosanuu Hemeykoii 2pynnet no u3yueHuro XJ/IJI CLLI1I
cpasHusanucb MoHomepanus xaopamobyuunom™* (Clb), mepanus
KomOuHayueti xaopambyuuna** c¢ pumykcumadbom** (R-CIb) u
KomOuHayueti xnopambyyuna™* ¢ obunymysymabom™* (G-Clb) [31].
Haubonvwas uacmoma obuie2o omsema (77,3 %) u noiHslx pemuccuti
(22,3 %) Habnodanace 8 epynne G-Clb. Pexum G-Clb no3sonsiem
dobumucs apadukayuu MOB 6 nepugpepuueckotii Kposu u KOCMHOM
mo3ze y 37,6 u 19,5 % nauuenmos coomsemcmaeHHo. ObuHymysymao
8 couemaHuu ¢ xaopamoyuuiom** nozeosnsiem ysenuuums BBII do 26,7
mec. (p < 00001 6 cpasueHuu ¢ mepanueii R-CIb u
xsopamoéyuunom™*). Uugysuu oburymysymaba™* cnedyem npogodums
npu Hanuuuu 0ocmyna K Cpeocmeam IKCMpeHHOU MeduuuHCKou
nomowu ¢ adek8amHsiM MOHUMOPUH20M. Y NayueHmos ¢ 060abuloli
maccoti onyxoau onpasdaHHa npedgaza 6 eude 1-2 Kypcos
MOHOmMepanuu XJaopamoyuyuiom™*, HanpasieHHOU Ha YMeHbuleHue
Maccel onyxonu. AdekeamHas npopuiakmuxka UHQY3UOHHbIX peakyull



(npemeduxkauus  aHMUUCMAMUHHBIMU  Npenapamamu U  8/8
geedeHuem OdekcamemasoHa™, eeedeHue 1-ii do3sl 6 2 amana,
npogunakmuueckuii omxka3z om aHmuzunepmeH3UsHvIX Npenapamos)
no3eonsiem  cnpasasimeCs € UHQY3UOHHBIMU  peakyusimMu. B
Oo/blUUHCMBE C/Iyuae8 OHU B03HUKAKM MObKO npu 1-Ui uHgpy3uu
00uHymy3symaba™*, mak kaxk 2unepaum@ouumos 00bI4HO NOJHOCMbIO
paspewaemcs 3a 1 HeO.

B 2018 2. 6b11u npedcmasnetsvl pe3yabmamol 4-n1emHez0 Haba00eHUS
8 pamkax uccredosaHusi Resonate-2, 8 KOmopom CpasHuU8auCy
MoOHOmepanus ubpymunubom ** u xropamoéyuuiom™*

8 1-ti nauHuu mepanuu XJIVI y nowunvlx nayuenmos [33,34]. B
uccnedosaHuu nPooeMOHCMpPUPOBAHO 3HAUUMETIbLHOE NPesocxodCmaeo
ubpymuHuba** nao xnopamoyyunom**

8 mom uucne no yposHio OB. Meduana BBII 6 2pynne ubpymunuba™*
He docmuzHyma npu meduaxe npoooxcumenbHocmu HaobnoeHus 8 48
mec. BFII Gvina 3HauumesbHO 8bluie Npu NpuMeHeHuu ubpymuHuba™*
80 6Cex e2pynnax nauyueHmos, 6 mMoM uucie y nayueHmos c
HebnazonpusimusiMu  2eHemuueckumu  ¢akmopamu. OB  0OsL1a
3HAUUMeENIbHO 8bllle 8 e2pynne ubpymuHuba™™, uem 8 epynne
xaopambyuuna™. Obwuii omeem cocmasun 86 % 8 ezpynne
nauueHmos, noayyaswiux ubpymuHu6** u 35 % - 8 epynne
nauueHmos, NoaAyuaswux xjaopamoyuun™, co cmamucmuuecku
3Hauumoli pasHuueti (p< 0,0001). Tepanus ubpymuHubom™* @ 1-ii
JIUHUU HE CONPO8OXOANACh 3HAUUMENbHBIM NOBbIUIEHUEM UACMOMbl
HexceniamesbHbuIX S8J1eHUll U He mpebosana npedvl8aHus NAUUEHMO08 8
cmayuoxape.

B uccnedosanuu Alliance nepsuuHvle nayueHmost cmapuie 65 nem
pPaHooMu3upos8anucsy Ha

3 epynnei: nonyuasuwiue mepanuio 6 pexcume BR, KomOuHayuro
ubpymuHuba™* u pumykcumaba** u moHomepanuio ubpymuHub6om™*
[35]. Zeyxnemnss BBII 6 zpynne OeHoamycmuH™* + pumykcuma6b™*

cocmasuna 74 %, 6 epynne ubpymunuba** - 87 %, 8 epynne
KomMOuHayuu ubpymuHuba™** u pumyxkcumaba™* — 88 %. Yacmoma
2eMAMOJI02UUECKUX HexcellamenvHbIX sieeHull 3, 4 unu 5-ii cmeneHu
Ovlia  evle 8 epynne  KomOuHayuu — OendamycmuHa** ¢

pumykcumabom™* (61 %), uem 6 epynne ubpymuHuba™** e pexcume
MoHomepanuu (41 %) u 8 epynne ubpymuHuba™* e xomoOuHayuu c
pumykcumabom** (39 %).

Iobasnenue K x10pamobyuury™* moHoknoHansHozo anmumena kK CD20
y/iyuuiaem pe3yibmamel iedeHust npu npuemiemoti mokcuuHocmu. B 2
HepaHOoOMU3UPoBaHHbvIx uccnedosaHusx [37,38], evlbopku nayueHmos



8 KOMOPbIX pasnuudiucb ho KOMOpOUOHOCMU, NOKA3AHO, YmMO
dobasnieHue pumykcumaba™* Kk xaopamOyuuny**  ygenuuueaem
meduany BBII c 18 do 24 mec., kpome nayueHmos c delllq, y Komopbix
BBIT cocmasuna 12 mec. KombuHauus xnopambyuuna™* ¢
pumykcumabom ** aHauumenvHo ycmynaem no 3¢gpekmusHocmu ecem
OCMAaNbHLIM  8APUAHMAM  JledeHUsl  NOMCUIbIX — NAYUEHMO8.
IIpednoumumensHol Opyzue 8apuaHmol jeueHusl.

B uccnedosarue CLL 14 6wsin10 exnwueHo 432 nayueHma (cpeoHuti
go3pacm 72 2oda, CIRS

8 6annos, xkaupemc kpeamuHuma 66,4 mia/muH). IlayueHmot ObL1U
paHOOMU3UpOBaHvl ~ HA  2pynnel,  Noaydaswiue  KOMOUHAUUHO
g8eHemokaakca u oOuHymy3symaba u noayyasuwiue KOMOUHAYUI0
xjaopamobyuuna™* u obunymysymaba (216 nauyueHmos 8 Kaxdoll
epynne).  Tepanusi  npogodunace  (UKCUPOBAHHBIM — KYPCOM
onumenvHocmoio 12 mec. Yepes 24 mec. BBII 6viia docmosepHo 8biule
8 e2pynne eeHemokJakca u oOUHymy3ymaba, uem 8 2pynne
xaopambyuuna** u  obuHymysymaba (88,2 u 64,1 %
CoOmeemcmeeHHo).  [laHHoe  npeumMyuiecmeo - ommeuanoco Yy
nayueHmos ¢ Haauuuem u omcymcmeuem odeneyuu 17p u mymayuu
TP53, ¢ Hanuuuem u omcymcmauem mymauuu 2eHos IGHV. Yacmoma
obwezo omeema cocmasuna 84,7 % 6 zpynne eeHemoknAakca

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

[MaumenTam crapie 75-80 net ¢ BepuduimpoanHbiM XJIJI/JIMJII u
HEeBbICOKO OXKM1aeMOoil TIPOOO/IKUTEIbHOCTBIO SKU3HMU,
OOYyCJIOBJIEHHOJ  BO3pacTOM, OpraHHOV  HeZOCTaTOYHOCTHIO,
TSDKEJIBIMM COITYTCTBYIOIIMMM 3a00/IeBaHUSIMY, PEKOMEHI0BaHbI
HaMMeHee TOKCMYHbIe BapMaHThI Teparimmn:

. MoHorepanus #xnaopamoyuuiaom™**  0,07-0,20 MI/KT  BHYTpPb
eXeqHEBHO B TeueHMe 2—4 He[l. C MOCAeIyIOUIMM M0A00pOM I03bI.
[41].

. MoHoTepanusi MOHOKJIOHAJIbHbIMM aHTuUTenamMu K CD20 -
PUTYKCUMA6™*  mam  0O6MHYTYy3ymMab™* B  COOTBETCTBYIOLIEA
3aperncTpUpoOBaHHON UHCTPYKLUU TO3UPOBKe [42].

. MoHoTepanus MOpyTMHMOOM™** B MasbIX 103aX, COOTBETCTBEHHO
3aperucTpMpoOBaAHHON MHCTPYKUMHA [43].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTe/IbCTB — 4).



3.2.3. IlepBas nuHus seyeHnus XJIJI y nanueHTOB C
nenenuevi 17p nan myranueii TP53

e [lanimeHTtam ¢ BepuduipoBaHHbIiM XJIJI/JIM 13 IpyIimbl BHICOKOTO
pucka (c del(17p) w/unmu wmytamnueii TP53) nnasa OOCTUKeHUS
peMucCuUy Mpy HIMYMM BO3MOXHOCTM PEKOMEeHA0BaHa Teparnus

MOPYTMHMOOM™® MO  MpOTrpeccMpoBaHMS  WMIM  Pas3BUTUS
HeIepeHOCHMMO TOKCUYHOCTU. MOPYTUHMUO™* MOKET MPUMEHSIThCSI
Kak B MOHOpeXuMe, TakK ¥ B  KOMOMHAUMMU  C
MMMYHOXMMMOIIperiapaTamu  (6eHAaMyCTUH**,  pUTYKCHMMa6™*)

(CXeMbl PesKMMOB JieueHM s CM. B IIpuIokeHuu A3.3) [33,44].

VpoBeHb YyOeguTeNbHOCTM pekomeHzaumuit - C (ypoBeHb
JOCTOBEPHOCTH J0Ka3aTelabCTB — 3).

e JlanimeHtam ¢ BepuduimpoBaHHbiM XJIJI/JIMJI U3  TIpYyIHIbI
BbICOKOTO pucka (c del(17p) n/unu myranueii TP53) nipu HaAUUNU
BO3MOKHOCTU peKoOMeHI0BaHa Tepanms KOMOMHAaIMel
#BeHeToK/Makca 20 mr/cyT, nHu 22-28 nukna 1; 50 mr/cyt namu 1-7
uukiaa 2; 100 mr/cyt guu 8-14 mukmna 2; 200 mr/cyt guu 15-21
uukiaa 2; 400 mr/cyt gHu 22-28 nukina 2, nanee 400 mr/cyT B
TeueHue 12 mec. u o6uHyTtysymaoba™* 100 mr, menp 1 mukiaa 1; 900
MI' geHb 2 umkiaa 1; 1000 mr genp 8 nmkia 1; 1000 mr gesn 15
nukiaa 1; 1000 mr genp 1 oukna 2; 1000 mr geHp 1 LukiIoB 3-6.
(bUKCHMPOBAHHO MPOOOIKUTETLHOCTBIO 12 Mec. (CXeMbl pesKMMOB
JledeHus CM. B IipuiiokeHuu A3.3) [39].

VpoBeHb YOeAUTENIBHOCTM PpeKoMeHZamuii - B (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTe/IbCTB — 2).

e MosiogbiM manyeHTaM ¢ BepuduumupoBanusiM XJIJI/JIMJI 6e3
3HAUYMMOI KOMOPOUIHOCTM M3 IPYIIIBI BbICOKOTO prcka (c del(17p)
/i Mmyrtauueit TP53) mocie Tepanuu MOpyTMHMOOM™  m Tipu
TOCTVKeHUM OOBeKTUMBHOTO OTBeTa B 1-ii IMHUM PEKOMEHI0BaHO
pacCMOTpeTb  BO3MOXXHOCTb  IIPOBeAeHMs]  TpaHCIUIaHTaluu
aJUIOT@HHBbIX T'e€MOIIO3TUYECKMX CTBOJIOBBIX KJIETOK B KayecTBe
KOHconupauum [45,46].

VpoBeHb YOeOUTENBLHOCTM peKoMeHZamuit - B (ypoBeHb
IOCTOBEPHOCTM JOKA3aTeJIbCTB — 3).

KoMmmenTapumn: ONMUMAIbHBIM CPOKOM nposedeHus
mpaHcnaaHmauuu ciedyem cuumamse
2-1i 200 mepanuu ubpymuHu6Gom **,



e JlanimeHtam ¢ BepuduimpoBaHHbiM XJIJI/JIMJI M3  TIpYyIIIbI
BbIcOKOTO pucka (¢ del(17p) m/mwiu mytaimeit TP53), KOTOpbIM
JeyeHue wMOPyTUMHMOOM™* He MOXeT ObITh Ha3HAYeHO, IIPU
HATMYUA BO3MOXKHOCTU pPEKOMEeHAYyeTCs Ha3HaueHue
BeHETOKJ/IaKca B peskuMe MOHOTepamuy (CXeMbl PeXXMMOB JIeUeHUsT
CM. B IIpuiiokeHuu A3.3) [47].

