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Cnucok cokpameHmni

AJIT — ananuHamMmuHOTpaHcdepasa

ACT — acniapraTamMmuHOTpaHcdepasza

AYTB — akTUBUPOBaHHOE YaCTUYHOE TPOMOOILIACTUHOBOE BPEMSI

BBII — BbpKHBaeMOCTh 0€3 MpOrpeccupoBaHUs

JW — noBepuTenbHbI HHTEPBAI

KT — xommnbroTepHas ToMmorpagus

JIMJI — numdoma 13 MajbIx TUMQOIUTOB

MBKIJI — MoHOKIOHAJIBHBIN B-Ki1€eTOUHBIN TUMQOIHUTO3

MHO — MexayHapoIHO€ HOPMAJIM30BAHHOE OTHOLLICHHE

MOBb — MuHMManbHas ocTaToyHas 00JIE€3Hb

MIIHN — MexayHapOAHBIN IPOTHOCTUYECKUN UHIEKC

OB — o61ast BBDKMUBa€MOCTh

OP — oTHOLIEHNE PUCKOB

V3U — yapTpa3ByKOBOE UCCIEAOBaHUE

XJUT —xpoHndeckuii TMM(OIUTAPHBIN JTeHK03

Chl-G — pexxuM UMMYHOXHMHOTEpAINUH, BKIIOYAMONIMNA OOMHYTY3yMaO** u xmopamOyrma**
(cxeMbl pe)KHMOB JICUEHUS CM. B IPHIIOKEHUH A3.3)

Chl-R — pexuM HMMYyHOXMMHOTEpANWH, BKIIOYAIONIMNA PUTYKCUMAO** u XmopaMOyrm**
(cxeMbl peKMMOB JICUEHUS CM. B MPHIIOKEHUH A3.3)

CTC — o0mue KpuTepun TOKCHIHOCTH

FCR — pexuM HMMMyHOXHMHOTEPAINUHU, BKIIOYAIOUIMH pUTYKCcUMaO**, duynapabun** u
nukiIodochaMua** (cxemMbl peKUMOB JIEUEHHS CM. B TpuiioskeHuu A3.3)

FCR-Lite — pexxuM MMMYHOXMMHOTEPAIMH, BKIIOYAIOMIMN pUTyKcuMaO**, ¢mynapaOun™* u
nukiaodochamMua** ¢ peaykuueil 103 HUTOCTATUYECKUX MPENnapaToB (CXEeMbl PEKUMOB JICUEHUS
cM. B mipritoxeHuu A3.3)

FISH — ¢ayopecuenTHast rudpuau3aariys in Situ

IGHV — BapuabenbHbIe yUaCTKH TSHKEIBIX IIETIe MMMYHOTJIOO0YJIMHOB

IWCLL — Mexnynapoanas pabodas rpymna Mo M3y4YeHHIO XPOHHUYECKOTO JUMQOLUUTAPHOTO
neikosa

RB — pexuM MMMyHOXMMHOTEPAINWH, BKIIOYAIOUINA PUTYKCUMaO** n OeHIaMyCTHH (CXEeMBbI
PEXKHUMOB JICUEHUS CM. B MIPHIIOKeHUU A3.3)

R-CD — pexuM WMMYHOXHMHOTEpPANUH, BKIIOYAOIINN pUTYyKcuMad™*, muxodpochamun™* u

JIeKcaMeTa3oH™** (CXxeMbl PeKMMOB JICYEHHS CM. B TIpuiioskeHuu A3.3)



R-FCM — pexuM HWMMyHOXMMHOTEpAIHH, BKIIOYAONMN puUTyKcuMad**, dmynapadbun™**,
rnukiaodochaMua** 1 MUTOKCAHTPOH** (CXEMBI PEXKUMOB JICUEHUS CM. B MIPHIIOKeHUN A3.3)
R-HDMP — pexxumM "MMYHOXUMHOTEpAINH, BKIOYAOIMINUNA PUTYKCUMa0™** 1 MeTnII-

MPEeIHU30IOH** (CXEMBI PEXKUMOB JICUECHUS CM. B MIPHIIOKeHUU A3.3)



TepMuHBI U onpeaeIeHUs

ECOG - omenka oOmiero cocTosiHAs MaIMeHTa 1Mo IMIKaie, pa3padoTaHHoi Bocrounoi
oObeauHEHHOW  OoHKoJormyeckoi rpymmoit  (Eastern  Cooperative  Oncology  Group)
(cm. mpunoskenue I'1).

B-cumntombl  —  HecnenM@UUECKME  CHUMITOMBI  OIyXOJIEBOM  MHTOKCHUKAIIHUH,
BKJIIOYAIOIIHE JINXOPAAKy (TemmepaTypy Teina Boime 38°C) 6osee 2 Hed. moapsa 6e3 MpU3HaKOB
BOCIIAJICHUs1, HOUHbIE IPpody3HbIE MOTHI, Moxynanue Ha 10 % maccel Tena 3a nocnegHue 6 Mec.

Jlumpoma u3 maabix JumMdpouuToB — 310 B-kierodHas omyxosib K3 MaiblX B-
TUM(OIUTOB ¢ UMMYHO(DEHOTHUIIOM XPOHHYECKOTO JUMQOIUTAPHOTO JEWKO3a, XapaKTepH-
3yIOLIAsACs HaJMYMeM JIMM(]aIeHoNaTuu U/ Uiu CIJIEHOMETalluu ¢ cojep:kanueM B-nmumdonuros
B nepudepruyecKor KpoBu <5 X 10%/1 Ges3 MOP(OJIIOTHYECKUX NMPU3HAKOB MOPAKEHUS KOCTHOTO
MO3ra.

Cunapom Puxrtepa — nosiBjieHne KpyHmHOKIETOUHOW JTUM(OMBI Ha (POHE XPOHUYIECKOTO
IUMOLUTAPHOIO JIeHKO3a.

XomKKMHCKass TpaHcdopMmauus — T1osBIeHHE JUMPOMBI XO/DKKMHA Ha ¢GOoHE
XPOHUYECKOT0 JINM(OLUTAPHOTO JEHKO3a.

Xponuveckuii JUM@OUUTAPHBIN JIEHKO3 — 3TO OMyXOjb M3 Majblx B-nuMm@ouunTos,
XapakTepusyoulascs npoiudepanueil 1 HaKOIUIEHHEM a0eppaHTHBIX JUMQPOUIHBIX KIETOK B
KOCTHOM MO3Te, KpOBH, JUM(OUIHBIX TKaHSAX; KPUTEpPUEM TMOCTAHOBKU JUAarHo3a SBISETCS
oOHapyxeHHe abcomoTHOro B-kimetounoro numdornmroza B kpoBu (>5 X 10%n
MOHOKJIOHANBHBIX B-mumdonuTos). XpoHndyeckuid auMQorTapHeiii neiiko3 u nmumdpoma u3
MajiblX JIMM(OIUTOB MPEACTABIAIOT COOOW pa3IUYHbIE NPOSBICHUS OJHOTO M TOrO K€
3a00JIeBaHUS.

Tpanchopmauus — pazsurue nudp¢y3sHol B-kineToyHON KpyHMHOKIETOUHOW JTUM(OMBI
i 1uMdombl X0HKKIHA HA (POHE XPOHUYECKOTO JTUM(OIUTApHOTO JIeHK03a WK JTUM(OMBI U3

MaJbIX JTUM(OIUTOB.



1. Kpatkas nndopmanus no 3a001€BAHNI0 WIH COCTOAHHUIO

(rpynme 3a00/1eBaHUil MJIM COCTOSIHUI)

1.1. Oupenesenue 3a001eBAHAA UJIN COCTOSHUSA (IPYyNNbI 32001€BAHUN MJIM COCTOSTHH)

Xponuueckuid aumponutapueiid seriko3 (XJIJI) u nmumdboma 3 manbix JTUMEGOITUTOB
(JIMJI) — sT0 B-knerounsle omyxonu u3 Manbix B-mumdonuros. XJIJI u JIMJI OGuonoruuecku
NPECTaBISAIOT cO00M 01Hy HO30J0THUECKY 0 popMy. OTiHYHe MEXTy HUMH COCTOUT B TOM, YTO
npu XJIJI B kpoBu HabOmonaercs 3HauMUTENbHBIM JMMdoruTo3 (=5000 MOHOKIOHAIBHBIX
B-num¢onuros), Torna kak npu JIMJI BbiBiseTcss mnopaxeHue IMM(ATHYECKUX Y3JIOB,
CENE3CHKH, HO COJEP/KAHME KIOHANBHBIX B-Kmerok B kpoBm <5 x 10°/m, oTcyTcTBYyIOT

MOP(OJIOTHUECKUE IPU3HAKY ITOPAKEHUSI KOCTHOTO MO3Ta.