VpoBeHb YOeOUTEIbHOCTM peKoMeHzanuii - B (ypoBeHb
JOCTOBEPHOCTU JOKAa3aTeJIbCTB — 3).

3.3. Beioop Tepanuu XJIJI 2-i1 1 moc/ieayiommux
JIMHUN

Bwibop mepanuu npu peuudusax XJUI 3asucum om cnedyiouiux
¢paxkmopos:

o mepanus 1-Ui AuHUU;
o gpemsl HacCMynJjeHus peuudusa;
o KJUHUYECKast KapmuHa peyuousad.

B mepanuu peuudusa, kak u 8 mepanuu 1-t JuHUU, NPUHYUNUATILHOE
3HaueHue umeem onpedeneHue Odeneyuu 17p u mymauuu TP53.
Ympama ¢yukuuu TP53 6 peyuduse Habnwodaemca y 20 %
nauuenmos. Ilpu ewvisieneHuu ympamet TP53, xak u 6 1-ii nuHuu
mepanuu,  Haubosee  ONpasdaHHvIM  S16JeMCsl  HA3HAYEHUE
ubpymuHuba™*, eciu oH He NPUMEHSLICS paHee.

e Jlaimentam ¢ no3gHum  peuuausom  XJUI/JIMJT  mocie
MMMYHOXMMUOTepanuu (>24 mec. rocjie mnocjaegHein Tepanun) npu
OTCYTCTBUU Jeneuuu 17p u myrtaiuu TP53 pekoMeHAyeTcs OAVH
M3 CIenyILIVX BapMaHTOB JIedeHUs (CXeMbl PeKMMOB JIeYeHUS CM.
B IpWIokeHUN A3.3):

1. IToBTOp MMMyHOXUMMUOTEpanuu 1-i nuHun [48].

2. AnbTepHaTUBHBIN PEXUM UMMYHOXUMMOTepannu [48,49].

3. M6pytTuHn6™* 420 wmr/cyt (3 Kamcyiabl) BHYTpb 1 pa3 B [ieHb
eXeHeBHO B TeueHMue BCero Kypca u majee (Iocjie 3aBepllIeHMUs
uukiaoB BR) - mo 1nporpeccupoBaHuMsd MM Pa3BUTUS
HeIlpueMjeMOoii TOKCMYHOCTH * BR (#6eHgamycTuH** — 90 Mr/M2 B/
B Kall., 1HM 2-3 umukaa 1; gam 1, 2 OukiaoB 2-6; pUTyKCMMao™** —
375 Mr/M2 B/B Kall., 1eHb 1 nukia 1; 500 Mr/M2 B/B Kam. uau 1600
MI II/K, OeHb 1 IMKIOB 2-6. JleueHre BO30OHOBJsAETCS Ha 29-7i
IeHb., Bcero 6 ukioB) [50-53].



4. KombuHanus BeHetoknakca 20 mr/cyT (Hem. 1), 50 mr/cyTt (Hen. 2),
100 mr/cyt (uem. 3), 200 mr/cyt (Hem. 4), 400 mr/cyt (Henm. 5 u
najee), ripyeM B TeueHue 24 mec. HauMHas ¢ 1-ro aHg 1-ro uukia
JeyeHus pUTyKcumMabom™* u purykcumaba™* 375 Mr/M2 B/B Karl.
yepe3 1 Hexn. mocie JOCTUXeHMS HO3bl BeHeTokaakca 400 mr/cyr,
manee — 500 MF/M2 B/B Karl. uau 1600 mr 11/K esxemeCcsiYHO, BCero 6
BBeJleHMI [54].

VpoBeHb YOeOUTEJIbHOCTM peKoMeHaanuii - A (YpOBeHb
JOCTOBEPHOCTHU 0KAa3aTe/ldbCTB — 2).

KoMMeHTapumu: y nauyueHmos ¢ no30HUM peuudusom 8v100p
mepanuu 3asucum om e6uda, pe3yabmamos U nepeHocuMocmu
nocnedHeli mepanuu, o00uje20 COCMOSIHUSL U KOMOpOUOHOCMU
nayueHma, a makxie npeonoumeHuli u 603MOMCHOCMeEl KAUHUKU.
IToemopHovle  paydapabuH-codepxcauiue Kypcbl B803MOMCHbI  Npu
ycnosuu, umo npu nposedeHuu 3moti mepanuu 6 kauecmee 1-1i auHuU
He Habndanuce s61eHuUsl 3HAUUMeNbHOl MOKCUUHOCIMU — MmSsiHelble
3amsiicHble  UUMONeHuu, noejiekwue 3d co60li MHO20MeCsUHble
nepepoiéol 8 JledeHUU, pa3eumue ms#enblx UHPEKUYUOHHBIX
0C/I0MCHeHUll. B kauecmee mepanuu 2-U JUHUU MOXHO UCNOJ1b308AMb
my e cxemy. Y nauueHmos ¢ UYUMONeHUsIMuU Moxem Oblmb
a¢ppexmusen perwcum R-HDMP (pumykcumab™* 6 couemaHuu c
8bICOKUMU  0Jo3amMu  KOpmukocmepouooé  Onsg  CUCMEMHO020
ucnonv3osavus) [55]. B uccnedosanusix I ¢paset  nonyueHsl
ybedumenvHvle  damHbie 00  3AppekmusHocmu  pewcuma  BR
(6eHdamycmuu™* +  pumykcuma6**). Y  nayuenmos, paHee
nonyuaswiux Xxaopamoyuusn, moxem Obimb 3ppekmusHa mepanus
oendamycmurom™*, pewumst BR u FCR-Lite. Pe3ynemamosl 3
uccnedosaruti  ceudemenvcmaywm 0 8bICOKOU 3pdekmusHocmu
ubpymuuauba™* 6  mepanuu  peyudusos  XJIUI  [50-53].
AppexmusHocms MoHOmMepanuu ubGpymuHuboM™* y nayueHmos c
peyudusamu cocmasasiem 6osee 90 %. /Ipyzoti a¢phexmusHoti cxemoti
JleueHust peyudusos AeJsemcsi KOMOUHAUUsi BEHEeMOKNAKca C
pumykcumabom™*: e uccnedosaruu MURANO BFBII nocne neueHust
KoMOUHayueti 6eHemoKaakca ¢ pumykcumadom™* cocmasuna 84,9 %
(8 cpasHeHuu ¢ 36,3 % npu neueHuu KomouHayueti beHdamycmuHa™** u
pumykcumaba™*) [54]). BBII 6bsina 3HauumenvHoO 6bvlule 60 6Cex
KJUHUYECKUX U OUo02uuecKux nodzpynnax nayueHmos.

e [laumeHTaM ¢ paHHUM (<24 MecC. IOC/ae TOoUIeOHe Teparnun)
penyavBoM XJIJI/JIMJI, paHee He IOMyYaBIIMX MOPYTUMHMO™*, BHe
3aBUCUMOCTM OT Hanuuusl meneuuu 17p wam mytanum TP53 110



BO3MOXKHOCTYM PEeKOMEHJ0BaHa MOHOTepamnus MOpyTMHMOOM™* B
COOTBETCTBMMU C 3apeTrUCTPUPOBAHHOI MHCTpYyKLMeit [50,51].

VpoBeHb YOeAUTENIBHOCTM peKoMeHZanmuii - B (ypoBeHb
JOCTOBEPHOCTHU N0Ka3aTe/lbCTB — 2).

[TaumeHnTam c paHHUM (<24 Mec. TOCe TIOC/IeqHel Tepanum)
petnausom XJIJI/JIMJI, paHee He IOJy4YaBIIMX MOPYTHMHMO™*, BHe
3aBMCUMMOCTM OT Hanuuus peneuuu 17p munm mytanuu TP53 B
KauecTBe aabTepHATUBbI NOPYTUHUOY™* MOKEeT ObIThH
peKoMeHJ0BaHa KOMOuHaIus BeHeToknakca 20 mr/cyt (uem. 1),
50 mr/cyT (Hen. 2), 100 mr/cyT (Hen. 3), 200 mr/cyT (Hen. 4), 400 mr/
CyT (Hend. 5 u gajee), ipuem B TeueHue 24 Mec. HaUMHas ¢ 1-ro gHS
1-ro uuKIIa JeueHus puTyKcumabom™* u putykcmumaba™* 375 Mr/M2
B/B Kall. yepe3 1 Hep. 1ocjie OOCTVMKEHMS [O03bl BEHETOK/IAKCa
400 wmr/cyt, manee - 500 MF/M2 B/B Kam. miaum 1600 mr n/k
exxeMeCsIuHO, BCEero 6 BBeIeHUN IJIsI IpUMeHeHUS
(bUKCHMPOBAaHHBIM KYPCOM JIJINTEIbHOCTHIO

24 mec. (CXeMbl pesKMMOB JiedeHUs CM. B IpuIokeHuu A3.3) [54].

VpoBeHb YOeAUTENBLHOCTM peKoMeHzamuit - B (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTe/IbCTB — 2).

[TauyeHnTaM C paHHUM (<24 MecC. TOC/Ie MOCIeOHEeN Teparnn)
peuyansom  XJUJI/JIMJI, wumewmIMX  MPOTUBOIIOKA3aHUSI K
Ha3HAYeHMI0 MOPYyTUMHMOA**, BHe 3aBUCUMMOCTM OT HaJIUUUS
menenuu  17p  wuam  myrtauum  TP53 10 BO3MOKHOCTU
peKoMeHa0BaHa KoOMOMHaIus BeHeToknakca 20 mr/cyt (Hem. 1),
50 mr/cyT (Hen. 2), 100 mr/cyT (Hen. 3), 200 mr/cyT (Hex. 4), 400 mr/
cyT (Hend. 5 u gajee), ipuem B TeueHue 24 Mec. HauMHas ¢ 1-ro gHS
1-ro HuKsa JeueHus pUTyKCuMabom™* u putykcumaba™™* 375 Mr/M2
B/B Kall. yepe3 1 Hen. Iocje OOCTVMKEHUS [0O3bl BEeHETOKJ/IAKCa
400 wmr/cyt, manee — 500 mr/m“ B/B Kam. uamu 1600 mr mn/K
eXeMeCsSYHO, BCero 6 BBeIeHUM (CXeMbl PeXMMOB JieYeHMsSI CM. B
npunoxkeHuu A3.3) [54].

VpoBeHb YOeOMTEIbHOCTM peKoMeHzanuii - B (ypoBeHb
JOCTOBEPHOCTHU 0KA3aTe/l1bCTB — 2).

[Taumentam c¢ XJUI/JJIMJI Monoke 65 et 6e3 3HAUMMO
KOMOPOUIHOCTH, KOTOpPbIE B CBSI3M C PaHHMUM pelUAMBOM WU B
CBSI3U C BBISIBJIEHMEM IIpU peluauBe neaenuu 17p u/vam MyTauumn
TP53 mony4yanu MOPYTMHMO™* MaM KOMOMHALIMIO BEHETOKIaKca C
pUTYKCMMaOOM™™, TIpU OOCTUMKeHUM OOBEeKTMBHOIO OTBeTa Ha
Tepanmuio pelyuayBa PEKOMEHIYEeTCS PacCMOTPeTh BO3MOKHOCTD



aJUIOTeHHOJ) TpaHCIUIAaHTallMM TeMOIIO3TUYECKUX  CTBOJIOBBIX
K/IeTOK B KauecTBe KoHconuaauum [45,46].

VpoBeHb YOEOUTENBHOCTM peKoMeHZammuii - B (ypoBeHb
JOCTOBEPHOCTHU J0Ka3aTe/lIbCTB — 3).

e JTaumentam c¢ XJIJI/JIMJI, y KOTOpBIX HaAOMIONAJICS PELMINB BO
BpeMsi Iipuema MUOpyTMHMOA™™, TpM HAIUUUMU BO3MOKHOCTU
peKkoMeHayeTcss KOMOMHAlMs BeHeTOK/IaKca M pUTyKcumaba™™
(CxeMbI PEXXMMOB JIe4YeHMsI CM. B TpuioskeHuu A3.3) [47,54].

VpoBeHb YOeOUTEIbHOCTM peKoMeHzanuii - B (ypoBeHb
JOCTOBEPHOCTHU 0Ka3aTe/ldbCTB — 3).

e [lauueHTaM, IOAYYAIOIIMM PUTYKCHMMAO™ 10 moBopy penuauBa
nmnbo pedpaxkrtepHoro TeueHuss XJUI/JJIMJI, mnpu  CIOKHOCTU
OCYILECTBJIEHUS] BEHO3HOTO AOCTYyIla HAaUMHASA CO 2-1 103bl MOKET
ObITh PEKOMEHIOBAHO TIIpMMeHeHMe IIOAKOXHON  (OpPMBI
putykcumaba™* B purcupoBaHHOM Ao3e 1600 Mr (cxeMbl peXXMMOB
jJedyeHus cM. B ripuiiokenuu A3.3) [30].