1.2. DTHoOJOrMs U NATOreHe3 3200JIeBAHMS HMJIHM COCTOSAHHMA (rpynnbl 3a001eBaHUN HJIH

COCTOSIHMA)

Monekynsapubii  natoreHes XJIJI — KOMIUIEKCHBIM MHOTIOCTYIIEHYATBhIM IIpoLece,

KOTOpPBIA TPUBOJUT K peruMkanuu kioHa B-mumdouutoB [1-3]. [Toutm Bo Bcex ciydasx
XPOHUYECKOMY JIMM(DOIEHKO3Y MpEIIIecTBYeT MOHOKJIOHAJIbHBIA B-kileTouHblil aumdonuros
(MBKIJI), koTopblii 0OHAapYy>KUBAeTCs BBICOKOTOUHBIMU METOAAMU UMMYHO(DEHOTUIIUPOBAHUS Y
5-15 % nun crapme 40 ner, puck passutus MBKIJI yBenmumuBaercst ¢ Bozpactom [4]. MBKIUI
UHHUIAUPYETCS KOMIUIEKCOM (PaKTOPOB, KOTOPBIA BKIIOYAET MyTAallMX pPsiJia TeHOB, aHTUTEHHYIO
CTUMYJISIIUIO, CUTHAJIBl OT MHUKPOOKPY>KEHUS, SMUI€HETHYEeCKHEe MOAN(PUKALUU U, HAKOHEIl,
LIUTOr€HeTHYECKUE HapyleHus. B pe3ynbraTe nosBisercs KIOH JUMQOLMTOB ¢ (HEHOTUIIOM
kietok XJIJI. YuuThiBas MHOrokpatHo mnpeobnanatonryto yactory MBKIJI, k passutuio XJIJI
NPUBOJAT JOMOJHHUTENbHBIE reHeTndeckne HapymeHuss B 1 u3 100 ciaywaes MBKIJI. Knerku
XJUJI cylecTBEHHO BIMSIOT Ha MHMKPOOKPYXEHHE, HWHHIMHUPYS TMOSBICHHE 0Cc000ro
MHUKPOOKDPYKEHHSI M JaXe CrheluaansupoBadHbix kjiaetok  (nurse-like cells), xoropsie
OIPEIEIAIOT UX KIOHAJIBHYIO 3KCIIAHCHUIO U JAI0T BO3MOKHOCTbH IIEPEKUBATH TEHOTOKCUYECKUE
crpeccel. Bpemss u xumuoTepanus NPUBOAAT K KIOHAJIBHOM DJBOJIIOIUU C HAKOIUICHUEM
T€HETUYECKUX HApyIICHUH, KoTophie AenaroT kietku XJIJI Bce O6onee aBTOHOMHBIMHU, OBICTPO
JEeNAIUMUCS U peQpakTOPHBIMU K TE€pAIUU.

Knerkn XJUI/JIMJI skcnpeccupyioT B-kjeTouHble aHTUT€HHBIE pPELENTOphl ¢
OTpaHUYEHHBIM pernepryapoM crenuduunoctd. IlocTosHHAas mepenada CHUTHajIa dYepe3 ITH
pelenTopsl M XapakTep ATOH Mepenadd SBISAIOTCS KIIOYEBBIM (DaKTOPOM, OIPEIEIISIONIM

KHU3HECTIOCOOHOCTh KiIeToK XJIJI u Takxke xapaktep pa3BuTHsA 3Toi omyxoisu. [Ipenmonaraercs,



YTO CHUTHAJIbHBIN IyTb B-knerounoro peuciTopa HC 3aBUCUT OT aHTUTI'CHOB, HO OCYIICCTBIIACTCA

ABTOHOMHO, BO3MOYKHO TIpH B3aumoeiictBun kietok XJIJI apyr ¢ apyrowm [5,6].

1.3. DnmieMuoJiorusi 3a00J1eBaHNsI MM COCTOSTHHUS (rpynmnbl 3a00J1€BaHUI MM COCTOSIHHH)

XJIUI — caMmblii 4acTeld BMJ JIEHKO3a Y B3pocibIX. B eBponeHckux crpaHax
3a0o0sieBaeMOCTh UM cocTaBisier 5 ciryqaeB Ha 100 Teic. dWenoBek B roja. 3aboieBaeMOCTb
YBEIMYUBAETCS ¢ Bo3pacToM. Y il crapiie /0 jeT oHa coctasiser 6osee 20 cmydae Ha 100
TBIC. YEJIOBEK B rojJi. MenuaHa Bo3pacTa Ha MOMEHT yCTAQHOBJICHMs JMAarHo3a B €BPOINEHCKUX
ctpanax — 69 gjer [7—10]. B Poccuiickoit ®eneparmu XJIJI BoisBiasiercs pexe: B 2017 1.
3a0oneBaeMocTh cocTaBmia 2,95 ciaydast Ha 100 Thic. yenmoBek, MenuaHa BO3pacTa Ha MOMEHT

yCTaHOBIICHHs quarHo3a — 68 et [11].

1.4. Oco0eHHOCTH KOAMPOBAHUS 3200J1eBAHNSA WJIN COCTOAHNSA (rPyIIbI 3a00JJeBaAHUN WJIH

cOCTOSTHUM) 10 MeXXaAyHAPOaHON CTATHCTHYECKOHM KJaccubukanum 0oJ1e3Hel H nmpooJieM,

CBA3AHHBIX CO 3/1I0POBbLEM

C91.1 — Xponnueckuit TMMQOLUTAPHBIN JISHKO3

1.5. Kaaccudurkanus 3a001eBaHNA WIH COCTOSHUSA (TPynnbl 3200J1eBAHUNA UJIM COCTOSTHMI)

XJUJI moxer knaccupuuupoBarbes mo cragusm (cMm. pasmen 1.5.1 CragmpoBanue), a

TakXe 1Mo rpymmam pucka (cM. pasaen 1.5.2 Onpeaenenue rpymm pucka) [12].

1.5.1. CtagupoBauue

Craguro XJIJI ycTaHaBIMBAaKOT HA OCHOBAaHWHM (DM3UKAJIBHOTO WCCIICAOBAHMS M aHAN3a
kpoBu 1o kpurepusm J.L. Binet (tabm. 1) [12]. Komnbiotepnas Ttomorpadus (KT),
PEHTIEeHOBCKOE M yJIbTpa3BykoBoe wuccienoBanve (Y3W) nnsi ycTaHOBIEHUS CTaauud HeE
TpeOyeTcst. CTaaus KOHCTaTUPYETCS Ha TEKYIIMA MOMEHT, YKa3bIBa€TCS B JIMATHO3E M CIIYKHT
OPUECHTUPOM IIPH ONPEACICHUN TTOKa3aHUN K TepaITHu.

CragupoBanue JIMJI ocymiecTBisieTcs: o pe3yibTaraM OOCIEAOBAHUS B COOTBETCTBHUH C

kputepusmu Kiaccudukaru Ann Arbor (cm. pazaen 7.1 naHHbIx pexoMennanmii) [13].

Ta6auna 1. Ctaanu XxpoHn4eckoro JuMdounTapHoro Jjeiikosa no Binet

Meauana oy manueHToB

Cragusa XapakTepucTuKa
A p p BLIKHBAE€MOCTH, Mec.| B Jedrore, %0

I'emormo6un >100 /1,
A TpomGowuTE >100 X 10%/1, >120 60
nopaxeHo <3 numparuyeckux odmacteir™

I'emorno6u# >100 r/n
B ° 61 30
Tpombo1uTEl >100 X 1 Og/n,




nopaxeHo >3 nuMmpaTruyeckux odmacTei™

I'emornooun <100 r/n
C unu

ypoBeHb TpomGouuTos <100 x 10%/1

32

10

*JIlumdatndeckue o0JACTU: IIeHHbIe JUM(aTHYECKUe Y37bl, MOAMBIIICYHbIE JTUM(paTHIecKue

y3ubl (C 1 wiu 2 ctopoH), maxoBbie auMdaTrdeckue y3ibl (C 1 win 2 CTOpPOH), IIeUeHb, CelIe3eHKA.

1.5.2. OnpenejieHye rpyim puckKa

MexnyHapoanbsiii npornoctuueckuid uuaexkc (MIIM) mna XJIJI pa3pabotan Ha

OCHOBAaHMH aHAlIM3a BBDKMBAEMOCTH 3472 mMalMeHTOB, BKIIOYCHHBIX B 8 uCCIEI0BaHMIA,

kotopsie nposesieHbl B EBporne u CILA [14]. Uuaekc yuuTbiBaeT 5 mapameTpos:

1) wamuuwme del(17p) w/mau mytanuii TP53,

2) MyTalUMOHHBIH CTaTyc TeHOB BapualdeIbHOTO peruoHa uMMyHornooynmmHoB (IGHV),

3) ypoBeHb P2-MUKPOTI00yIINHA,

4) craawmio,

5) BO3pacT MalUEeHTOB.

Kaxnomy U3 3TUX napamMeTpoB MPUCBOEH 0asul, oTpaxaromuil oTHomeHue puckos (OP)

nporpeccuu win cmeptu (tabm. 2). MIIW mus XJIJI mo3Bossier pacnpeaeinuTh MAaMeHTOB 10

4 rpynmaM: ¢ HHM3KMM puckoM mporpeccupoBanus (0—1 Oami), ¢ MPOMEKYTOYHBIM PHCKOM

nporpeccupoBanus (2—3 6aia), ¢ BRICOKUM PHCKOM MporpeccupoBanus (4—6 6aioB) U ¢ OYEHb

BBICOKMM puCKOM mporpeccupoBanus (7—10 6Gamros). OOmast BepkHBaeMocTh (OB) B aTHX

rpyIIax npuBe/ieHa B pasjene 7.2 JaHHbIX pekoMeHaauui. Mimerorcs ganasie o Tom, uro MITU

MO3BOJIAET CTPAaTU(UIMPOBATH MAMEHTOB B penuanse XJIJI.

Taoauua 2. MeskayHapOIHbIi NPOTHOCTHYECKU A MHIEKC

IMapametp OTpuuarejbHOe 3HAYEHUE Ornowmennue banabl
PHCKOB
TP53 (17p) Jenenus/myTanus 4,2 4
Craryc IGHV be3 myTanuit 2,6 2
VYposens B2-mukpornoOyiauna, mr/a | >3,5 2,0 2
Cranus B/C o Binet wim -1V o Rai 1,6 1
Bo3spact >65 net 1,7 1
Bo3MoikHBIe 3HAYEHHST HIKAJIbI 0-10
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1.6. KiuHnyeckass KapTHHa 3a001eBAaHUA HJIM COCTOSAHUA (rpynnbl 3a00J1eBAHUNA WU

COCTOSIHMA)

3a001€eBaHle MOYKET IMPOTCKATb 0eCCUMIITOMHO WX MMPOSABJIATHCA J'II/IM(I)aI[eHOHaTI/IeI\/’I,

YBEIMUECHUEM  MUHJAIWH, CIUICHOMETANIHMEH, TemaroMeraaueii u  Hecrneuuuueckumu
CUMIITOMaMH, 00YCIIOBJICHHBIMH aHEeMUEH (yTOMIISIEMOCTh, HEJJOMOTAaHUE), UMMYHOCYTIpECCHen
(mpucoenuHeHneM HMHQMEKIMOHHBIX  OCJIOKHCHUH), HWHTOKcHKanuei (B-cumnromamu —
temneparypoit Tena >38°C Oonee 2 Hea. moapsa 0Oe3 MPU3HAKOB BOCHAJICHHUS, HOYHBIMH

npody3HbIMH [TOTaMu, moxynanueM Ha 10 % macchl Tena 3a nocieaHue 6 mMec.).

2. lnarnoctuka 3a00JieBaHUs WM COCTOSHMA (Tpynnbl 3a00/1eBaHu
WIN COCTOSIHMI), MEAUIMHCKHUE MOKA3aAHUA M IPOTHBONOKA3AHMA

K IPUMEHCHUIO METOA0B NTHATHOCTUKHA

Kpumepuu ycmanoenenusn ouazno3a/cocmosanus

s nocmanosku  Oouacnoza  XJIJI  mpebyromca  obwuii  amaiuz  Kpoeu  u
UMMYHOEHOMUNUYECKoe UCCAe008AHUe € UCNONb308AHUEM MHO2OYBEMHOU NPOMOYHOU
yumomempuu, KOmopoe npeonoumumesbHee 8blNOJHAMb N0 KPOBU.

Huaenocmuyeckue kpumepuu XJ1J1 (BO3, 2016) [15]:

e  MBKJI >5 000 6 1 mxn kposu,

e genomun CD19+, CD5+, CD23+, CD79b+dim, CD20+dim, CD22+dim, slg dim,

CD81dim, CD160dim;

® pecmpukyus 1ecKux yeneu (kanna aubo iamooa),

o  >30 % sumeoyumos 6 kocmuom mo3see,

o Ouacnoz XJI/I me ycmanasnueaemcs npu HAIUYUU YUMONEHUU UTU CEA3AHHBIX C
3a0601€6aHUEM CUMNIMOMO8 NpU KOJIUYECmee MOHOKIOHANbHLIX B-n1umgoyumos
<5 000/mxax.

Jluacnosz ycmanasnusaiom npu evisgnenuu 6 kposu >5 000 B-numgpoyumos ¢ 1 mxn
nepughepuyeckoll Kpogu npu YCio8uu, uYmo Jaumpoyumos coxpausemcs oOonee 3 mec.
Knonanenocmo B-numgpoyumos 0ondicHa Ovbimb noOmMeEepsHcoeHa ¢ NOMOUWbI0 UMMYHOpeHO-
MUNUPOBAHUS.

JIMJI ouaenocmupyemcsa npu Hanuuuu Iumpadenonamuu, u/uiu CnieHoMe2aiuu, u/ui
YUMONEHUU, 8bI36AHHOU NOPANCEHUEM KOCMHO20 MO032d, NPU YCI08UU, YMO AOCOIIOMHOE YUCILO
MOHOKNIOHANbHBIX  B-ntumgoyumos 6 «kposu wne npesviwaem 5000 6 1 mxn. Hmmyno-

eucmoxumudeckuil enomun onyxonegvlx B-numgoyumos coomseemcmayem XJI/I. Juacnos
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00/10iceH  Oblmb  NOOMEePIHcOeH oOuoncuel auMpamuieckoco Vs3id, KOCMHO20 Mo32a UIU

nopasiCeHHo2o opeanda.

2.1. 7/Kaja00bI 1 aHAMHE3

Bceem manumentam ¢ nmogo3penueMm Ha XJIUJI, a Takxke BceM MamueHTaMm ¢ BepuU(UIIMPOBAHHBIM
XJUI mpu KaxJIoM @IpuemMe y TeMaTojora peKoMeHayeTcsl cOOp aHamMHe3a U kKajloO IpH
3a00JIeBaHUAX OPTaHOB KPOBETBOPEHUS M KPOBH JJISl OLIEHKU COCTOSIHUSA MAIlUCHTA, a TAaKXKe IS
BBISIBIICHHSI (PAKTOPOB, KOTOPHIE MOTYT OKa3aTh BIUSHIE HA BEIOOp JIedeOHON TAaKTHKH ITalleHTa
[12,16].

YpoBeHb yoenureabHOCTH pekoMeHaanuii — C (YpoBeHb I0CTOBEPHOCTH 10KA3aTeIbCTB — 5).
KommenTapum: npu coope anammesa HeodX00UMO YMOYHUMb HAIUYUE 8 CEMEUHOM AHAMHe3e
3abonesanuil Opeano8 KpoeemeopeHus u Kkposu. XKanobvi mocym omcymcmeosams, u moz0a
NpU3HaKu 3a001e6aHUs BbIAGIAIOMCA NPU CIYYAUHOM 06cniedosanuu. Mooicem Obimb 8bIAGNEHO
beccumnmomnoe ygeaudenue aum@amuieckux y3no8 niooou noxamuzayuu. Moeym npucymcm-
6osamuv N10Oble HCANO0bI, CéA3AHHBIE C B06leHeHUueM opeanos u mkaueu. Ilpu coope dcanod
ocoboe  GHUMaHUe HeoOXOOUMO  YOenumsv  GblAGNEHUIO  HeCneyuuueckux CUMNmomos
unmokcuxayuu (memnepamypel meaa >38°C bonee 2 neo. noopsao b6e3 npusHaKo8 60CNANEHUSL,

HOUHBIX NPOPY3HbIX nomos, noxyoanus na 10 % maccwyt mena 3a nocieonue 6 mec.).

2.2. dDuzukaabHoe 00cae10BaAHUE

Bcem namnmentam ¢ nogospenreM Ha XJUJI/JIMII unu BeissBnenasM XJUJI/JIMJI npu nepBruuHOM
WIM TOBTOPHOM IIpHME€ME, IpU KOHTPOJIBHBIX OOCJIENOBAaHUSAX W TpU TOJO3PEHHH Ha
peluIuB/mporpeccupoBaHiie  3a00jeBaHUsI  PEeKOMEHAYeTCsl  BBIIIOJIHEHHE  BU3YaJbHOIO
TEPANEeBTHYECKOTO OCMOTPA, TEPANEBTUUECKON NaJIbIIalMd M TEPANEBTUYECKON ayCKyJbTallMH
JUIS. yTOUHEHHsI paclpoCTPaHEHHOCTH 3a00JI€BaHMSI U OLIEHKU COCTOSIHUS MAIlMEHTa, B TOM YHCIIe
OT/EJIbHBIX OPraHoB U cucteM [12,16].

YpoBeHsb yoenuteibHOCTH pekoMeHaanmii — C (YypoBeHb 10CTOBEPHOCTH 0KA3aTEIbCTB — D).
KommenTapuii: npu ocmompe neobxooumo oyenums odujee cocmosiHue nayueHma no wKaie
ECOG (cm. npunooscenue I'l), a maxace ocmompems MUHOANUHbL U NOJOCMb PMA; NATbAAYUSL
00DICHA ~ 6KTIoYamb @ cebs  nanbnayuro  6cex OOCMYNHLIX 2PYNN  nepugepuieckux

Jmmqbamuqecmtx V37106, ne4eHu, Cele3€HKU.
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2.3. JIaGopaTopHbIe TUATHOCTHYECKHE HCCICT0BAHNSA

2.3.1. JlabopaTopHbIe HCCIeI0BAHUSA 1JIS1 OLIEHKU 0011er0 COCTOSTHUS MAlMeHTa

Bcem nmanmentam ¢ nmogo3penrem Ha XJIJI/JIMJI wim BersiBnenasiv XJIUJI/JIMJI npu nepBuanOM
WM TIOBTOPHOM IIpUEME, IIPU OLIEHKE PEMUCCUU Yepe3 2 MecC. MOcJie 3aBEpILCHUs Tepanuu, Ipu
KOHTPOJIBHBIX OOCIEOBAHUAX M MPHU TMOJO3PEHUU HAa PEUUANB 3a00JeBaHUS PeKOMEHYeTcsl
BBITIOJIHUTH PA3BEPHYTHIN KIMHUYECKUN aHAJIM3 KPOBH C ONPE/ICICHUEM YPOBHSA IeMOIJIO0MHA,
KOJINYECTBA SPUTPOIUTOB, TPOMOOIIUTOB, JICHKOIUTOB, IOICYETOM JICHKOIIUTAPHON (HOPMYJIBI U
KOJIMYECTBA PETUKYJIOLUTOB /Jisi BepUUKALIUU JUArH03a, YTOUHEHUS aKTUBHOCTH 3a00JIeBaHus,
ompejieNieHusT BO3MOXXHOCTH MPOBEACHUSA Tepanmuu W/uiau (B cloydae paHee MpOBEICHHOU
TEpaIum) — pa3BUTHS HEXKEJIaTeIbHbIX sSBJICHUH edenus [12,16].