VpoBeHb YOeOUTEIBHOCTM peKoMeHJauuii - A (YpoBeHb
JOCTOBEPHOCTU JOKA3aTeJIbCTB — 2).

e JleueHMe MAlLMEHTOB C pPaHHUM peuuauBOM (<24 MecC. I0Cie
rocjaenHel Tepanum aMb60 Bo Bpems mpuema uOpyTuHmuo6a**) n11bo
pedbpakrepupiM TedeHuem XJIJI/JIMJI BHe 3aBUCUMMOCTU OT
Hanuuus nenenuu 17p uam myrtauum TP53, peKoMeHAyeTcs:
MPOBOAUThL B  MEOUIIMHCKMX  OpraHM3alusx, 00jamaronmx
HeoOXOIMMBbIMM pecypcaMmyu [jisi obeclieueHUs] NAHHOW TPYMIIbI
MallMeHTOB  CBOeBpeMeHHOJ 3¢p@eKTMBHON U  06e30I1acHO
Teparnyei B JOCTaTOYHBIX 00beMe U IJIUTEeTbHOCTU B COOTBECTBUM
C OpeAcTaBJeHHbIMM BbIllle pPeKOMeHAaUMsIMMU (C IpUMeHeHUeM
nbpyTMHMOA™*, BeHeTOK/JaKca M [Hp.) WIM BO3MOXHOCTHIO
BKJ/IIOUEHMS MMalMeHTOB B KIIMHUYeCKue ucuiegoBanus [16,29].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuiti - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTeJbCTB — 5)

3.4. ConyTCcTBYIOLIASA U COIIPOBOAVTE/IbHAS Tepanmus

e [Taumentam ¢ XJUJI/JIMJI Ha m060M 3Tare JjieueHUs, Y KOTOPBIX
BBISIBJIEH YPOBEHb MMMYHOITIOOyIMHA G <5 I/1 M OTMedYaloTcs
pelauBHUpYIOle GakTepuasibHble MHOPEKIMY, PeKOMEeHI0BaHO



Ipy  HaJAUMYMM  BO3MOXKHOCTM  IIpOBelleHMe  ITOCTOSIHHOM
3aMeCTUTE/IbHOV Tepanyuyu BHYTPUBEHHBIM MMMYHOIJIOOY/IMHOM
IJISI CHVYDKEHMST pUCKa MH(MEKIMOHHbBIX OC/IOKHEHMT [56].

VpoBeHb YOeAUTEIbHOCTM peKoMeHaanuii - A (YpOBeHb
JOCTOBEPHOCTHU I0Ka3aTelabCTB — 1).

KoMmeHTapum: uHgexyuu s6a510mcs 21a8Hotl NpuUuHoLl cmepmu 'y
10-15 % nauuenmos ¢ XJII. B HecKolbKUX PAHOOMU3UPOBAHHBIX
UCCNed08aHuslX NOKA3AHO, UMO NOCMOSIHHASL 3amecmumensHas
mepanusi  8HYMPUBEHHbIM  UMMYHO2/100YIUHOM  3ppekmusHo
CHUM@caem uacmomy 6GakmepuanvHviX uHpexuyuii. dgpdexkm Haubonee
3HauumM 6 nodzpynne nayueHmos ¢ 2uno2ammaziodynuHemueri u
peyuousupyrowumMu  UH@GeKyusMu, Nno3momy  3amecmumebHas
mepanus. 8 Hacmoswee 8pemMs pekomeHdyemcss mMoabKo 3IMmoli
Kamez0opuu NauueHmos.

BHympueeHHblli UMMYH02100YIUH HA3HAYAEMCsl 8 8Ude pPa308biX
uHsexyuii 8 doze 200-400 mz/kz 1 pa3 8 mecsu 8 meuerue 2oda. Llenw
mepanuu cocmoum 8 noddepxcaHuu yposus IgG Ha yposue >5 2/n. IIpu
nodbope 003vl U KpamHocmu 8gedeHuli opueHmupyomcst Ha NUK08yH
U MUHUManovHyilo  KoHuemmpayuw IgG. Konmponb nuxoeot
koHyeHmpayuu IgG ocywecmensaiom He paHee uem uepe3 Cymku nocjie
1-20 8HYmMpugeHH020 68edeHUs UMMYHO02100yUHA. MuHUMAnbHYHO
KOHUeHmpayuw onpeodensitom HenocpedcmeeHHo neped caedyrwuum
ggedeHueM UMMYHO2100yauHa. MuHumanvHas kKoHueHmpayus IgG
do/Ha cocmasasimo >5 2/n1. I[ToemopHsle onpedeneHuss MUHUMANbHOU
KOHUeHmpayuu npogodssim 1 pa3 6 3-6 wmec. IlocmosiHHYW
3amecmumenvHylw mepanur UMMYHO2100YIUHOM 3adsepulaiom npu
omcymcmeauu msiyceiblx 0aKkmepuaibHuiX UHGeKUUuli 8 meueHue 200a.

Bcem mnamuentam c¢ XJUI/JIMJI mociie yCTaHOBJIEHMSI OMarHosa
peKOMEeHAYeTCS IIPY OTCYTCTBUM ITPOTUBOIIOKA3aHUI IIPOBeleHe
BakUMHauu [57-59]:

Ce30HHasl BaKLMHAIMS BaKLUMHON O INPODUIaKTUKM TpUIINA
(TOJIBbKO TIOC/Ie BOCCTAHOBJIEHMS YPOBHS B-mm@o1nTOoB, T. €. uepe3
9 Mec. rocie Tepanuy MOHOKJIOHA/IbHbIMY aHTUTe/lamu K CD20);

IBYXKpaTHasl BaKLUMHALMS  BaKUMHOM 1SS  NPODUIAKTUKUA
MMHEeBMOKOKKOBO MHGEKIMUY TIPU OTCYTCTBUM ITPOTUBOIIOKA3aHUIA.

VpoBeHb YyOeguTENbHOCTM pekomeHzammuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 5).



KoMMeHTapum: nHe8MOKOKKO8Asl UMMYHU3AUUSL OCYyUlecmeisiemcs
dsykpamuo. CHauana 8600umcs 6akuuHa O NpoQuIaKmuKu
NHE8MOKOKK080U UHpexkyuu, codepxcaujas 13 nHEBMOKOKKOBbIX
anmuzeHos. Yepe3 2 mec. ocyujecmensiiom egedeHue NHe8MOKOKKOBOU
noaucaxapuoHoli  8akuuHsl, codepxcauielti 23 NHEBMOKOKKOBbIX
anmuezena. ITHe8MOKOKKO8asl pesakyuHayus nposodumcs 1 pa3 6 5
Jiem.

Ilpumenenue e6akyuH npomus UHKANCYAUPOBAHHBIX OP2AHU3MOS,
makux kak Streptococcus pneumoniae, Haemophilus influenzae u
Neisseria meningitidis, pekomMeHJ08AHO 680 MHO2UX CMPAHAX
nauyuenmam ¢ XJIUI do xumuomepanuu (He meHee uem 3a 2 Hed.) U
nocjie 80CCMAHOBJIEHUSl UMMYHHOU cucmemst nhocjie mepanuu (He
paHee uem uepe3 3 mec). Imo 0COOEHHO 8aXHO O/l NAYUEHMO8 C
(PYHKUUOHAIBHOLL acniieHuell uau Ons mex, y K020 NIAHUpyemcs
cnaeHakmomus.  Memoduka — nociedogamesnvHoli  08yKpamHoti
8akyuHayuu c(hopmuposanacy IMNUpUUEcKU Ha OCHO8AHUU M0O20, UMo
omeem Ha 23-eaneHmHy0 8aKyuHy ciabee, uem Ha

13-sanenmuyw. C Opyeoli cmopoHvl, 23-8aneHmHas 8aKuuHa
no3eossiem pacuupums UMMYHHbII 0meéem u yCuaume e20.

3.5. OneHKa oTBeTa Ha JIieueHue

e Bcem mauuentam ¢ XJUVI/JIMJI peKOMeHAyeTCsl OLieHKa Teparmu
no xkpurepusm IWCLL 2018 (cm. pasgmen 7.3 [AHHBIX
peKoMeHJaluin) Mpu Tepanuu OTPaHUUYEHHOM [JIUTENbHOCTU (He
MeHee yeM yepes3 2 MecC. I10cJ/ie ee OKOHYaHUs), [IpU HellpepbIBHOM
WIU TOAAepXKMUBalwlleil Tepanuu (He MeHee yeM vepe3 2 Mec.
10C/Ie JOCTMXKeHUS MaKCMMaabHOro oTBeTa) [12].

VpoBeHb YyOegUTENbHOCTM pekomeHzammuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5).

KoMMeHTapum: MakcumaibHolli omeem onpedesisiemcs Kak omeem,
KOMopblli HEe CMAaHosumcs Jyduile 8 meueHue nocaeoHux 2 mec.
mepanuu.  HMHzubumopsl  CUZHANIBLHO20  nNymu  B-K1emouHo020
peuyenmopa 8bsi3bl8a0m hnepepacnpeoenumesbHslli  AUMOOYUMO3.
ITepcucmupyrowuti aumgpouumo3 npu mepanuu UOGPYmMuHubOM™* He
ae1semcsi  NPU3HAakomM  pegpakmepHocmu. Imo  COCMOsIHUE
obo3Hauaemcss KAk dacmuuHsili omeem ¢ Jaumpouumosom. Cpok
HopManu3ayuu ypo8Hs JUM@POUuUmos eapvupyem 8 pPasHbviX
uccnedosavusx om 4 do 12 wmec.; 00HAKo npu npumeHeHuu



ubpymuHuba™* numgouumos moxcem nepcucmuposams 8 meueHue 12
Mec. u 6osee, Umo He 8/usiem Ha NPOzHO3. Y psida nayueHmos yposeHbs
JUMGOoYUmMo8 HUK020a He 8038paujaemcsi K Hopme.

3.6 00e300/MBaHMe

e [Taumentam c¢ XJUI/JJIMJI mipy BO3HMKHOBEHUM OCTPOTO WU
XPOHMYECKOTO 0071IeBOTO CUHJPOMA PEKOMEHAYeTCs IIpOBeCcTu
OUMATHOCTUKY TPUYMHBI OOJ€BOr0 CUHAPOMA U TOCAeAYIOIIYI0
MaTOreHeTUYeCKyl0 WIM CUTIMTOMAaTUYeCKyl0 Tepanuio 060eBOro
CMHAPOMAa B COOTBETCTBMM C CYIIECTBYIOUIMMU MNPOPUIbHBIMU
pekomeHgauysamu [60,61].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTelbCTB — 5)



4. PeaOuauranmus

e Bcem mammentam c¢ XJUI/JJIMJI Ha Bcex 3rTamax Tepanun
3a00/eBaHMsI, a TakKkKe TII0CjAe 3aBeplieHMs JIEKapCTBEHHOTIO
JIeYeHNsI peKOMEeHAYeTCsI KOMIUIEKCHAsI peabuImTanms, a Takke
MpU HeOoOXOAMMOCTY MOAAepsKMBalOIIas Tepamnus OISl YIydileHus
pes3y/IbTaToB JIeYeHMs ¥ KauecTBa JKM3HY MaleHTa [62].

VpoBeHb yOeauTeNbHOCTM pekomeHaauuit - C (YpoBeHb
IOCTOBEPHOCTHU AOKA3aTEeIbCTB — 5).

KomMmeHTapum: cneyuanvHslx memodos peaburumavuu npu XJUI/
JIMJT He cywecmeyem. Peabunumauus nauuenmos c¢ XJIJI donxcHa
HOCUMb  KOMNJIEKCHbIUI  Xapakmep, 0X8amovlédss He  MOJIbKO
MeJuyuHckue, HO U  COYUANBbHO-NCUXOJI02UYECKUe  acnekmosl
adanmayuu nayueHma K HOpmaavHol xu3Hu. Takas peaburumauus
mpebyem, Kpome MeOJUYUHCKOLU nomowu, 0053amesibH020 yuacmusi
CoOUUanvHbIX paboMHUKO8 U Ncuxonozo8. Ilpozpammel peabunumayuu
paspabamsl8aromcst UHOUBUAYAILHO 8 3A8UCUMOCIU OM BbISIBJIEHHBLX
OCJIOMCHEHUTL JIeKapCmeeHH020 JieueHusl, Conymcmeyruieti namosno2uu,
COUUAIbHBIX U NCUXOI02UUECKUX NPOOTIEM.

Peabunumayusi npu B03HUKHOBEHUU OCNOMCHeHUll 3abosiesauust u
JleueHust Npo8oouUmMcs 8 pamKkax COOMaeemcmayuux Ho30102utl.

IToddepxcugarwas mepanus npu Heobxooumocmu nposooumcss no
Mmecmy xumenscmea nod HabnodeHueM 8paud-zemamosioza uJu
8paua-oHKos0za. Bpau-zemamonoz unu epau-oHKos02 Nno Mmecmy
HUMeNbCmMea pyKo8ooCcmeyemcs: peKoMeHOauusimMu, Komopwie OaHbl
cneuuanucmamu yupexicoeHus, npogoousuLezo aeueHue.



5. IIpodpuaaxkruka

Memodos npogurakmuku XJ/UI/JJIMJI 8 Hacmosiuiee 8pemsi He
cyujecmeyem, NoCKobKy Heu3eecmeH smuojiozuueckull pakmop unu
(pakmopel, sedyujue K pazsumuio 3a0601e8aHusl.

e Bcem mnauuentam c¢ XJIJI/JIMJI Ha MpoOTSLKEeHUMM BCeM SKU3HU
rnanyeHTa (Kak B epuoy, JeueHus, Tak M BHE €er0) peKOMEeHyeTCs
IMCIIaHcepHoe HabmogeHme y remarosiora [12,16].

VpoBeHb YyOegUTeNbHOCTM pekomeHzauuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5).