YpoBeHsb yoenutebHOCTH pekoMeHaanmii — C (YypoBeHb 10CTOBEPHOCTH 0KA3aTEIbCTB — D).
KomMmeHnTapumu: g oxpauwenHvlx npenapamax nepugepuyeckou kposu kiemxu XJIJI umerom
Mopgonocuro  manvlx aUM@PoOYUmos ¢ y3Kum 0000KOM YUMONAA3MbL, NIOMHLIM  SOPOM,
enblOYaAmMuIM  XpomMamunom, Oe3 omuemaugozo Aopviuika. Pedxce ecmpeuaemcsi mopgonocus
AKMUBUPOBAHHBIX TUMPOYUMO8 — ¢ DoNee WUPOKUM 0D0OKOM YUMONIA3MbL CUHE20 YBema Uil
kpaegotl basogunuei. Cpeou numpoyumos oxono 5 % mozym cocmagniame amunuynvle KiemKu
(c pacwenieHHbiMU, CKIAOHAMBIMU AOPAMU), A MaKdice Npoaumgpoyumel — 6Oolee KpynHole
KIeMmKU C HepaBHOMEPHO PACNpPeOesieHHbIM XPOMAMUHOM 6 fiope, 1—2 uyKkneonramu, 4mo He
npomusopeuum ouaenoszy XJJI. Jna XJIJI xapakmepHo e6bvissieHue 8 Kposu pa3pyUuleHHbIX
knemok — meneu [ymnpexma. Ilpu eviasnenuu 6onee 55 % nporumgpoyumos 6 Kposu
OUACHOCMUPYIOM NPOIUMPOYUMAPHBIL TelK03, eapuanm komopozo (B- wiu T-kiemounuviii)

ycmanasnusaemcs npu ummyHogenomunuposanuu [16].

Bceem manmentam ¢ XJIJI/JIMJI nepen nmpoBeeHnEM MPOTHBOOITYXOJIEBOM Tepaliy ISl OLICHKH
OOIIEr0 COCTOSIHWS, OIpPENeNeHUs] HEOOXOTUMOCTH TPOBEICHHUS COMYTCTBYIOUICH WM
COIIPOBOJIMTENILHOW TEPalMil WIM PEIyKIMH 103 TPenapaToB PeKOMEHIYeTCs BBITOTHEHHE
CJIEYIOLINX JJAOOPATOPHBIX UCCIIEIOBAHUIMA:
¢ OMOXMMHUYECKOr0 OOILIeTeparneBTUIYECKOT0 aHalIu3a KPOBU (OMPEeNsiioT YPOBEHb
JAKTaTAETUAPOTEHA3bl, MOYEBOH KHCIOTHI, MOYEBHHBI, KpeaTHMHWHA, OOIIEero
Oenka, anpOymuHa, OwnupyOuna, acmapraramuHoTpancdepassl  (ACT),
ananuHamuHoTpaHchepassl (AJIT), menounoit ocdarassl, Kamus, HaTpus,
XJI0pa, Kanblys, f2-MukporioOyiuHa) [12,16];
o KOoaryJorpaMMmbl  (ONpeAensioT  YpOBEHb  NPOTpOMOMHA,  (uOpUHOreHa,
aHTUTPOMOWHA 111, [UIa3MHUHOTEHA, D-numepa, MEXIYHApPOIHOE
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HopManu3oBanHoe  oTHomenne (MHO),  akTUBMpOBaHHOE  YaCTHYHOEC
tpomborutactuHoBoe  Bpems  (AUTB), TpomOMHOBOE BpeMs), MPSMOTO
aHTUTI00YTUHOBOTO TecTa (mpsiMoil mpoobl KymOca) Ansg yTOUHEHUs Hamudus
reMoJuTHYeCKux ociaoxuenui XJIJI [12,16];

o) o01ero (KIMHUYECKOro) aHainu3a Mouu [12,16].

YpoBeHb yoemuTeibHOCTH pekoMeHaanmii — C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5).

2.3.2. JlabopaTopHBIe HCCICA0BAHUA 1/l BePU(PUKANMU THATHO32 U OLEHKH

MPOrHOCTHYECKHUX (PAKTOPOB

[Ipu momo3penun Ha XJIJI y mnamumentoB c¢ uuciom B-mumdommro >5000 B 1 wMxn
PEKOMEH/YeTCsl  BBINIOJHUTh HMMMYHO(PEHOTUIIUPOBAHUE JIUM(OIUTOB KpPOBH METOIOM
IPOTOYHOM HUTOMIYOPUMETPHUH C IENbI0 Bepudukanuu quaruosa [17].

YpoBeHb yoeuTeJIbHOCTH peKoMeH1anmii — B (YypoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — 2).
Kommenrapum: ouaenosz XJIJI yemanasnusaiom npu viagnenuu >5000 B-rumepoyumos 6 1 mxn
nepugepuyeckol Kpoeu npu Ycioguu, umo Jaumg@oyumos coxpausemcsi 6onee 3 Mmec.
Knonanonocmo  B-numghoyumos Oondicna Ovimb  noomeepicoeHa ¢ NOMOWbIO  UMMYHO-
Genomunuposanus. Pexomenoyemasn ona ouacnocmuxu XJIJI munumanvuas ouacnocmuueckas
nauenb 00JHCHA 8Ka0OUamy cieoyiowue mapkepol: CD19, CD5, CD23, CD20, kanna, aaméoa.
B kauecmse Oononnumenvuvix OUACHOCMUYECKUX MAPKEPO8 DEeKOMEeHOYemcs UCHONb308amb
CD43, CD200, CD79b, CD81. Yacmo pexomendyemvie, HO HeoOsA3amelbHble 011 OUACHOCMUKU
u MoHumopupoganus onyxonesot nonyasiyuu XJJI mapxepwv: CD22, FMC7, CD38.
Knaccuueckuii  penomun  knemox XJIJI xapaxmepusyemcsi 3Kkcnpeccueil  B-kiemounwix
anmueernos CDI19, CD20, CD22, CD79b & couemanuu ¢ «T-knemounvim» mapxkepom CDS u
axmusayuounvim mapkepom CD23. Onyxonesvie Kiemku 5KCHpeccupyiom O0OUH Mun necKou
yenu UMMYHO2I00YIUHOG (Kanna uau aamooa). Mnmencusnocmo sxcnpeccuu B-xnemounvix
anmueernos (CD20, CD22, CD79b), a makoice no8epxXHOCMHbIX UMMYHO2I00VIUHO8 HA KIEeMKaX
XJUT nuoice, uem Ha nHopmanvhwvix B-numgoyumax. Tem ne menee moxicHo ecmpemums HEMANLO

cyyaes, K020a (heHomun onyxoesvix Kiemok He énoiamne coomsemcemayem XJIJI.

[Tpu nopo3penun Ha JIMJI y manueHToB 6€3 KIMHHUYECKOTO JUM(OLNTO3a B KPOBU, a TaKXKe y
MAlMEeHTOB C TIOJO3PEHHEM Ha TpaHCHOPMALMI0O PEeKOMEeHAYeTC BBIIOJIHUTh OHOICHIO
auM@atuyeckoro ysna (oyara TMOpPaXEeHHs) U IATOJOro-aHaTOMHUYECKOE HCCIIeZIOBaHUE
OuoncuiiHOro  (ONMEpalMOHHOr0) Marepuaiga JUM(QaTHYecKoro yi3ma ¢  [pPUMEHEHHEM
UMMYHOTUCTOXUMHYECKAX METOJIOB ISl BeprduKaiuu auaruosa [12,16,18].

YpoBeHsb yoenutebHOCTH pekoMeHaanmii — C (YpoBeHb J0CTOBEPHOCTH 0KA3aTEIbCTB — 5).
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KommeHnTapum: 6 cucmonocuueckux npenapamax mopghono2uueckuil cyocmpam npeocmasieH
oughghy3nuvim pocmom HeOONLUUX TUMPOUOHBIX KIEMOK C OKPY2IbIMU A0paAMU, KOMKOBAMbIM
Xpomamunom, 6e3 omyemaugvlx sAopviuiek. B cpezax mxanu num@amuyeckozo y3ia Hepeoko
APUCYMCMEYIOM (ONLTUKYION000OHbIE CIMPYKMYPbl — NCE800DOIIUKYIbI, MAK HA3bl8AEMble 30HbL
pocma, npeocmasieHuvle VE8EeIUYEHHbIM KOIUYEeCMBOM NAPAUMMYHOONACO8, KIemOK C
Mopghonozuel  nporumgoyumos ¢ - paziudumMbiMu - A0pviukamu. JlemanvHoe — onucaHue
Mopgonocuueckoli KapmuHvlg 0aemcs 8 COOMBEemMCcmeywux pasoeniax pexomenoayuil. I[lpu
npoepeccuu XJIJI pazmep smux ncee0o@oriukynios yeeauuusaemces, OHU Mo2ym caueamvcs. ¥ 3—
5 % nayuenmos ¢ XJII u JIMJI pazsusaemcs ougppysnas B-kpynnokiemouras aumgoma uiu
aumegpoma Xooxcxkuna. Ilosenenue kpynnoxkiemounou aumgomvl Ha ¢gone XJIJI nasvieaemcs
cunopomom Puxmepa. Ilossnenue aumpomvr Xooowckuna wua ¢pone XJIJI nasvieaemcs
X0O0JCKUHCKOU mpancopmayueti. Bo ecex cayuaax J10KAIbHO20 ObICMPO20  VEENUUCHUS
JuMamuyeckux y3n08 UnU CYWeCcmBeHHO20 UMEHeHUs KIUHUYeCKOU KapmuHvl O001e3HU
(nosignenus B-cumnmomos — 6He3anHolU nomepu 6ecd, HOYHOU NOMIUBOCHU) HeoOX0OUMO
BbLINOTHUMb OUONCUIO TUMPAMULECKO20 V31d, KOCIMHO20 M032a UU IKCMPAHOOANIbHO20 04d2d.