KommeHTapum: uacmoma HabawdeHus nauuenmos ¢ XJIUI/JIMJI
nocse 3asepuieHus jeueHus 3aKkoHo0amenbHO He pe2iaMeHmupos8aHd.
B meuenue 1-20 200a nocne 3asepuieHust jedeHus nayueHm 00JxHeH
Habndamscs y 2emamosioza He pexce 1 pasa e 3 mec. [lanee uacmoma
HaobnodeHUss yCMaHasausaemcs: 2emamoniozom UHOUBUOYaibHO 8
3asucumocmu om o00uWez0 COCMOSIHUSL U CaMOuy8cmeuss hayueHmad,
OCTIOXCHEHULl nposedeHHOU mepanuu, 00CMUZHYMO020 0Omeema Hda
mepanuio, HO He JOIHCHA cocmasiime MeHee 1 pasa 6 200.

ITpu duchavcepHom Haba0eHUU Kpome ocMompa nayueHma u céopa
aHamHe3a HeoOX00UMO B8bINONHAMbL 00WUll aHanu3 Kposu ¢
uccnedogavuem  JetikoyumapHoti  Gopmyasl, a makxie, ecau
3abonesaHue ConposoX0anocsy aumeaderHonamuetl,
UHCMpYyMeHmManvHoe Uuccaedo8aHue nepugepuueckux AUMpamudeckux
y3noe (Y3U unu KT). OcmanvHole memodsl 00C1€008aHUs MO2ym
NPUMEHSIMbCSL N0 YCMOMPEHUIO 2eMaAmosioza.

e [lanmeHTaM, y KOTOPBIX MPOBOAMIOCH/TIPOBOAUTCS JIeUeHME I10
nosony XJIJI/JIMJI, peKoOMeHAyeTcCsl IpOBeIeHMe peryasipHbIX
TIJIAHOBBIX CKPMHMHTOBBIX 0O0C/IeIOBaHMII 13-3a IMOBBIIIIEHHOTO
pUCKa pa3BUTUS BTOPbBIX onyxoei [63,64].

VpoBeHb yOeOUTEIbHOCTM peKoOMeHnanuii - B (ypoBeHb
JOCTOBEPHOCTH J0Ka3aTelabCTB — 3).

Opranmsanysi OKa3aHUsA
MeIUIIVMTHCKOM ITOMOIIM



MenuiHCKas ITOMOIIb, 32 MCKIIOUeHeM MeOUIIMHCKOV MTOMOII
B paMKax KJIMHMYECKOi ampobanuyu, B COOTBETCTBUM C
QenepanpbHbiM 3akoOHOM oOT 21.11.2011 N2 323-®3 (pen. oT
25.05.2019) «O6 ocHOBaxX OXpaHbI 3I0POBbS I'pakaaH B Poccuiickoit
demepanu» OPraHU3YETCS Y OKA3bIBAETCS:

. B COOTBETCTBMM C TIOJIOKeHMEeM 00 opraHms3anuy OKa3aHMs
MeIMIIMHCKON TIOMOIIM [0 BHUAAM MEIMIIMHCKOM ITOMOIIN,
KOTOpPOE YTBEPXKIAeTCsT YIIOJTHOMOUYEHHBIM deepabHbIM OPTaHOM
JICTIOJIHUTEIbHOM BJIACTU;

. B COOTBETCTBUM C IMOPSIAKOM OKa3aHMs IIOMOIIM I10 IIPOGUIIo
«IeMaTo/IoTus», 00s13aTe/IbHbIM [JIsI MCIIOJTHEHMSI Ha TeppPUTOPUM
Poccuiickoi @enepaiiyy BCeMy MeAULMHCKMMU OpPraHuU3alusIMu;

. Ha OCHOBe HaCTOSIIMX KIMHUYECKUX PeKOMeHIalliA;

.C y4eTOM CTaHAApPTOB MeAUIIMHCKOI ITOMOIIM, YTBEPXXIEeHHbIX
YVIIOTHOMOYEHHbIM  defepaJibHbIM OpPraHOM MCHOJHUTEIbHO
BJIACTI.

[lepBuuHasg crnenuaaM3upoBaHHAS MeOMKO-CaHUTApHas MOMOIIb
OKa3bIBAeTCSI  BPAuYOM-TEMATOJIOTOM UM  MHBIMU  BpavyaMu-
crieuaJucTaMM B I1IeHTpe aMOy/JaTOpPHOJM TreMaTOoJI0TUUYeCcKo/
OHKOJIOTMYECKOI MOMOIIY 160 B IEPBUYHOM IeMaToIOrMyeckom/
OHKOJIOTMYECKOM KabOuHeTe, TMEpPBMYHOM TIeMaToJOrMyeckom
OTAEeNeHUM, TOJUKIMHUYECKOM OTHOEeJIeHUM OHKOJIOTUYECKOTO
IVCIIaHcepa.

[Tpn BeIgBNeHUu y nauuenta XJUJI/JIMJI vian nomo3peHun Ha HEro
Bpauy-TepaneBThbl, BpauM-TepareBThl y4aCTKOBbIe, Bpauu 0OIeit
IIPaKTUKM (CeMeiiHble Bpauu), BpauMU-CIIELMATIUCTbI, CpemHue
MeAVLVHCKM/Ee PaOOTHUKY B YCTAHOBJIEHHOM MOPSIIKe HAMIPaBJISIOT
nmaleHTa Ha  KOHCYJbTAlMI0O B I[EHTp  aMOyJaTOpHO¥
reMaToJIOrMYeCKO¥/OHKOJIOTMYECKO TTOMOIIM MO0 B MEePBUYHBIN
reMaToJIOTMYeCKMii  KabuHeT, TMepBUYHOE TeMaToJIoTUUYecKoe
OTHe/IeHMe MeOULVHCKON OpraHmu3auuyu OISl OKa3aHUs emy
TIePBUYHON CIIeMaJINM3UPOBAHHOI MeOUKO-CaHUTAPHO! [TOMOIIINA.

Bpau-remartosior amOy/JIaTOPHOIO WM CTAallMOHAPHOTO 3BeHa
reMaToJIOTNUYeCKOit IIOMOLLIM OpraHusyer BBITIOJTHEHME
IVMAarHOCTUUYECKUX MCCIeJOBAHMIA, HEe0OXOIMMBbIX LTS
YCTaHOBJIEHMS IMArH03a, BKJII0Uast paClIpoOCTPAaHEHHOCTh U CTaAMIO
3a00j1eBaHMSI.



B wIyyae HeBO3MOXKHOCTM MpPOBedeHMS IOUarHOCTUYECKUX
MCC/IeAOBaHMII IMAlMeHT HallpaB/seTcsl JiedyallMM BpauoM B
MEeIUIIMHCKYI0 OpraHM3allMi0, OKa3bIBAIOIIYI0 MEeIUIIMHCKYIO
IIOMOIIIb MallMeHTaM C reMaTOJIOTMYeCKMMM 3a007IeBaHUSIMM IS
YCTAHOBJIEHMSI AMArHo3a U OKa3aHus CreluaJu3upoOBaHHONM, B TOM
Yyycjie BBICOKOTEXHOJOTUYHOM, MeIUIIMHCKOM ITOMOIIIH.

[Ipy BoeissBAeHun XJUI/JIMJI unm momo3peHMM Ha HEro B Xofe
OKa3aHMS CKOPOM MEIMIIMHCKONM IMOMOIUM MallMeHTa I1epeBOIsT
WIM HaIpaBJSIOT B MeOUIMHCKME OpraHM3aluy, OKa3bIBawollyue
MEeOULVMHCKYI) IIOMOIlb IalMeHTaM C TreMaTOoJOoTMYeCKUMU
3aboieBaHUSIMM, [JISI  OMpeneNeHUs] TaKTUKUM BeleHUs U
HEeOOXOIVIMOCTM TIPUMMEHEHMS IOIIOTHUTENbHO IPYTUX METOIIOB
CrielMaan3upoBaHHOTO MPOTUBOOITYX0JIEBOTO JIEUeHMSI.

Crienuann3upoBaHHAsi, B TOM UMC/Ie BbICOKOTEXHOJIOTUMYHAS,
MeOUIIMHCKAsl IOMOIIb OKa3bIBAETCSI BpauyaMM-TemMaTojoraMu B
MEOULMHCKMX OpraHM3alMsIX, OKas3bIBAWOIINX MeOUILIMHCKYIO
nomMomp rnauyeHtam ¢ XJUI/JIMJI, wuMewmux JULEH3UIO,
HEe00XOIVIMYIO MaTepuaabHO-TEXHUYECKYIO 6a3sy,
cepTUPUIIMPOBAHHBIX CIIELIMAIMCTOB, B CTAlIMOHAPHBIX YCIOBUSIX U
YCJIOBUSIX JHEBHOTO CTallMOHapa M BK/IKOYaeT IPO(UIAKTUKY,
IVarHOCTUKY, JieyeHue reMaToJIOTMYeCKUX 3a00J1eBaHMIA,
TPeOYIOINX MCIIOAb30BAHMUS CIIELMAaTIbHBIX METOIOB M CIOKHBIX
YHUKQJIbHBIX MEIUIIMHCKUX TEXHOJIOTMM, a TaKKe MeIUIVHCKYIO
peadouIuTaLmIo.

B MemguuMHCKONM oOpraHmM3alyuyM, OKa3bIBAWOIIEN MeOUILIVMHCKYIO
nmoMmolp rnanueHrtamM ¢ XJUI/JJIMJI, TakTuka MeOgULIVIHCKOTO
00C/1eI0BaHMS M JIeYeHMS = YCTAHABJIMBAETCS BpavyamMm-
reMaTojoraMM C IIPMBJI€UEHMEM IIPM HEOOXOOMMOCTU IPYTUX
Bpayei-CenuaanucToB, IMPU HEOOXOAVMMOCTM — C IPOBEIeHMEM
KOHCUIMyMma. PelleHre KOHCMIMyma Bpadeil  odopmiseTcs
IIPOTOKOJIOM, MOAIIMCHIBAETCS YYACTHUKAMM KOHCUIMYMa Bpaden u
BHOCUTCS B MEOAUIIMHCKYIO JOKYMEHTALMIO Tal/ieHTa.

[TokazaHus K rocrnuTanusanuy B KPYIJIOCYTOUYHBIA WU JHEBHOM
CTalMoHap MeOUIIMHCKOMN OpraHm3alum, OKa3bIBaIoIein
CrielMaan3MpoBaHHYI0, B TOM YMCJI€ BbICOKOTEXHOJIOTUYHYIO,
MeIUIIMHCKYIO IIOMOIIIb Io IPOUITIO «reMaTOJIOTUSI»,
OIpefesiloTCsI  BpPayoOM-reMaTOIOTOM/KOHCUMIMYMOM Bpaueil C
TIpUBJIeUeHNEM npu HEeOOXOIVIMOCTH ApyTux Bpaueli-
CrelmaanucToB.



IIokazaHusa K SKCTpeHHOﬁ rocrmmTajim3danmum:

1. PasBuTtue Tsken0¥ MH@EKIMM (Heo0s13aTeIbHA TOCTIUTAIN3 AL
B reMaToJIOrMYeCKui CTaloHap).

2. PasBuTue yrposkamoimx KM3HU IUTONeHnu (TTy60Koi aHeMuH,
reMopparnyeckoro CMHAPOMa, HEMTPOIIEHUMN).

3. Passutme ocinoxkHenuin XJIJI, Bxmwoudass cuHapom Puxrtepa,
CUMIITOMaTUYeCKyl0 JauM@paaeHoNaTUuI0 ¥ OpPraHOMErajinil C
PUCKOM pa3BUTUSI TSKEIbIX OCIOKHEHUI, HenpoaeinkeMuto,
cienpuueckuit  MJIEBpUT U  XWJIOTOpPAKC C MPU3HAKaAMU
IbIXaTeIbHOM  HENOCTaTOYHOCTHM,  I[apaHeoIllacTUYeckKue U
ayTOMMMYHHbIE CUHAPOMBI, OPYIrUe OCIOKHEeHMS, YrposKarolue
KU3HMU.

4. Pa3BuTue OCJIOXHEHUN TepalimMu, BKJIKOUYas CUMHIPOM JIM3MUCa
OITYXOJIM, TSIKejble MH(QY3MOHHbIE peakluu, MUeTOTOKCUUeCKUI
arpa”Hy/JoluTO3 C JIMXOPagKOM UM Apyrue  OCIOXKHEHMS,
yrposKawlye XU3HN.

IlokazaHus K IJIAHOBOM rOCIIUTAIU3ALI N :

1. IIpoBegeHue Tepamuy B CIyYasX, TPEOYIOUIMX KPYIJIOCYTOUYHOTO
HaOMIOMeHus 3a MalMeHTOM IO IIPUYMHE TSIKeCTU COCTOSIHUS,
06YCIOBJIEHHOI'O OITyXO0JIbIO, MM II0 IIPMUYMHE PUCKa OCIOKHEHMUIA,
CBSI3aHHBIX C MPOTPaMMON JIEYeHUSI WIM CONMYTCTBYIOIIMMU
3a00JIeBaHUSIMMU.

2. O6ciemoBaHMe IallMeHTa, BKIKOYAlOllee OMOIICUI0 U
MHBa3VBHbIE BMEIIATE/IbCTBA, B CIydYasx, KOIMa OHO He MOKET
OBITH ITPOBEIEHO aMOYyIaTOPHO.