CuH@pOM Puxmepa KOoHCcmamupyemcst nojbKoO Hd OCHOBAHUU cUCNTONI02UHYECKO20 UCCIE008AHUA.

[Tarmmentam ¢ nogo3penneM Ha XJUJI/JIMIL nns oueHkrn o0beMa MOpaKeHHsT KOCTHOTO MO3ra U
COCTOSIHUSI OCTaJIbHBIX POCTKOB KpPOBETBOPEHUS, MCKIIIOUEHHUS MNOPAXKEHHsI KOCTHOTO MO3ra
JIPYTUMH OMYXOJSIMU U MHQPEKUUIMHU, a TaKXKe JUIsl MOJydYeHUs: UCXOJHOT0 00pasiia KOCTHOIO
MO3ra, He00X0AUMOTO JJIsl CPaBHEHHs ¢ 00pa3IoM, MOJYYEHHBIM IOCIE NMPOBEACHUS Teparnuu
pexkoMenayeTcsi: 1) momydeHne MUTOIOTHYECKOTO IMperapaTa KOCTHOIO MO3Ta IyTeM ITyHKIIUU
(cTepHANbHOM MYHKIWH), IMTOJOTMYEeCKOe (MHeEJIOrpaMMa) W HMMYHO(QEHOTHUITHYECKOE
(METOZIOM TMPOTOYHOW HUTOGIIYOPUMETPHH) HCCIIEIOBAaHHE Ma3ka KOCTHOrO Mosra Jinbo 2)
HOJIy4eHUE THUCTOJOTMYECKOro Iperapara KOCTHOro Mo3sra (TpernaHoOHOICHs), MaToJOro-
AHATOMHMYECKOE HCCIIeZIOBaHHE OMOICHIHOTO (ONepalMoOHHOI0) MaTepuana KOCTHOTO MO3ra ¢
NPUMEHEHHEM HMMYHOTHCTOXMMHUYECKUX METOJIOB B CIEAYIOIUX ciydasx [17]:

O  mepeld HayaJoM TepanmuM y T[alMEeHTOB, paHee He MPOXOAMUBIIUX €€

(HEOOs3aTEBHO, HO JKEIATEIBHO);

O  IpH NOJO3PEHHH Ha TpaHC(HOpMaLHIO.
YpoBeHb yoeauTeIbHOCTH peKoMeH1anuii — B (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB — 3).
KommenTapuu: cucmonocuyeckuii ouacnos XJIJI ycmanasiueaemes npu Haiuyuu 6 KOCHMHOM
Mmo3z2e oughghyznoco aumgpouonoco nponughepama u3z MOHOMOPQDHBIX KIeMOK HebOIbUL020
pazmepa ¢ OKpY2IblMU A0pPAMU, KOMKOBAMBIM XPOMAMUHOM, 6 3A6UCUMOCMU OM YCIO0ULL

qbukcauuu — C Heom4yemauevbiMu }Z()pleKaMu unu bes HUX, C MOHKOCHMEHHbIMU cocydaMu
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KANUIAPHO20/6EHYISAPHO2O MUNA; OObIYHO DPA3PO3HEHHO PACHOJIONCEHbL KPYNHblE KIEeMKU C
Mopghonozuell napauMmyHob61acmos, UHo20a NPUCYMCMEYIOm Nce800pONNUKYIbL (nponuge-
pamuguvie yenmpul). IIpu umMmMyHOLUCMOXUMUYECKOM UCCIe008aAHUU TUMPOUOHBII npoaugdepam
xapaxmepusyemcs sxcnpeccuei CD20 (cemepocennas no uHmMeHCUGHOCMU, NPEUMYUIeCMBEHHO
cnabas memopannasn peaxyusi), CD79a, IgM, soepnoti sxcnpeccuei PAX 5, LEFI (a0epnas
peaxyus), kosxcnpeccueti CD5 (membpannasn peaxyus) u CD23 (membpannas peaxyus), CD43
npu omcymcmeuu skcnpeccuu CDI0, BCL-6, Cyclin DI. Oxcnpeccus LEFI (adepnas
aKcnpeccus) Ooiee UHMEHCUBHO B8bIPANCEHA 68 KIeMKAX NPOIUDEPATMUBHBIX YEHMPOB, 8 KIeMKAX
¢ Mopgonocueil nporum@oyumos. [{is Kiemoxk npoaupepamueHvlx YeHmpos xapakmepHa ooee
unmencusnasn oxcnpeccus CD20, IgM, LEFI, unoz0a uacme Kiemox nce800@oniuKyilos
(nponugepamuenvix yenmpos) sxcnpeccupyem cyclin D1 (crabas sioepnas peakyus). HUnoekc
nponughepamuenoll akmusnocmu Ki-67 nesvicoxuil, odoviuno cocmasnsiem 5—15 % nosumuenwvix
KAEMOK 8 30HaX Ouphy3noe0 MerkoKkiemoynozo unguiompama. Ipu umMmyHocuCmoxumuieckom
UCCNe08aHUU HA NApaAguHO8OM Mmamepuaie Modxcem omcymcemeosams skcnpeccusi CDS
(0o 20-25 % cnyuaes). Oxcnpeccueni BCL-2  xapaxmepusyiomcs 6ce  eapuanmol
MeNKOKIemouHvlx B-knemounvix aumghom, xosxcnpeccus IgM u IgD xapaxmepna Ons
aumpoyumapuou aumgpomvl u aumgpomvl uz kiemoxk maumuu. Ixcnpeccusi LEF1 xapaxmepna
onsa  aumgoyumapHou  aumgomsl ¢ mpauncgopmayueii 6 ouggysuyro  B-kremounyio
KPYNHOKIIEMOUHYI0 aumpomy (cunopoma Puxmepa) u nozeonsiem nposecmu ougghepeHyuaibHyo
OUACHOCMUKY c CD5+ oughghysmoi
B-xnemounoti kxpynnoxnemounoti iumgpomoti.

Tonyuenue eucmonocuueckozo npenapama KOCMHO20 MO324 (MpPenaHoOuoncusi KOCMHO20
Mo32a) He mpebyemcst 0151 NOOMEepAHcOeHUs U hopmyauposanus ouazroza XJLT/JIMII.

buoncus kocmnozo mosea s611emcs HeoOA3aMeNbHOU, HO HCeIAmeNbHOU Npoyedypol nepeo
Hauanom mepanuu. XJIJI uepeoxko couemaemcs ¢ OpyeuMu ONYXOnsAMu, KOMOpwvle MO2ym
Memacmazuposams 8 KOCHMHBII MO32, 6bIAGIAMbCSA MOAbKO Npu Ouoncuu u oagxce Ovimb
npuyuHoU yumonenuu. MUmmynoxumuomepanus 8 ayoapabun-cooepaircauem pexcume Hepeoxo
ocnodcHaemcs yumonenueu. Hanuuue ucxoonozo obpazya KOCmMHO20 Mo32a NO36074em
ougpepenyuposams  npozcpeccuposanue,  aniazulo,  paszgumue  MueioOUCHIACMUYECKO20

CqupOM(l/OCWZpOZO MUETIOUOHO20 Jlel/?KOfi’a, aymoumMmyHHble YUNMONEHUU.

Bcem mammentam ¢ XJUJI/JIMJI mepen nadamom 1-if 1 BceX MOCHEAYIONIMX JMHHUN Tepanuu
PeKOMeHyeTcsl TTPOBEICHUE MOJICKYJIIPHO-IIUTOTCHETHIECKOTO UCCIISI0OBAHMS C TPUMEHEHUEM

merona (ayopecuentroi rudbpunusanuu (FISH) Ha aenenuto 17p u onpesencHne MyTaliii reHa
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TP53, a Ttakke (mpu Hamuuuu BO3MOXHOCTH) Ha +12; del(11q), del(13q), del(17p) mus
OIIpEIEIIEHUs TIPOTHOCTHYECKOM IPYIIITBI U BRIPAOOTKH TaKTHUKH JieueHus [14].

YpoBeHb y0eIUTEILHOCTH peKoMeHIanuii — A (YPOBEHb IOCTOBEPHOCTH 10KA3aTeJIbCTB — 2).
Kommenrapum: Oeneyuss  17p  aeiaemcs  2nagHbiM — YUMOLEHEMUYECKUM — MAPKEPoM,
HEeNnoCcpeOCmeeHHO GIUAIWUM HA Mepanesmuyeckyio makmuky. Pexomendyemcs nposooumb
CKpuHuHe Ha Oeneyuto 17p y 6cex nayueHmos, umerowux noKA3anus K Ha4amy mepanuu, u/uiu
npu HesppekmueHocmu cmaHOapmHoU mepanuu, 0COOEHHO y NayueHmos moaoxce 55 nem, y
KOMOPbIX MOdcem Obimb NPOBeOeHa ANI02eHHAS. MPAHCIIAHMAYUSL.

B nacmoswyee epems 6nacooaps memodam 2nyb0Ko20 CeKBEHUPOBAHUsL YCMAHOBIEHO, YO
bonbuuHCmeo cyyaes peppaxmeprnocmu ooyciosieno ympamou TP53 nubo 3a cuem Oeneyuu 8
couemanuu ¢ mymayuamu, aubo 3a cuem mymayui eena. Ilosmomy cecoomns evinoanenue FISH
Ha Oeneyuto 17Pp nHedocmamouro. [nsa mozo umobwvl uoeHmu@uyuposams HaAuboOIbULee YUCTO
NAYUEHMO8 C YCMOUYUBOCbIO K UMMYHOXUMUOMEPANUU, HEeOOX0OUMO MAKI’ce UCCIe008amb
mymayuu TP53. Hanuuue mymayuu xoncmamupyemcs, eciu 4Yucio Kiemoxk ¢ mymayuei

npesviuiaem 10 %.

Bcem mnamumentam ¢ XJUJI/JJIMJI Ha MOMEHT YCTAaHOBIIGHHS [IMarHo3a PeKOMEHIYeTcsl
omnpenenenue myTtanuu renoB IGHV aiis yrounenus npornosa 3abosneBanus [14].

YpoBeHb yoeauTeIbHOCTH PEKOMEHIANMI — A (YPOBEHb T0CTOBEPHOCTH 0KA3ATEILCTB — 2).
KovmmenTapun: wvymayuu cenos IGHV umerom npoeHocmuueckoe 3Hauenue. B nacmoswee
epems npozro3 y nayuenmos ¢ XJIJI oyenusarom no mexncoOyHapoOHOMY NPOSHOCMUYECKOMY
unoexcy onsi XJUI (cm. pazden 5.1). Huoexc mpebyem oyeHku yposHs [2-Muxpoziobyiuna,
mymayuonnozo cmamyca IGHV, a makace yumozenemuueckoeo ucciredosanusi. Onpeoenerue
amux noxazamenei oiceramenvHo. Y nayuenmos c¢ mymayusmu IGHV 6e3 pakmopos
Hebnazonpuamno2o npocHosa, oocmuewux MOb-necamusnoi pemuccuu nocie 3 Yukios,
B03MOJNCHO CcOKpawjeHue 003 npenapamog unu uucia yuxinos FCR. Ilpu smom pemuccuu y
OaHHOU 2pynnvl NAyUeHmos cmoiv odce onumenvHvl. C yuemom 6biCOKOU UHPOPMAMUBHOU
YeHHOCmU 6 OMHOUleHUU BpeMeHU 00 mepanuu, ¢hhekmusHocmu UMMYHOXUMUOMEPANUL,
spemenu 0o peyuousa mymayuouusiti cmamyc 2enos \GHV pexomendyemces no éozmoacnocmu
onpeoensimos, 00OHAKO OAHHOE UCCNe008aHUe He ABNAEMCs 007A3AMeNbHbIM 6HE KIUHUYECKUX

UCCAe008aHUIL.

Bcem marmmentam ¢ XJUI/JIMJI wepe3 6 mec. mocie 3aBepIICHHS JICUCHUS PeKOMEHIYeTCsl

UMMYHO()EHOTUIIUPOBAHHE OMOJIOTUIECKOTO MaTepuaia METOJIOM IPOTOYHOMN
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UTO(GIYOPUMETPUH JUTS BBISIBIICHUS MApKEPOB MUHMMAJIbHOW ocTatouHo# Oone3nn (MOB) npu
remo6macroszax [19].

YpoBeHb y0oenuTeJIbHOCTH PEKOMeHIanuii — A (YPOBeHb 10CTOBEPHOCTH JI0KA3ATEIbCTB — 2).
KommenTapum: npu ¢gunanvnou oyenxe sgpghexma nocie 3a8epuieHusi UMMYHOXUMUOMEPANUU
MOPF noszeonsem npoenosuposams 8pemsi 00 peyuousa u OB. Bonvuuncmeo npoeHocmuyeckux
cxem nocmpoero Ha oyerke MODB 6 kposu, 00HaKo ucciedo8anue KOCMHO20 M032a NO380JI5em
docmosepHo noomeepoums MOb-ne2amusHy0 NOJIHYI0 pEMUCCUTIO.

Heoonoxpamno noxazano, umo konuuecmeennas xapaxmepucmuxka MODB 6 kposu no
3aeepuieHul mepanuu KOppeaupyem ¢ GblHCUBAeMOCMbIO U NOIMOMY MOHCEM UCHONb308AMbCA
Kak pykogoocmeo k Oeucmeuro. Ocmamounas nonynayus xiemok XJIJI 6 xkposu >1 %
npeogewjaem paHHuti peyuous u MOdfCem CAYICUMb OCHOBAHUEM Ol CMeHbl Mepanuu.
Ocmamounas nonynayus kiemox XJ/IJI 6 kposu 0,90-0,01 % xapaxmepuszyem epynny
nayuenmos ¢ MeouaHou evldcueaemocmu 60e3 npocpeccuposanus (BBII) oxono 3 nem; y
Kame20puu NAYUEHMO8 MOACHO PACCMAMPUBATDL BO3MOICHOCb NOOOepIHCUBAIOWell mepanuu.
Ocmamounas nonynsiyus xiemoxk XJIJI 6 kposu <0,01 % ceudemervcmsyem o 6vicoxoll
8ePOSAMHOCMU OIUMENbHOU pemuccuu (>5 1em).

Illocne mpaucnnianmayuu  AulO2EHHBIX — 2eMONOIMUYECKUX — CME0oa08blx  kiemok MOB

onpeoensemcs Kadxdcovie 3 mec. 8 meyeHue 200d Ui 00 HaCMynJieHus peyuousd.
2.3.2. JIpyrue o6si3aTesibHbIe J1a00paTOPHbIE HMCCIeI0BAHUS

Bcem nanmentam ¢ XJIJI/JIMJI nepen npoBenenueM 1-ii TUHUM MPOTHUBOOITYXOJIEBOM Teparnuu
PEeKOMEHyeTCsl OIpe/ieJieHne OCHOBHBIX rpynn KpoBu 1o cucreme ABO, onpenenenue
anturena D cuctemsl pesyc (pesyc-dakTopa), onpeneicHne GeHOoTHIIa aHTUTCHOB SPUTPOIIUTOB
JUIS. BO3MOKHOCTH BBITIOJTHEHUSI TeMOTpaHCHY3UH TIPH HATUMYHUH TTOKA3aHWM 710, BO BpeMs WIIH
nocsie Tepanuu [16].

YpoBeHb yoeautebHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH JI0KA3ATEIbCTB — 5).

Bcem mnammentam ¢ XJUJI/JIMJI mepen mnpoBenenuem tepanuu aHtutenamu k CD20 wnm
UOpyTHHHOOM™* ¢ IeJIbl0 YTOYHEHHUS pUCKAa M B Clyyae HEOOXOIMMOCTH MPOQMIAKTUKU
peakTuBanMu BuUpycHoro rematuta [20] pexomMeHayeTcsi BBINOJIHEHHE Pa3BEPHYTOrO
BUPYCOJIOTHYECKOTO HCCIIEIOBAaHMS ISl BBISIBJICHUS MapKepoB BHpyca TemaTura B, KoTopoe
JIOJDKHO BKJIIOYATh OTIpeieeHue:!

o anrurena (HbsAg) Bupyca renatura B B kpoBy;

O aHTuTeln K noBepxHoctHoMy aHTureny (HBsAg) Bupyca renarura B B kpoBy;

o aHTHTEl K saepHomy antureny (HBcAg) Bupyca renatuta B B kpoBH;

18



o JHK Bupyca rematuta B B KpOBHM METOJOM MNOJMMEPA3HOM LIEMHON pEaKIMHU
(kauecTBEHHOE HCCIICIOBAHHE).
YpoBeHnb yoenurteabHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH /10KA3aTeIbCTB — 4.
KommenTapuu: smomy eonpocy npu XJIJI yoensemcs ocoboe sHumaHue, NOCKOIbKY KIeMKU
XJUT ssnaomesi 0onoanumenbHuiM pe3epsyapom 0is supyca eenamuma B. 3nauenus mapkepog

supycnoeo ecenamuma B npedcmasnenvt 6 npunoscenuu A3.1.

Bcem mepBuunbiM  manumentam ¢ XJUI/JJIMJI  mepen mnpoBemenuem  1-it nuHUHM
IPOTUBOOITYXOJIEBOM Tepanuyu PeKOMEeHAYeTCs MOJIEKYJIIPHO-OMOJIOrMUecKoe HCCie0BaHue
KpPOBU Ha HaJM4yue BHpyca UMMyHozeduuuTa yesnoBeka (Onpenenenue aHTuren kiaccoB M, G
(IgM, IgG) k Bupycam ummyHoaedunmra yenopeka BUU-1 u BUY-2 (Human immunodeficiency
virus HIV 1 u Human immunodeficiency virus HIV 2) B kpoBu /Jisl yTOUHEHHS HEOOXOJMMOCTH
OJIHOBPEMEHHOT'O ITPOBE/ICHHSI IPOTHBOOITYX0JIEBOW M aHTHPETPOBUPYCHOM Teparuu [16].