IIokazauuss K BbIIIMCKE MNalMeHTa u3 MeIUIIMHCKOM
OpraHmsanmum:

. 3aBeplieHMe Kypca JieyeHUsI WIM OLHOrO M3 3TAlOB OKa3aHWUS
CHelaJIn3upPOBaHHON, B TOM UMC/I€ BbICOKOTEXHOJIOTUYHOM,
MEOULIMHCKON IIOMOIM, B VYCIOBUSX KPYIJIOCYTOYHOTO WU
IHEBHOTO CTalOHapa IIpU YCUIOBUM OTCYTCTBUSI OCIOKHEHUI
JneyeHusi, TpeOyIONINX MeAMKAMEHTO3HOI KOPpPeKUuMu W/ Uian
MeOULMHCKNX BMEIIaTe/IbCTB B CTAllMOHAPHBIX YCIIOBUSIX.

.OTka3s mamueHTa WIM €ro 3aKOHHOrO MpencTaBuUTeNsI OT
Crieuuaau3upoBaHHON, B TOM UMCIE€ BbICOKOTEXHOJIOTUYHO,
MeOULMHCKON TOMOIIM B VYCIOBUSIX KPYIJIOCYTOUHOTO WU



JTHEBHOI'O CTallMOHapa, YCTaHOBJIEHHO KOHCUJIMYMOM
MEeOUIIVMHCKOM OpraHusanuy, OKa3bIBAWIIEl OHKOJIOTMYECKYIO
IIOMOILlb, TIPU YCJIOBUU OTCYTCTBUS OCJIOXHEHUI OCHOBHOIO
3aboeBaHMs W/WIM JIedeHMs, TPeOyIoIIuX MeauKaMeHTO3HO
KOppeKUUU U/ WU MeOULIMHCKUX BMeIIaTe/bCTB B CTALMOHAPHBIX
YCIIOBUSIX.

. HeobxomumocTh mepeBoma mMalMeHTa B OPYIYI0 MEIUILIMHCKYIO
OopraHmu3aluio 0 COOTBETCTBYIOIIEMY TIpOQMII0  OKa3aHUS
MeOUIMHCKOM [TOMOILN.

. Penienne Bpaue6GHOV KOMMCCMM 00 OTCYTCTBMM IIOKa3aHMl K
NpeObIBAHMIO  MalMeHTa B CTalMOHape B  CBI3U  C
0ecrnepcreKTUBHOCThIO JIEUeHUSI UM HeOOXOAMMOCTbIO OKa3aHUS
TOJIBKO Ma/JJIMaTUBHOM MOMOILN.

3ak/ioyeHe O 1eecoobpasHOCTM T[epeBoja MaleHTa B
NMpOoPMIbHYI0O MEIUIIMHCKYI0O OpraHM3aliuio COCTaBJIsSIeTCs I1ocje
TIpeIBapUTETHLHOM KOHCY/IbTallUU 13(0) IIpeI0CTaBIeHHbIM
MEeOUIIMHCKUM JOKYMEHTaM W/WIM IIpeIBapUTEIbHOTO OCMOTpa
naiyeHTa BpayamMy CIenuaJucTaMy MeIUIIMHCKOV OopraHu3aium,
B KOTOPYIO INIAaHUPYETCS IepeBol.



6. lonmomHuTenbHasa mHopmanms,
BIMSIONIASI HA TeUEeHMEe U MCXO[
3a00JIeBaHUS

7.1. CragupoBaHue JMM@OMBI 13 MaJIbIX
JIMM@POIUTOB

CragupoBaHue JIMJI ocyiecTBsIeTCs 110 pe3y/bTaTaM 00c/ieloBaHMSs
B COOTBETCTBUM C KpuTepusimu Kiaccuduxaium Ann Arbor (Tabs.
I'1.1)[13].

Ta6muma 7.1. CragupoBanme aumdpom mno Ann Arbor,
moaudukanus Cotswold

Craauns . .
I e [lopaxeHne ogHON NMMMATUYECKON 30HbI N CTPYKTYpbI[1]
Craans
I e [lopaxeHue 2 nnm 6onee nuMdbaTUYECKUX 30H MO 0A4HY CTOPOHY Anadparmsbl;
e JI0KanM30BaHHOEe B Npegenax 1 cerMeHTa nopaxeHue
1 skcTpanuMdaTU4eCcKoro opraHa UaM TKaHW U ero perMoHapHbIX NMMdbaTUyYecKmnx
Y3N0B C NOpa>eHueM namn 6e3 nopaxeHus Apyrunx numdartnyecknx obnacren no Ty
e CTOPOHY Anadparmbl
Craans
I o [lopaxeHune nuMdbaTUUYECKUX Y3/1I0B UK CTPYKTYP No obe CTOpoHbl Anadparmel;
e JI0KanM30BaHHOE B Npefenax 1 cerMeHTa nopaxeHue
1 akcTpanuMdaTM4eCcKoro opraHa WA TKaHW U ero perMoHapHbIX NMMdbaTUyecKmnx
Y310B C MOpaxeHueM Apyrux numdartmyeckmx obnacteir no o6e CTOPOHbI
anadparmbl
Craans
v e [ucceMnHmpoBaHHoe  (MHOroOKyCHoe) nopaxeHue 1 uanM  HeCKONbKUX
3KCTpanuMdaTUYeCKUX OpraHoB C  nopaxeHuem unm 6e3  nopaxeHus
nuMdaTMyecKnx ysnos;
e 130/IMPOBAHHOE MOpaXKeHne 3KCTpannM@aTyeckoro opraHa
C NopaxxeHWeM OTAaNEHHbIX (HE pernoHapHbIX) NMMM@aTUYeCcKmX y3/10B;
e MOpaXeHue NeyYyeHn U/Unm KOCTHOro Mo3ra
Ons Bcex ctagui
A
e OTcyTCTBME NpU3HaKoB B-ctaguun




B OauH nnm 6onee n3 cneayoWMX CUMMTOMOB:
e TeMmnepaTypa Tena Bblwe 38°C He MeHee 3 pgHen noapsa 6e3 npusHakos

BOCMasieHns;
e HOUYHble Npody3Hble MOTbI;

e noxyaaHue Ha 10 % macchl Tena 3a nocnegHue 6 mec.

E JlokannsoBaHHOEe 3KCTpaHoAaNbHoe nopaxeHue (npu I-II ctagmax):
e JIOKaNM30BaHHOEe nopaxeHue 1 3KcTpanuMmdaTMyecKkoro opraHa WM TKaHu B

npeaenax 1 cermeHTa 6e3 nopaxeHus nMMdaTUYECKUX y3710B;
e ctaauns I unu II ¢ orpaHMYEHHbIM 3KCTPaHOA4aIbHbIM BOBJIEYEHMEM MpUIeXallero

OopraHa unun TKaHu

7.2. O011as1 BBDKMBAE€MOCTD IMAIlMEHTOB B IPyIIax mo
MIIN

Ta6numa 7.2. O6mass BbDKMBAEMOCTh IMAIMMEeHTOB B IPyIax II0
MIIN

M'pynna pucka Bann Yucno nalMeHToB, 5-nertHsaa OB, %
ab6c¢. (%)

Huskas 0-1 340 (29) 93,2

MpomexyToyHas 2-3 464 (39) 79,4

Bbicokas 4-6 326 (27) 63,6

OyeHb BbiCOKast 7-10 62 (5) 23,3

7.3. OueHka oTBeTa Ha jJeyeHue nmpu XJIJI

OueHka oTBeTa Ha JiedeHMe IIPOBOAMUTCS B COOTBETCTBUM C
OOHOBJIEHHBIMM KPUTEPUSIMM, IIpelJOKeHHbIMU MeXIyHapOomoHOII
pab6oueit rpymrioii mo XJIJI (IWCLL) B 2018 r. (Ta6:. I'4.1) [12].

Ta6numa 7.3. OneHKa oTBeTa Ha JiedyeHMe IIPU XPOHUYECKOM
aumbouuTapHOM JIeiiKo3e

YacTtnuHas
peMuccus

MNoka3saTenb MonHasa peMmuccus Mporpeccus

A. MNMapaMeTpbl, XapaKTepusytoLmMe Maccy onyxosnu




NnumdapeHonatms OTCyTCTBME y3108 YMeHbLeHne =50 % ygenumyeHne =50
>1,5¢cm %

enaTomeranus Het YMeHbLeHne =50 % YBenunyeHne =50
%

CnneHomeranus KpaHuno-kayaanbHbli YMeHbLeHne =50 % ygenmyenHne =50

pa3Mep ceneseHkKn
<13 cm

OT BE/INUYMHbI, Ha
KOTOpPYIO YBenmyeHa
NCXOAHO

%

JInmdbounTbl KpoBU

<4 x 109/n

YMeHblweHne =50 %

YBennyenne =50

oT MCXOAHOro % OT wucxoaHoro
YPOBHS YPOBHS
KOCTHbIN MO3r HopMokneTouHbIN, YMeHblleHne -
<30 % numdpoumnTos, MHbOUNLTPpaUnm
HeT HOAYNAPHOIo KOCTHOro Mo3ra
nopaxxeHus Ha 50 %
KoHcTUTyuuOHanbHble HeTt Jobble Jliobbie

CAMNOTOMDI

A. MNMapaMeTpbl, XxapakTepusyoume hyHKLMIO KOCTHOro Mo3ra

TpombouuThbl >100 x 109/n > 100 x 109/n nnm CHuxeHue =50 %
nosbiweHne =50 % OT WCXOAHOro no
OT NCXOAHOro npuynHe XJ1J1
Femorno6buH >110r/n >110 r/n nnm CHuxeHune =20 r/n
(6e3 TpaHchy3un u nosbiweHne =50 % OT WCXOAHOro no
3pPUTPOMO3TMHOB) OT NCXOAHOIro npuyuHe XJ1J1
HenTtpodunbl >1,5 x 109/11 >1,5 x 109/n nnm -

nosbiweHne >50 %
OT UCXOAHOro

Crabunusaiys 3abo/eBaHMs YCTAHABAMBAETCS B CUTyalMsX, He

YOOBJETBOPSIONIMX KPUTEPUSIM HU YaCTUYHOI peMUCCUM, HU

IIPOTPECCUM.

[1] K numdaTnyeckuM CTPYKTypam OTHOCST JumMdaTuuecKue y3Jbl,
Keesy, Banbaeiiepa,
yepBeobpa3HbIil OTPOCTOK, IejiepOBbI OISIIIKMN.

CeJIE3€HKY, BMJIOYKOBYIO KOJIbLIO



Kpurepumn orieHKM KayecTBa
MeIUIIMTHCKOM IMOMOIIM

Ne Kputepumn kauecrsa OueHka
BbIMOJIHEHUSA

1 MaumeHTy Cc nogospeHunem Ha XJUJ1/JIMNT unn BbisBneHHbIM XJ1J1/ Na/Het
JIMJT npy nNepBUYHOM WM TMOBTOPHOM TMpUEME, TMpPU OLIEHKe
peMnuccmn 4epes 2 MeC. Mocne 3aBepleHus Tepanuu, npu
KOHTPO/bHbIX 06CnefoBaHMsAX M NpW MOAO3PEHUM Ha peunaus
3aboneBaHns BbINOSIHEH pa3BEPHYTbIN KAMHUYECKUIA aHanu3
KpOBW C onpegeneHMeM YpoOBHSA remorsiobuHa, 3puTpouumTOoB,
TpoMboUuUTOB, NenKkoumnTos, noAcCYEeTOM nenkoumTapHom
dOopMyibl N KONUYECTBA PETUKYOLUTOB

2 MauneHTy c nogo3peHuem Ha XJ1J1 ¢ KoNNM4ecTBoM Na/Het
B-nenkouuTtos >5000 B 1 MK BbIMNOJIHEHO
MMMYHO(dEeHOTUNNnYeckoe wuccrneaoBaHme nMMAOOUNTOB KpOBMU
METOAOM MPOTOYHOM LUMTODNYOpPUMETPUN

3 MaumeHTy c nopo3peHmeM Ha JIMJZT 6e3 KAWMHWYECKoro Na/Het
numdounTosa B KpoBM N1M60 NauMeHTy C NoA03pEHMEM

Ha TpaHcdhopMauuto BbiMosiHeEHa 6uoncuns numMmdaTMyeckoro ysna
(oyara nopaxeHus)

4 Y nepBuYyHoOro nauuneHta c XJ1J1/JIMJ1 c nogo3peHnem Na/Het
Ha TpaHcdhopMauMIO MONyyYeH T[UCTONOTMYECKUIA npenapaTt
KOCTHOro Mo3ra (BbIMOJIHEHA TpenaHobMoncmust KOCTHOro Mo3ra)

5 MepBMYHOMY nMauMeHTy npu ycCTaHOBKe pAuarHosa XJJ1/1MN Oa/Het
nmbo naumeHTy ¢ BepuduumpoBaHHbiM - XJUJT/IMNT  nepen
HayanoMm Tepanuu, NpU OLEHKE peMUCCUMKU yepe3 2 MecC. nocne
3aBeplleHns Tepanuu, a Takxe MNpu NoAO3peHUU Ha peunans
3aboneBaHus BbiNnonHeHa KT rpyaHOW KNeTKWM, OpraHoB
6pIOWHOM NONOCTM M Manoro Tasa (C KOHTPACTUPOBAHMEM) WU
peHTreHorpadus opraHoB rpyaHOM KNeTKn

B 2 npoekumsax u Y3U numdatuyeckmx Y3n0B W BHYTPEHHUX
opraHos

6 Y nauuweHTa ¢ XJUJ1/JIMJ1, nonyyatowiero Tepanmto orpaHMYeHHOM [a/Het
ANUTENbHOCTM, BbINOJIHEHA OUEHKa Tepanuu Mo KpUTepuUsM
IWCLL 2018 He MeHee 4yeM 4epe3 2 MeC. NOC/e OKOHYaHUA
Tepanuu

7 Y naumenTa ¢ XJU1/JIMJ1, nony4aroLero HenpepbiBHYO Oda/Het
WU MOAAEPXMBAIOLLYO TEpanuio, BbIMOSIHEHA OLEHKa Tepanuu
no kputepusam IWCLL 2018 He MeHee 4yeM yepe3

2 Mec. nocne AOCTMXKEHUSI MaKCMMasibHOro OTBETa
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MeToagonorust c60pa AJOKa3aTeJIbCTB

MeTonbl, MCIIO/Nb30BaHHbIE OJIsT cOopa / CeleKLMM OKa3aTe/lbCTB:
MONMCK TyOMMKaUMiA B CHELMaJIM3MPOBAHHBIX  IEPUOAUUECKUX
TevyaTHbIX U3AAHMSIX C UMMAKT-pakTopoMm >0,3.

IToucK B 3/IEKTPOHHBIX 0a3ax JaHHBIX.

IlokasaTe/bHOM 6a30¥t Ay peKoOMeHAaluit SIBASIIOTCS My6GIMKaluu,
Bomenine B KokpeifHOBCKyI0 O0ubmoTeKky, 6a3npl JaHHbIx PubMed n
MEDLINE. I'my6uHa moucka cocrasssiia 30 jerT.

MeTO,H,bI, MCIIO/ZIb30OBaHHbIE OJId aHa/IM3a JOKa3aTe/IbCTB:

hd O630pr OHY6.TII/IKOB3HHIJIX MeTddHaJIN30B;
® cCucremMaTmueckme O630pr C Ta6J'II/IL[aMI/I JOKa3aTeJIbCTB.

METO,Z[bI, VICITIO/Ib30OBAaHHbIE OJIA Ka4eCTBa U CMJIbl 4OKA3dTeJIbCTB:

® KOHCEHCYC 9KCIIepPTOB;
® OlleHKa 3HAauMMOCTM JOKa3aTeJbCTB B  COOTBETCTBUU  C
PEeITMHIOBO CXeMOJi 0Ka3aTeNbCTB (Tabn. A1-A3).

B HacToOAMX KIMHUYECKUX PEeKOMEHOALMIX IIpUBeNeHbl YPOBHU
OOCTOBEPHOCTM  JOKAa3aTeJbCTB WM  YPOBHM  YOEOUTETbHOCTU
pekoMeHaliMit B COOTBETCTBMM pPeKOMeHIalusIMM I10 pa3paboTKe U
aKTya/IM3aluMM KIMHUUYECKUX peKoMeHpauui (mpukas MuH3OpaBa
Poccun ot 28.02.2019 r. N2 103H).

Ta6muma Al. IlIkasa OIeHKM YpPOBHEH JOCTOBEPHOCTU
JOKa3aTe/lbCTB (@%101))] TSI METOI0B JIMArHOCTUKA
(IyarHoCTMYeCKUX BMellaTe/1bCTB)



yaa PacwuudcdpoBka

1 CucrtemaTtnyeckme 0630pbl UCCNEAOBaAHUA C KOHTPONEM pedepeHCHbIM MEeTOAOM WU
cuctemaTuyeckuii  063op  paHAOMU3MPOBAHHbLIX  KIMHWYECKMX  UCCNefoBaHWM  C
npuMeHeHMeM MeTa-aHanmsa

2 OTaenbHble UCCNEefoBaHUA C KOHTPOSIEM pedepeHCHbIM METOAOM WM  OTAE/bHble
paHAOMU3MPOBaHHbIE  KAMHUUYECKME WCCMefoBaHus U cuctemMaTudeckne  0630pbl
nccnenoBaHuii Mo6oro AusaliHa, 3a UCK/IUYEHUEM paHAOMU3MPOBAHHBLIX KIMHUYECKUX
nccneaoBaHuii, C NPpUMEHEHWEM MeTa-aHanmsa

3 WccnepoBaHns 6e€3 MNOCNefoBaTeNbHOMO KOHTPONS pedepeHCHbIM  MEeTOAOM WM
nuccnenoBaHust ¢ pedepeHCHbIM  MEeToAOM, He  SBASKWMMCS  HE3aBWUCUMbIM - OT
uccnefyemMoro mMetoga, WM HepaHAOMU3UPOBAHHbIE CPaBHUTENbHbIE WCCNEAOBaHWSA, B
TOM YMCIe KOrOpPTHbIE UCCIeA0BaHUS

4 HecpaBHUTeNbHbIE NCCNeAOBaHUA, ONUCaHUE KIMHUYECKOro criy4vas

5 NmeeTcsa nuwb 060CHOBaHWE MexaHM3Ma AEeNCTBUSA UM MHEHMe 3KCNnepToB

Ta6muma A2. IlIkaja OIeHKM YpOBHE JOCTOBEPHOCTU
nmokaszarenbcTB (YII)aasa MeTomoB NMpOoPMIAKTUKHU, JTEUEHUS U
peaouIMTaIMN (mpodmurakTUIECKnX, JIe4eOHBIX,
peadoIMTAIMOHHBIX BMENIATe/IbCTB)

yan PacwuundpoBka

1 CuctemaTtnyeckuih 063op PKU c npumeHeHneM meTaaHanmsa

2 OtpenbHble PKW u cucrtematmyeckme o0630pbl mMccnepoBaHui nboro ausanHa, 3a
ucknroyeHmem PKW, ¢ npumeHeHneMm meTa-aHanumsa

3 HepaHoOMU3MpPOBaHHbIE CpaBHUTENIbHbIE WCC/EA0BaHUA, B TOM 4UC/e KOropTHble
ncecnenoBaHuA
4 HecpaBHUTeNbHbIE UCCNefOBaHUS, ONUCaHUE KITMHUYECKOrO Criyyas Win cepumu cry4daes,

nccnenoBaHus <<Cﬂy‘-|al7l-K0HTpOJ'lb>>

5 NmeeTcsa nuwb 060CHOBaHWE MexaHM3Ma AeNCTBUMS BMelaTenbCTBa (,EI,OKﬂVIHVIHECKVIe
MCCJ'Ie,D,OBaHVIH) NN MHEHNE 3KCNEPTOB

Ta6muma A3. IlIkama OLEHKM YpOBHelN YyOeauTelIbHOCTU

pexomeHgauuin(YVYP) OISt MeTOA 0B mpohMIaKkTUKMH,
AUArHOCTUKU, JIeUeHUSI U peaGI/IJII/ITaI.H/II/I (HpO(l)I/IJIaKTI/I‘IeCKI/IX,
AUAIrHOCTUYECKUX, JleqeﬁHbIX, peaﬁmm'rauuonnmx
BMelIaTe/JIbCTB)

YyP PacwuundpoBka

A CunbHas pekoMeHpauums (Bce paccMmaTpuBaeMble Kputepun 3PEHEKTUBHOCTHU

(VICXO,CI,bI) ABNAKTCA BaXHbIMKW, BCe€ WUCCNEAOBaHMA WMEKT BbICOKOE WU
YAOOBNETBOPUTENBHOE METOA0/I0NMYECKOE Ka4vYeCTBO, UX BbIBOAbI MO UHTEPECYHOLWNM
ncxonam ABNAKTCA COI'J'laCOBaHHbIMVI)

B YcnoBHas pekoMmeHzaauusa (He Bce paccMaTpuBaeMble Kputepun 3bhdEKTUBHOCTM
(ncxopbl) ABNSIOTCS BaXHbIMW, He BCe UWCCNeAOBaHWS WMEKT BbICOKOE WU
YAOOBNETBOPUTENBHOE MeToaosiormyeckoe KayecTtBoO VI/VIJ'IVI nx BblBOAbI no
MHTEPECYIOLUMM UCXOaM He SIBASIKOTCS COrnlacoBaHHbIMM)

C Cnabas pekomeHpaumsa (OTCyTCTBME AOKa3aTenbCTB HaAnexauwlero kadecrsa (Bce
paccMaTpuBaeMble Kputepuun 3 deKTUBHOCTU (MCXOAbl) ABASIOTCA HEBaXHbIMU, BCE
WUCCNefoBaHMs MMEIOT HU3KOe MEeTOAON0rMYecKoe KayecTBO M UX BbIBOAbI MO
MHTEpEeCYIoWMM UCX04aM He ABASIOTCA COrlacoBaHHbIMN)




MeTopoorusi BaaIuaAn3aumn peKoMmeHaanumn
MeToabl Baauau3anumn:

. BHEIIIHSIS 9KCIIePTHAs OLleHKa;

. BHYTPEHHSISI SKCIIEpTHAs Oll€HKa.

Onucanme MeTOAMKU BaaMAU3aAlUM PEeKOMeHAAal il

Hacrosimiye pekoMeHJalUMy B IIpeABapUTENIbHON Bepcuu ObLIN
pelleH3MPOBaHbl HE3aBUCUMBIMM 3KCIIEPTAMM, KOTOPbBIX ITOIIPOCUIIM
IIPOKOMMEHTUPOBATh, HACKOJIbKO KayeCTBEHHO MHTEePIIPeTUPOBaHbI
mokasaTelbCTBA M paspaboTaHbl pekoMeHmauuu. Takxke Oblia
IIpoBedeHa SKCIEepTHAsl OLleHKAa M3JIOKeHMS PeKOMeHIaluii U UuX
OOCTYITHOCTU JIJISI IOHMMAaHMUSI.

PexoMeHaaLuu 00CYKIeHbI ¥ Ol0OpeHbl BeAyIIMMM CIIeLaJIuCTaMu
poGIbHBIX egepabHbIX IIEHTPOB PO 1 mpakTMuecKMMM BpauaMiu.
[IpoekT KIMHMUYECKMX peKOMeHJauuii OblI  pacCMOTpeH Ha
coBellaHusx paboueit rpymmbl B 2017-2018 rr., Ha popyme sKCIIEPTOB
II0 BOIIPpOCAaM [OMArHOCTUKM U  JIeUeHMs  3/I0KaueCTBEHHBIX
numornpoaudepaTuBHbIX 3aboneBanmii  «JImMmdopym», eXeromHoi
pOCCHIICKOIT ~ KOH(pepeHLMM €  MEXKIYHApOOHBIM  y4acTUeM
«370KauecTBeHHbIe JMM@POMBI», a Takke B paMkKax IV Kourpecca
remMartosioroB Poccumn.

ITopsaoK OOHOBIEHMS KIVMHUYECKUX PeKOMeH Jaluii

AxTyanusauus IpOBOAUTCS He pexke yem 1 pa3 B 3 roma wiu Iipu
TOSIBJIEHUM HOBOW MH(OpPMaLMM O AMATHOCTUKE U TaKTUKe BeIeHUS
nauyeHToB, crpanzarmommx XJIJI/JIMJI, Ho He yaiie 1 pa3a B 6 Mecs1ieB.
Pemienne o6 0OHOBJIeHMM MpMHMMAaeT MuH3apaB Poccuy Ha OCHOBe
MpeaaokKeHnit MeaULIMHCKUX TIpodheccOHaTbHbIX HEKOMMepPUeCKUX
opranmusaiuit. ChopmMmupoBaHHble MpeIJOXeHUs HO/IKHbI YUUTHIBATD
pe3y/abTaTbl KOMILJIEKCHOM OLIEHKM JIEKapCTBEHHBIX IIperapaTos,
MEOULVHCKUX U3Oe/IUil, a TaKKe pe3yJbTaTbl KJIMHUYECKOM
anpob6aiun.



IIpunoxeuue A3. CBsI3aHHBIE
OOKYMEHTBI

Hert

IIpunoxxenne A3.1. 3HaueHNe MapKepoOB BUpyca
rerratuta B mpu XJIJI

Knetku XJIJI MOTYT ObITh AOIIOJTHUTE/bHBIM pe3epByapoM Jjisl BUpyca
rermatuta B. JlaTeHTHass MH@eKus, Bbi3BaHHasi HBV, BuisBisieTcs y
nauyeHToB ¢ XJIJI uvamie. 3HayeHue MapkepoB HBV-uHdbekuyuu u
TrpefriosaraeMble IeiiCTBUS MMpeacTaBieHbl B Ta0. 3.1.