YpoBeHb yoenureabHOCTH pekoMeHaanuii — C (YpoBeHb IOCTOBEPHOCTH 10KA3aTeJIbCTB — 5).

Bcem mnamumentam c¢ XJUJI/JJIMJI Ha MOMEHT YCTaHOBIIGHMS [MAarHosa, MOCHE KaXIou
MMMYHOCYTIPECCUBHOM TEpamuu M TOCiIe KaKIAOW TsbKenol OakTepuaabHOW WHGPEKINUU
PeKOMEeH/IyeTCsl OIpe/ielieHIe YPOBHS UMMYHOTI00ynHOB [12,16].

YpoBeHsb yoenutebHOCTH pekoMeHaanuii — C (YypoBeHb J0CTOBEPHOCTH 0KA3aTEIbCTB — 5).

2.4. UHCTpYMEHTAJIbHbIE THATHOCTHYECKHE HCCAET0BAHUA

Bcem mamuentam mepen Havanmom Tepanuu XJUJI/JIMJI, npu oreHke peMuccHu depe3 2 Mec.
rociie 3aBeplIeHUs Tepanuu (ecld HMMENoCh MOopakeHHe JUM(ATUYECKUX Y3710B 001acTu
CpeIOCTEHHS W/HITH JISTOYHOM TKAHH), @ TAK)KE TPH MOJJO3PSHUH Ha PEIMIHB/TIPOrPECCUPOBAHUE
3a0osieBanus pekomenayercs BoimonHeHne KT rpyaHoil KIeTKH, OpraHoB OPIOIIHOM MOJIOCTH U
Majoro Taza (C KOHTPaCTUPOBAHHEM) [JIsi YTOUHEHHS HAJIUYUS U PACIPOCTPAHEHHOCTHU
nuMdaeHONaTHH WK OLIEHKU MPOTHUBOOITYX0JIeBOro 3¢ (deKTa, eCiu UCCaeJ0BaHUE BBHITTOJTHEHO
B nuHamuke [12,16].

YposeHb yoeautebHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH JI0KA3ATEIbCTB — 5).

[Tarmentam nepen Hauvanom tepanuu XJUJI/JIMJI, ecnu BoisiBieHsl npotuBonoka3zanus k KT,
IIPU OLICHKE PEMHUCCHM 4epe3 2 MecC. IOCJe 3aBEepILIEHUs] Tepanuu (€ciIM MMENIOoCh MOpakKeHHe
auM(daTHUECKUX y3JI0B 00JIaCTH CPEIOCTEHUS U/ MW JIETOYHOM TKaHM), a TAK)KE MPH TTOJ03PECHUH
Ha PEIHIUB/TIPOTPECCUPOBAHNE 3a00JCBAaHUS PEKOMEHAYeTCsl /i YTOYHEHHUS HalIu4yus U
pacrpoCTpaHEHHOCTH JTMM(DAJICHONIATHHN BBIIIOJHHUTD CIIEAYIoMIHe uccieaoBanus [12,16]:

O  PEHTreHorpaduIo OpraHoOB IPYAHOMN KJIETKH B 2 TIPOCKIIHX;
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o Y3U numdarndeckux  y310B  (nepudepHyecKUX, BHYTPHUOPIOLIHBIX  H
3a0pIONIMHHBIX) ¥ BHYTPEHHUX OPraHOB (OPraHOB OPIONIHOW MOJOCTH M Majoro
Taza).

YpoBeHb yoeautebHOCTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH J0KA3ATEIbCTB — D).

[Taruentam ¢ nogo3penneM Ha XJIJI/JIMII nmubo ¢ ycranoBineHHbIM auarHo3oM XJIJI/JIMIL, y
KOTOPBIX HMMEIOTCA KIMHUYECKHE TPU3HAKW CHHApoMa Puxrepa WM XOIKKHHCKOU
TpaHchopMauu (TMPOTPECCUPYIOMUI POCT JTUM(ATHUECKUX Y3JI0B, TOTEps Beca, MEpCHUC-
TUpYyIOLIAsl JIMXOopajaka Oe3 MpU3HAKOB MH(EKIUH, BBHICOKHI YPOBEHb JAKTATIETHAPOTeHa3bl,
TUIEPKAIBLUEMHUSI), PEKOMEHAYeTCsl BBIIOJIHUTh O3UTPOHHYIO SMUCCHOHHYIO TOMOTrpaduio ¢
NPUMEHEHHEM TYMOPOTPOIHBIX paguodapMmpenapaToB s HCKIOYSHUS TpaHChOopMauy oo
ISl BBISIBJICHHS 30H C BepOsATHOM TpaHcdopmarumeit [21].

YpoBeHb y0eIUTEILHOCTH peKoMeHIanuii — B (YpoBeHb 10CTOBEPHOCTH I0KA3aTENILCTB — 3).
KommenTapuu: npu suauenusix SUV <5 seposmnocme cunopoma Puxmepa cocmaensem okono
3% [22]. Ans cunopoma Puxmepa munuunvl 3uauenuss SUV >15%. Ecau unmencusnocms
HAaKONJIeHUs npenapama Omuyemauso paziudaemcsi 8 pasHvlX 30HAX, HeoOX0OUMO BbINOJIHEHUe

buoncuu Haubonee akmueHo20 y3jia uiu ovaca.

Bcem mamumentam ¢ BepuduimpoBanabiM - XJUJI/JIMJI mepen HawajgoMm Tepanud IS
CBOEBPEMEHHOTO BBISIBJICHUS COMYTCTBYIOIIEH MATOJOTUU CO CTOPOHBI CEPJECUYHO-COCYAUCTOM,
IBIXaTeNIbHOM W TUIIEBAPUTENBHON CUCTEM U s ONpENeNeHHs HEOOXOAUMOCTH UX

npOGHUIAKTUKHI WU JICUCHUS] PEKOMEHYeTCs BBITIOJHUTD CIIAYIONIHe ucciaeaoBanus [16]:

o AeKTpoKapauorpaduio;

o sXOoKapanorpaduio;

o VIBTPa3BYKOBYIO JomIuieporpaduio cocyAoB (apTepuid U BEH) HUKHHX
KOHEYHOCTEM.

YpoBeHsb yoenutebHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5).

2.5. Nnble JAUMATHOCTHYECCKHUEC UCCICAOBAHUSA

Bcem manmentam ¢ XJIJI/JIMJI ¢ KOMOpOMIHOCTBIO, KOTOpasi MOXKET IOBIUATH Ha BBIOOD
pOrpaMMbl  TPOTHUBOOIYXOJIEBOTO JICUCHHUs, IMEpe]l HayaloM Tepanud pPeKOMeHIyeTcsl
KOHCYJIbTAIlUsl COOTBETCTBYIOILEIO Bpauda-ClieManucTa (Bpaya-KapAuoJora, Bpaya-HEBpOJIOra,
Bpaya-oTOpPHHOJIapHHOJIOTa 1 Ap.) [16].

YpoBeHsb yoenutebHOCTH pekoMeHaanmii — C (YpoBeHb J0CTOBEPHOCTH J0KA3ATEIbCTB — 5).
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3. JleyeHue, BKJIOYAS MEIUKAMEHTO3HYIO U HEMeIMKAMEHTO3HYI0 Tepanum,
AUeTOTepanuIo, 00e3001MBaHue, MeIUINHCKHE TOKA3AHUS

H MPOTHBOIIOKA3aHUA K IPUMEHCHUIO METOA0B JICUCHUSA

3.1. Hoka3anus k Hayaay repanuu B-kiaerounoro XJILJI

Bceem nanmentam ¢ BepuduuupoBanusiM XJIJI/JIMJI pekomenayeress Hauano crenupuueckoil
TEpanuy TOJIBKO NpU HAJUYUMU TOKa3aHud B coorBercTBuUM ¢ Kputepusmu IWCLL 2018
(cm. mpunokenne A3.2) [12,16].

YpoBeHsb yoenutebHOCTH pekoMeHaanmii — C (YypoBeHb T0CTOBEPHOCTH 0KA3aTEIbCTB — D).
Kommentapum: oxono 30 % nayuenmos umerom meonenno npozpeccupyrowee meuenue XJ1J1,
npuiem NpoOooJHCUMENbHOCb UX JMHCU3HU OIuU3Ka K odwenonyrayuounHou. Hanuuue maxoii
2pynnvl nayuewmosg oenaem 000CHOBAHHOU MAKMUKY GbIHCUOAMENbHO20 HAOII00eHUs. 00
nosenenus noxasanuil k mepanuu. Tepanus XJIJI 0ondicna HauuHamovcs npu HAIUYUY NOKA3AHUL
no xkpumepusm IWCLL 2018. Ilayuenmor ¢ cmaouu A ¢ aymoumMmyHHOU 2eMOIUMUYECKOU
anemuel unu UOUONAMUYECKOU MPOMOOYUMONEHULEeCKOU NYPRYPOU OOINCHbL NOJYHUAMb jleYeHUe
no NOBOOY JSMux oOcnodcHeHuu. Ecau aymoummyHHOe OCNOdCHeHUue NI0X0 omeeuaem Ha
mepanur KOpmMuKoCmepouoamu Ol CUCMEMHO20 UCHONb308AHUs, BO3MONCHO HpUMEHEeHUe
Hanpasnennou na XJIJI ummynoxumuomepanuu. Beccumnmomnasn eunozammazno6yiunemus: u
Hanuyue MOHOKIOHANbHOU CeKpeyuu camu no cebe He AGNAIOMCA NOKASAHUAMU K Je4eHUIO.
Buissnenue mapkepose ompuyamenvHo2o npozcHo3a, 6 mom uucie Oeneyuu 17p He sAénsemcs

noKasavuem K Hadauty mepanuu.