Ta6nmuma A3.1. 3HaueHNe MapKepoB BUPYCHOroO remnatura B

PacwundpoBka HBs- AHTHN- AHTHN- AHK Dencreuna
Ag HBc HBs HBV
He koHTakTuposan ¢ HBV - - - - [poBecTn BakUMHaLUNIO.
MpoTnBONoKasaHui

K aHTU-CD20 HeT

BakuuHauug npoBeneHa - - + - MpoTrBONOKa3aHuin
K aHTn-CD20 HeT

PekoHBanecueHT - + + - MpoTrBONOKa3aHUi
K aHTU-CD20 HeT

Bo3mMoxHoe NaTeHTHoe - + - +/- KoHTponb OHK HBV

HoCuTenbCcTBO HBV Kaxable 2 MecCc. BO BpeMs
Tepanuu aHTn-CD20,
Ha3HayeHune
NpOTMBOBUPYCHOWN

TepanuuM nNpu MNosiBJIEHUMU
HBsAg vnu AHK HBV

HeakTnsHoe + + - + HasHaueHue
HocuTenbCcTBO HBSAgQ MPOTUBOBUPYCHbIX
rnpenapatoe BO BpewMs
Tepanuu aHTM-CD20+ +
rog nocne OKOH4YaHus

XpoHuyeckun renatut B + * * + OTkazaTtbcs oT aHTU-CD20
nnu NpoOTMBOBUpPYCHas
Tepanusa Ao Tepanuu, BecCb
nepuoa nedexHmsa + 1 roa
nocsie OKOH4YaHua*

* TIpu HeoOxomumMocTy HazHaueHMs1 aHTU-CD20 nmokaszaH MOCTOSTHHBIN
npuem 3HTeKaBupa™* 0,5 mr/cyT. DHTeKaBMp™™ HasHaualOT Ha BeCh
repuoj, JiedeHUs/TIOAaepXKBalollleil Tepanuu M He MeHee 1 roma
1ocjie  3aBeplieHMs]  MMMYHOCYIIPECCUMBHON  Tepanmuu  IIpHU
HEOQHOKPATHbIX OTPUIIATeIbHBIX pe3yabTaTax TecTupoBaHus Ha [JHK
BUpyca rematuta B B KpoBu. ONTMMasibHasi HPOHAOIKUTEIbHOCTD
Tepanumn SHTeKaBUpoOM™* rnocjie 3aBeplIeHus Tepanmmn
putykcumabom™* He omnpeneneHa. Ecau mauuenty ¢ XJUI



crienyuyeckass Tepanus He TI0KasaHa, B MOpPoQMIaKTUUECKOM
Ha3HaUeHMM DSHTeKaBupa™™ HeT HeoOXomMMOCTHU. JIaMUBYIMH He
IOJKeH IPUMEHSAThCS Yy naiyeHToB ¢ XJIJI, IMOCKO/NIbKY peyb Bcerna
UOET O IJIUTEIbHOM IIpMeMe MPOTUBOBUPYCHBIX ITperapaToB. K KOHITY
2-To roja mpuema JlaMUBYIMHA K 3TOMY IIpelapaTy yCTOoiuuBo 6onee
40 % mramMmoB HBV, K KoHIy 4-Tr0 roma npuema — 70 % mITaMMOB
HBV. IIpu pasBuTum yCTOMUMBOCTY K IHTEKABUPY ™™ MTOKa3aH nepexo
Ha TeHOpOBUP™*

IIpunoxenue A3.2. IlokasaHua K HaYa/Iy JiedeHUS
XJVI/JIMJT

Tepanusa XJUI/JIMJI go/ikHa HAUMHATBCS IIPY HAJIMYUM KaK MUHUMYM
1 3 arepyromyx nokasauuii mo kpurepusam IWCLL 2018 [12]:

1. Cragusa C o J.L. Binet.
2. OnyH uy 6osee CUMIITOMOB MHTOKCUKALIVIN:

e niotepsa >10 % maccel Tena 3a 6 MecC. (eC/IM MALMEHT He PUHUMAI
MepbI /IS [IOXYIAHMUS);

e cnaboctsb (0611ee coctossHMe 110 ECOG >2, HEeTpyI0CIIOCOOHOCTb);

e cyodebpuabHas JMXOpagka B TeueHue >2 Henl. 06e3 IPU3HAKOB
MHDeKIINN;

e HOUYHbBIE IIOThI, COXpaHsIolMecs: 6ogee 1 mec., 6e3 IPU3HAKOB
MHDEKIINN.

3. Hapacraroimasi aHeMus /Wiy TPOMOOIIMTOIIeHMSI, 00YC/IOBIEHHAS
MHOUIbTpalIMei KOCTHOTO MO3Ta.

4. AyToMMMYyHHas aHeMU sl U/WIX TPOMOOIIUTOIIeHNSI, pe3UCTeHTHas
K [IpeJHU30/I0HY.

5. Bonbline pasmMepsl cene3eHk (>6 CM HIKe pebepHOit IyTu), IBHOE
yBeJyeHye opraHa.

6. MaccuBHass (>10 ¢cM B MakCMMaJAbHOM OMaMeTpe) W/Win
HapacTaloias aMmdageHonaTus.

7. BpeMsi ynBoeHMs umcia JMM@OIINTOB MeHee 6 Mec.

8. OKCTpaHONA/JIbHOE IIOpakeHMe, CUMIITOMHOE WM BAUSIOILEee Ha
(dyHKIIMIO MOpaskeHHOTO OpraHa.

IIpunoxenme A3.3. Pe;xyMbl JIEKAPCTBEHHOT'O
neuenus XJIJI

Monomepanus



MoHoTepanus XJiopaMoyumiomMm** — KypcoBoit popmar
b33 2 v
e Xmopambyumwn** — 10 mr/m~ BHYTpb B 1-7-i1 THM.
JleueHyie BO30OHOBIIsIEeTCS Ha 29-11 IeHb.
MoHoTepanus XJI0paMOoOynmIoMm™* — mocTossHHbIN ¢opmart

e Xmopambyumn™* - 0,07-0,20 MI/KT BHYTpb €XeHEeBHO B TeueHle
2-4 He[l. ¢ TOUIEAYIOIIMM IT060POM T103bI.

MoHoTepanus #6eHIaMyCTUHOM**

e #benpamycTun** - 90 Mr/M2 B/B B 1-11, 2-71 IHU.
JleueHMe BO30OHOBIIsIeTCS HA 29-11 IeHb.
MoHoTepanus uopyTuHmu60omM™*

e HopyTuHn6™* — 420 mr/cyT (3 Kamcy/abl) BHyTpb 1 pas B AeHb [0
IIPOTPECCUPOBAHMS WJIM PA3BUTUS HEIIEPEHOCUMOM TOKCUIHOCTH.

MOHOTepal'IMSI BEHETOKJ/IAKCOM

e Benetoxiakc — 20 mr/cyT (Hen. 1), 50 mr/cyT (Hen. 2), 100 mr/cyT
(Hem. 3), 200 mr/cyt (Hen. 4), 400 mr/cyT (Henm. 5 u manee), 10
IIPOTPECCUPOBAHMS UM PA3BUTUS HEIIePEHOCUMOM TOKCUYHOCTH.

Honuxumuomepanus
FCR BHYTpUBEHHbIN

e Purykcumab™* - 1 wmukna: 375 Mr/M2 B/B Kall., JeHb 1,
rocaenyroiue uKiIbl: 500 Mr/M2 B/B Kam. uau 1600 mr 11/K, neHb 1.

e #Omymapabuu** — 25 MP/M2 B/B Kam., iHu 1-3.

o #Iluxknodochammg** — 250 Mr/M2 B/B KaIl., iHu 1-3.

JleueHyie BO30OHOB/IIETCS Ha 29-11 IeHb.
FCR nepopa/ibHbIi

e Purykcumab™* - 1 wmmkm: 375 MP/M2 B/B Kal., JeHb 1,
rocjaenymoye Iukiabi: 500 Mr/M2 B/B Kamn. uau 1600 mr 11/K, geHb 1.

e #OmymapabuH™* — 40 Mr/M2 BHYTpPb, OHU 1-3.

e #lluknodpochamug™* — 250 MP/M2 BHYTPb, IHU 1-3.

JleueHne BO306HOB/IgeTCS Ha 29-i1 IeHb.

FCR-Lite



e Purykcuma6™* - 1 wmuxna: 375 Mr/MZ B/B Kall., JeHb 1,
nocaenyroue nukiabl: 500 Mr/M2 B/B Karl. uan 1600 mr 11/K, guu 1,
5.

o #Onymapabuna™* — 20 Mr/M2 BHYTpb, AHU 1-3.

o #lluxknodochammg** — 150 Mr/M2 BHYTpPb, THU 1-3.

JleueHne BO30OHOBIeTCS Ha 29-i1 IeHb.
RB

e Purykcumab™* - 1 wmwmkm: 375 Mr/M2 B/B Kal., JeHb 1,
nocaenytoiue 1uKibi: 500 Mr/M2 B/B Kam. uau 1600 mr 11/K, geHb 1.
e #BenmamycTuH** — 90 Mr/M2 B/B KaIl., oHu 1, 2.

JleueHyie BO30OHOB/IsIETCS Ha 29-11 IeHb.
Chl-R

e Purykcuma6™* - 1 wmukna: 375 Mr/M2 B/B KaIll., OeHb 1,
rocaenyronye uKkibi: 500 Mr/M2 B/B Kamn. uau 1600 mr 11/K, neHb 1.
e Xmopamb6yuma** — 10 MF/M2 BHYTpPb, oHU 1-7.

JleueHMe BO30OHOBIIsIeTCS HA 29-i1 IeHb.
Chl-G

e OOuHyTy3ymab6** — 1000 mr B/B, meHb 1 (100 Mr B TeueHMe 4 4acoB),
2 (900 mr), 8, 15 (uukn 1), geHb 1 (UMKIBI 2—-6).
e Xnmopamo6yumn** — 0,5 Mr/Kr BHyTpb, IHMU 1, 15.

JleueHyie BO30OHOB/IIETCS Ha 29-71 IeHb.
R-HDMP

e #Putykcumab** — 375 MP/M2 B/B Kam., nuu 1, 8, 15, 22.
e MeTmanpegHM30J0H™* — 1 r/M2 B/B KaIl., iHu 1-3.

JleueHne BO300HOB/IsSIETCSI HAa 29-71 1eHb.
[IpoBozmsT 3 Kypca.
R-CD

e Purykcuma6™* - 1 wmukma: 375 Mr/M2 B/B Kall.,, JeHb 1,
rocaenyronue IuKkibi: 500 Mr/M2 B/B Kamn. uau 1600 mr 11/K, neHsb 1.

e [Iuknodochamupg** — 750 Mr/M2 B/B KaIl., IeHb 1.

e JlekcameTa3oH™* — 12 Mr B/B Wiy BHYTpPb, AHU 1-7.



JleueHyie BO30OHOBIIIETCS Ha 29-11 IeHb.

NopyTuHN6** + puTyKCMMao™*

Nopytuuun6** - 420 mr/cyt (3 Karcynabl) BHYTpb 1 pa3 B OeHb,
eXXeqHEeBHO.

#Putykcumabd™* — 50 Mr/M2 B/B KaIl., IeHb 1 nukia 2; 375 Mr/M2 B/

B KaIl., JeHb 2 1ukiaa 2; 500 MI‘/MZ B/B Katl. mau 1600 mr 1/k, geHb 1
LIMKJIOB 3—7.

JleueHMe BO30OHOBIIsIeTCS Ha 29-11 IeHb, BCEro 7 LIMKIIOB.

HNopytnano6™* + BR

opytuumn6** — 420 mr/cyt (3 Kamcyiabl) BHYTpb 1 pa3 B OeHb
eXXeTHeBHO B TeueHMe BCero Kypca u pgajee (mocjie 3aBeplleHUs
uukiaoB BR) - 1o nmporpeccMpoBaHMSI WM Pa3sBUTUS

HerMeMﬂeMOﬁ TOKCUYHOCTU.

#benmamyctTuu** — 90 Mr/M2 B/B Kam., fHM 2-3 Huknaa 1; oguu 1, 2
IIMKJIOB 2—6.
Putykcuma6™* — 375 Mr/M2 B/B KaIll., IeHb 1 nukia 1; 500 Mr/M2 B/

B Kamn. uau 1600 mr 11/K, geHb 1 1uKIoB 2-6.

JleueHMe BO30OHOBIISIETCS Ha 29-11 IeHb., BCEro 6 IIMKJIOB.

BeHeTOK/IaKC + pUTYRCMMa6™**

Benertoknakc — 20 mr/cyt (Hen. 1), 50 mr/cyt (Hen. 2), 100 mr/cyT
(1en. 3), 200 mr/cyT (Hen,. 4), 400 mr/cyT (Hen. 5 u gajee), IpueM B
TedeHue 24 Mec. HauuMHasg C 1-ro gHS 1-TO LMKIa JeYeHUs
pUTyKCMMabom™*,

Putykcuma6™** - 375 Mr/M2 B/B Kall. uepe3 1 Henm. mnocie
IOCTVKeHMsT M03bl BeHeToKaakca 400 mr/cyT, manee — 500 MF/M2 B/
B Kam. uan 1600 mMr 11/K exxeMeCsIYHO, BCero 6 BBeIeHMIA.

BeHeTOK/IaKC + OOMHYTY3ymao **

O6unytyzymab** — 100 mr, genb 1 uukia 1; 900 mr geHb 2 1MKIa
1; 1000 mr menb 8 nukia 1; 1000 mr geHp 15 nukna 1; 1000 Mr geHb
1 nukna 2; 1000 mr geHp 1 HUKIOB 3-6.

#BeneTroknakc — 20 mr/cyT, nuu 22-28 nukiaa 1; 50 mr/cyt num 1-7
uukiaa 2; 100 mr/cyt guu 8-14 mukmna 2; 200 mr/cyt guu 15-21
uukaa 2; 400 mr/cyt gHu 22-28 nukina 2, nanee 400 mr/cyt B
TeueHue 12 mec.



IIpunoxeuue b. AIropmMTmMbI
BeOeHN MaleHTa

IIpunokeHue b1. Anroputm BbIOOpa nepBoO¥i IMHUN
Tepanuu nauuenra ¢ XJIJI/JIMJI

* MoHOTeparnusi BEeHETOKIAKCOM IMOKa3aHa MalyeHTaM, KOTOPbIM He
MOKeT ObITh Ha3HaueH MOPyTUHMO.

NogTeepmacHmsi guareca XANSNMA
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IIpunoskeHue B2. Anroputm BbIOOpa Tepanun
penuausa XJIJI/JIMJI



MogTeepxaexHsA peungue XNNIMMIN ¢ NorajaHMAMM K HGYaNy NeYeHnA

Peurave Ha wipyTrHnDe
na

BuICOKMA pHCK
- geneuwA 17p / myTauws TP53
- peUMaMe < 24 MeC. nocne

MOHOTEPaNUA BEHETORNAKCOM
BeneTornake +/- obuHyTyaymatb

MMM YHOXMMKOTEDANHM

= MGpyTHHuG +/- BR - MoeTop VIXT 1 MuHuun
- Bexetoxnasc + putykcumal - BEHOAMYCTHH + pATYRCHMaG
- FCR-Lite

WOpyTusnG «/- IXT
BexeTornarc + putyrcHmald
Y

B cnyJae S0CTOKEHNA
PEMMCCHM PACCMOTPETL
BOSMONHOCTE NPOSEAGHHA
annoTrCK




ITpunoskenue B. Undopmanmsa nisa
IanyieHTOB

XpoHuueckuii aumbouuTapHbiit neiiko3 (XJIJI) mpencrasiseT coboit
OHKOJIOTMYeCcKoe 3abosieBaHMe, TOpaskaloliee KIETKM KpOBU U
KOoCcTHOro Mo3ra. Ilpum xpoHmueckom XJIJI. KOCTHBIA  MO3T
BbIpabaThiBaeT TMATOJOTMUECKM M3MeHeHHble, He CII0OCOOHbIE
BBIMIOJIHATh CBOM GYHKUMM JAuM@oLMThl. OHM HaKaIlJIMBaIOTCS B
KPOBM ¥ Pa3/JIMUHBIX OPraHaxX ¥ BBITECHSIOT HOPMAaJIbHbIE KJIETKMU
KpoBu. CJIOBO «XpOHMYECKMIT» B Ha3BaHMM YKa3bIBaeT, UYTO I3TO
3ab0JieBaHMe IIPOTEKaeT JOOPOKaueCTBEHHO.

Jlumdpomoit mn3 manbix aumdountos (JIMJI) HasbiBaeTcss o0coboe
nposiBjieHne xpoHmudeckoro XJIJI, mpu KOTOpPOM IMaTOJOTrUYEeCKue
AuM@oIMThl HAKaIIMBAIOTCS He B KPOBM MJIM KOCTHOM MO3re, a B
auMdaTUUecKux y3jax.

Eme 10 neT Hasan cumtanoch, uto XJIJI/JIMJI 3a60/1eBal0T B OCHOBHOM
noxwuaple Jroau. OpHAKO 10 Mepe VYIydllleHMSI OUAarHOCTUKU
0Ka3aJioCh, UTO 3TO 3a00jIeBaHME MOKET BO3HMKATh M Y MOJIOIBIX
nmoneit (40-50 jieT), MpMUeM B 3TOM BO3pacTe OHO IIPOTeKaeT MeHee
6/1arOIPUSITHO.

Bpau moxket 3amomo3putb XJIJI/JIMJI, onmpasick Ha Baru skaimo0bl u
00HApY>XMB COOTBETCTBYIOIIME CUMIITOMBI IIpU OCMOTpe. B aToMm
crydyae OymeT HeoOXOmMMO IIpOiTM Psifi oOciaemoBaHMil, BK/IIOUYast
aHa/IM3 KPOBU U KOCTHOTO Mo3ra. [Tpm XJIJI caMmblil BasKHbIM aHAJIU3 —
9TO aHa/IM3 KpOBU, Oe3 Hero AMarHo3 He CTaBUTCS. B aHanu3e KpoBu
BBISIBJISIETCS YBeIMueHue uuciaa JuMeounuToB. [IMarHo3 obsi3aTeabHO
MOATBEPXKAAeTCs CrieraabHbIM UCCIeN0BaHVEM -
MMMYHO(peHOTUIIMPOBaHEM JUMM@POLMTOB. MOryT IOHAJO0OUTHCS U
Opyrue yTOUHSWIIMe OuarHos uccoiemoBauus. Ilpm JIMJI pguarHos
CTaBUTCS 1§ (0) pesyjibTaTaM IUCTOJIOTUYECKOTO "
MIMMYHOTUCTOXMMUYECKOTO UCCIe0BaHMS IIOPaKEHHOTO
nuMbaTUUeCcKoro y3ia.

K coxxkanenmnio, Ha cerogHsamHui geHb XJIJI/JIMJI Hensneum. OgHAKO
Yy HEKOTOPBIX MAaIM€HTOB HEOOXOAVMMOCTh B JIEUeHMM He BO3HMKAET
Hukorna — XJIJI/JIMJI MokeT OCTaBaTbCS B CTAOMIBHOM COCTOSIHUU B
TeUeHMe MHOTIUX JIeT U JaKe NecSTuIeTui. bblio mpoBegeH0 MHOTO
MUCCIeNOBaHMIil, B  KOTOPbIX CPaBHUBAJIOCh  BbDKUAATEJIbHOE



HabsoleHre ¥ paHHee Hayvajao Tepalnuy (Cpasy Ioc/ie YCTaHOBIeHUS
ouardosa). Oxkasajiochb, UTO JjieYeHMe Ha PaHHMUX 3Talnax HUKAKOTro
MpeuMylllecTBa He [aeT, HO BbI3bIBAeT TOKCUUYeCKue 3(PAdeKThl.
[TosTomy TakTuka BemeHus XJUJI/JIMJI BoiCTpanMBaeTcd C YYETOM
TeueHUs] 3TOil Oose3HUM — JiedeHMe T[IPUMEHSIOT II0 Mepe
HeoOXOIMMOCTHM, IOCKOJIbKY OHO caMO II0 cebe HebGe30macHoO, U
TaKTMKa BbDKMIATENbHOIO HAOTIOMEHMSI OCTAeTCSI CTAaHAAPTOM s
MHOTUX Mal/i€eHTOB.

Eciu MMeIoTcsl YeTKue MPU3HaKM IIPOTpeccrupoBaHms 3a60/IeBaHMS —
YCTOMUYMBBIN pOCT JAMM@OLMTO3a, YyBeJIMUYeHMe JTuME@aTUIeCcKux
y3JIOB, Cejie3eHKM, IOsSB/ieHMe aHeMUM U TPOMOOIUTOIIeHUM, Bpau
TIPEIJIOKUT OTIpeie/IeHHbI KypC JeueHus..

BriOupasi ieueHne, JOKTOP YUUTHIBAET:

. cocTosiHMe 6o0yie3HM (KAMHUYECKYI0 KapTUHY U
MIPOTHOCTUYECKME (haKTOPbhI);

. COCTOSIHME TaliieHTa (BO3pacT, COITyTCTBYIOIIME 3a00/1eBaHMsl);
. KaKoe JiedeHlMe IIPOBOAM/IOCh paHbIIe M KOIJa HaCTYIIMII
penuIuB.

B pesynbraTe y OOJBIIMHCTBA TMAallMeHTOB 3abojieBaHMe YaaeTcs
3¢ GeKTMBHO KOHTPOIMPOBATH COBPEMEHHBIMM JIEKAPCTBAMIA.



IIpunoskenue I'.

IIpunoskeune I'l. IlIkasa oreHKM 001IIero COCTOSIHUS
nanuenrta ECOG

KnmHnyeckass omeHKa o00Ijero coctossHusa mnaunuedHta ¢ XJIJI/JIMJI
IIPOBOAMTCSI II0 IIKaJie, pa3spaboTaHHOV BOCTOUHOJ 0O0BeIVHEHHOM
oHkosiornueckoit rpynnoii (Eastern Cooperative Oncology Group) [65].

OpurunanbHoe HasBaHue: The ECOG Scale of Performance Status

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

Twur: mKana oleHKu
HasHaueHMe: KIMHMYECKAsI OLIeHKA OOILero COCTOSIHMS MallyeHTa

CopepskaHue M MHTePIIpeTaIys:

Crartyc (6annbi) OnucaHue o6Lero COCTosH1A NaLueHTa

0 MauneHT NONIHOCTbIO aKTUBEH, CNoco6eH BbIMNOJIHATb BCE, KaK U A0
3aboneBaHus
1 MaumeHT Hecnoco6eH BbINOJIHATb TAXKEJIYI0, HO MOXXET BbINOJIHATb

NIerkyr Wav cuasadyro pab6orty (HanpuMmep, Jierkyo AOMALIHIOW WU
KaHuensipckylo pa6ory)

2 MaumneHT Nneuntca aMmbynaTtopHo, cnocobeH K caMoo6Cny)XuBaHuio,
HO He MOXXeT BbINoJIHATb paboTty. bonee 50% BpemMeHM npoBoAMT
aKTMBHO — B BEPTUKaJIbHOM MOJIOXKEHUMN.

3 MauneHT cnocobeH NuvWb K OrpaHUYEeHHOMY CaMO006Cny>XMBaHUIO,
npoBoAMT B Kpecne wuam nocrtenn 6Gonee 50% BpeMeHM
6oapcTBOBaHMuA

4 UHBanup, coBepweHHO He cnocobeH kK camoobcny)xmBaHuio,

NMPUKOBaH K Kpecsly uamn nocrenm

5 CmepTb

IIpunoxxeune I'2. IlIkana oreHKY KOMOPOUIHOCTH
CIRS

Knuunudeckast olieHka KoMopouaHocTy namnuenTa ¢ XJIJI/JIMJI MoxeT
MIPOBOAUTHCS 10 KyMy/nSILIMOHHOI 1IKaje KOMOPOUIOHOCTH [66)].



OpurunHanbHoe Ha3BaHue: Cumulative Illness Rating Scale

Hcrounuk: Linn, B. et al. Cumulative Illness Rating Scale. Journal of

the American Geriatrics Society [66].

Twurm: mKaaa oLeHKn

HasHaueHMe: KIMHMYECKas OLleHKa KOMOp6I/I,ILHOCTI/I

Cofep>xaHue U UHTepnpeTauus:

Bbannbl

BbonesHun cepaua

BonesHn cocynoB (KPOBEHOCHbIX U NMM@aTUYECKnX)

BonesHun KpoBM (koCTHOrO  MO3ra,  ceneseHku "
nepugepnyeckon Kposu

BonesHun opraHoB AbIxaTeslbHON cucTeMbl (Tpaxen, 6pOHX0B 1
nerkux)

BonesHn opraHoB u4yBcTB (rnas, Hoca, Yylen, FNOTKU W
ropTaHn)

BonesHn opraHoB BEepXHWX OTAENOB MNULLEBAPUTENbHOW
cuctembl  (MuwesBoda,  Xenyaka, ABeHaauaTunepcTHOM
KUWKK, NoaXenyaodHon xenesbl (He Bkawdas CO) wu
XKENYHOro ny3bips)

BonesHn opraHoB HWXHUX OTAENOB HMU.lEBapMTEHbHOVI
CUCTEMDI (TOHKOFO n TONCTOro KVILLIe‘-IHl/IKa)

bonesHn neyeHun

bonesHun noyek

BonesHn opraHoB MO4YenosioBo cuctembl (MOYETOUYHWUKOB,
MOYeBOro ny3bips, MoYyencnyckaTenbHOro KaHana,
npeacTaTesibHOW Xenesbl U NOJIOBbIX OPraHoB)

BonesHn opraHoB OMOPHO-ABUraTeNIbHON CUCTEMbI (MbILUL,
CyCTaBOB, KOCTEN) N KOXHbIX MOKPOBOB

BonesHn opraHoB LeHTpasbHOW M Nepudepuyeckor HEPBHOM
cucteMbl (FrOIOBHOrO MO3ra, CIMHHOINO MO3ra U HEPBOB)

BonesHnM opraHoB 3HAOOKPUHHOM CUCTEMbI W HapYLUEHUS
MeTabonmaMma (Bktoyas caxapHblt anaber)

lMcmxuyeckne HapyleHus

CyMMa 6annos

O1ieHKa OpraHOB U CUCTEM .

0 6anmIoB: OTCYTCTBME 3a00/IeBaHMII B 3TOM CUCTEME OPraHOB MU

Ha/inuyye I1aTOJJIOTUUN, KOTOpada He

MeliaeT

HOPMaJIbHOM

JKU3HenedaTeJIbHOCTHU, He BJIMAeT Ha IIPOTHO3 U He Tpe6yeT JieuyeHusd.

1 Oamn: né€rkue OTKJIOHEHUS OT HOPMbI WIM TlepeHeCceHHble B

IIpouIjIoM 3abojieBaHMsI.



2 Oanna: 3aboneBaHMe, IPM KOTOPOM HEOOXOAMMO Has3HaueHUe
MeIVKaMEeHTO3HOI Teparimu.

3 6asu1a: 3aboeBaHMe, CTaBIIee MPUUMHON MHBATIMIHOCTH.

4 6aja: XKMU3Heyrposkamwiiee 3aboneBaHue, Tpebyiollee MPoBeaeHMS
HEOT/IOKHOM Teparuu.