3.2. llepBasi iuHus Jgeyenuss XJLJI

L[eﬂu Jle4eHusl 6 nepeyro oqepeab onpedeﬂﬂ}omc;i 603paAcmom, a maxaHce UYuciom u

MANCECMbIO CONYMCMEYIoWUX 3a001esanutl (maon. 3).

Tabnuua 3. Ilodpaszoenenue Ha 2pynnvl NAYUEHM OB C XPOHUUECKUM TUMPOUUMAPHBIM

J1elKO30M

Komopouonocma, Hem snauumot Cmapueckuii o3pacm,
3uauumasn komopouoHocmy

6o3pacm KOMOpOUOHOCMU Op2aHHble namoao2uu

Honzocpounas pemuccus,| Konmponv nao 6one3usio,

Hannuamusenas
apaduxayuss MOb HU3KASL MOKCUYHOCHb

Ilenv mepanuu
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Cywecmeyem 00beKMUBHASL WIKANA OYEHKU YUCIA U MANCeCmU CONYMCMEYIOUUX
sabonesanuit (xomopouonocmu) — CIRS (Cumulative Iliness Rating Score) (cm. npunoscenue
I2). B peanvhoii KIuHu4ecKol npaKkmuke OYeHKa KyMYJISImU8H020 UHOeKca KOMOPOUOHOCMU He
mpebyemcs. B Hacmoswee eépems noumamue «3HAUUMAs KOMOPOUOHOCMbY He Modcem Obimb
00beKMUBHO U 8OCHPOU3BOOUMO ONpeodeneHo. B ceasu ¢ smum pacnpedenenue nayuenmos Ha
mepanegmuieckue epynnvl NPOBOOUMCs N0 PeuleHuio 8paa.

Pezynomamor  kpynnvix  kaunuweckux — ucciredosanuu  2000-x 2. ybeoumenvbHO
CBUOEMEeNbCMEYIOM O  HU3KOU 3POEeKmueHoCmu  UMMYHOXUMUOMEPANUY V NAYUEHMO8 C
Oeneyueti 17p. O0Hako amo yumozeHemu4eckoe HapyuleHue gvlsasisemcs 00 Hadyaia mepanuu 1-
u aunuu moavko y 1 % nayuenmos. Hucno nayueHmos ¢ KIUHUHECKOU peppakxmepHocmuvio
(npocpeccuposanuem Ha one neyeHus uiu ObICMpviM peyuousom) npudIu3umenvHo 8 2 paza
bonvwe. dmu HabarOeHus neaau 8 ochogy nouamus XJ1/I evicoxozo pucka.

Taxum obpazom, npu npogedenuu mepanuu 1-iu auHuu nayueHmol moeym Ovlmb
pacnpeoeiieHvl Ha 3 2pynnbi.

1. K 1-ii epynne omunocamcs monoovle nayuenmsl (Menee 65 nem) 6e3 Oereyuu 17p u/unu
mymayuu TP53 ¢ xopowum comamuyeckum cmamycom o6e3 conymcmeyiowux 3a00ae6anuil.
B osmoii epynne Heobxooumo cmpemumvbcs K OOCMUIICEHUIO NOJHOU peMUccuu, no
803modicHocmu ¢ apaduxayueti MOD, nockonbky monvbko makas mMaKmuka Modlcem
npueecmu K peaibHOMY YEeludeHuro npoooaxcumenvbHocmu dcusnu. Ochosa nedeHus
NAYUeHmos8 3mMou epynnvl — Kypcosas UMMYHOXUMuomepanus. B nooepynne nayuenmog 6e3
mymayuii  eenoé |GHV  xombunayus ubpymunudba™* u pumykcumaba™*  oxazanace
3HauumenvHo boee 3PHeKkmusHol u MeHee MOKCUYHOU No cpasueruro ¢ pedxcumom FCR. YV
nayuenmos 6e3 mymayuti eenoé |GHV moowcem paccmampusamocsa 6ozmoxcnocms mepanuu
UOPYmMuHuUGOM™™.

2. Ko 2-ii epynne omuocamces nayueHmol NPeKiloHHO20 6o3pacma (cmapwe 65 nem), a makdice
MONI00ble NAYUEHMbL CO MHONCECMEOM CONYymcmeyowux 3abonesanui. B smoti epynne
HYJHCHO CMPeMUmuvCs K OOCMUIICEHUI) 3PHeKxmusHoco KOHMpOJisi HA0 ONyXoavio, usbezas
HeonpasoaHHol MOKCUYHOCMU. AHANo2u NYPUHOB 8 MOl epynne Jydule He UCNONb308aMb
UU NPUMEHAMD 8 PeOYYUPOBAHHOM BUOe.

3. K 3-u1 epynne omnocames nayuenmul ¢ deneyueti 17p u/unu mymayuei TP53 nezasucumo om
so3pacma u komopouonocmu. Tepanuel b100pa y 3mux nayueHmo8s A61Aemcs npuMeHeHue
uoOpymuHuba™* 6 monopedicume. Y Monoovix nayueHmos npu B03MONCHOCMU Mepanus
UOPYMUHUOOM™ ™  00NIdICHA  CAYHCUMb  NOO2OMOBKOU K MPAHCHIAHMAYUU — ATTI02EHHbIX

CMB0JI06blX KNEMOK.
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y nayuenmoe cmapdieckoeco eospacma c Op261HH017l HeooCmamo4yHoCmbio yeib Jjle4eHuA

najiiuamueHas.

3.2.1. IlepBass JuHus Jedyenusa XJIJI/JIMJI y nmauueHTOB MoJIOKe 65 JieT ¢ Xopomum

COMATHYECKHM CTaTycoM 0e3 BbIsiBJeHHOI aeenuu 17p wiam myramuu TP53

[TaruenTam ¢ BepudunupoBanabiM XJIJI/JIMJI momnoxke 65 ser 6e3 3HAaUMMON KOMOPOUTHOCTH
(pu3uyecku akTUBHBIM, 0€3 TSHKEIBIX COIMYTCTBYIOIMIUX 3a00JIeBaHUN, ¢ HOPMAIBHOU (DyHKIIMEH
nouek) 0e3 generuu 17p wiam myrtaruu P53 B kadectBe 1-ii TMHUU JICYCHUS PeKOMEHIYeTCsl
JUISL  JIOCTIDKEHHST PEMHUCCHMHM  TpOBEIeHHE HMMyHoXuMuoTtepanuu 1o cxeme FCR:
(Purykcnma6** — 1 wuk: 375 mr/m® B/B Kart., aeHb 1, mocmeayromme wakisr: 500 Mr/m® B/B Kar.
w 1400 mr 1/k, newsp 1; #Onynapabun™* — 25 Mr/M% B/B kart., 1au 1-3; #lluxnopochamum™* —
250 mr/m® B/B KarL., xau 1-3). (CXeMBI P&XXHMOB JICUCHHS CM. B pHIOKeHHH A3.3) [23,24].
YpoBeHb yoeuTeJIbHOCTH PeKOMeHIanmii — A (YPOBeHb J0CTOBEPHOCTH JI0KA3ATEIbCTB — 2).
Kommenrapum: cmanoapmom mepanuu 1-ii aunuu y Mon00bix NAYUEHMO8 C XOPOUUM
comamuyeckum cmamycom (kpome nayuenmos c del(17p) w/unu mymayueti TP53) asnsemcs
peacum FCR (pryoapabun™*, yuxiopochamuo™*, pumyxcumao™*). Obnosnennvie ¢ 2016 .
pe3ynomamul ucciedosanusi CLLS nokazanu, umo 6 epynne FCR uucno eviscusuiux npu meouate
Habnmodenus, pasnou 5,9 200a, cocmasuno 78,7 % no cpasnenuio ¢ 66,9 % 6 epynne FC (OP
0,68, 95 % oosepumenvuvrit unmepsan (M) 0,535—0,858, p = 0,001). Meouana BHII y
nayuenmos ¢ mymayusmu cenos IGHV, nonyuaswux neuenue no cxeme FCR, ne docmuenyma
[24]. IIpu osmom pexcum FCR accoyuupyemcs ¢ 6bICOKOU YACMOMOU  PA3EUMUSL
HedCeNamenbHuIX A61eHUll, 0COOEeHHO YUmoneHuu U UHQEKYUOHHbIX ocrodcHenul. Jlelikonenus u
Heumponenus 3—4-ii cmenenu msdxcecmu coanacho odowum xpumepusim moxcuunocmu (CTC)
Haoooanuce y 24 u 34 % nayuenmos, nonyuaswux FCR, y 25 % szaguxcuposano pazsumue

unghexyuti 3—4-1i cmenenu msdicecmu.

[Tarimentam ¢ BepudunmpoBanubiM  XJIJI/JIMJI  monmoxe 65-70 ner 06e3 3HAUYUMOU
KOMOPOHMIHOCTH ((DU3WYECKH AaKTUBHBIM, 0€3 TSKEIBIX COMyTCTBYIONIMX 3a00JIeBaHUM, C
HOpMalibHOU (yHKUHMel mouek) Oe3 aeneuuu 17p wnu myTtauuu TP53, y KOTOpBIX HE MOXET
ObITh TipoBeieH pexuM FCR (cxeMbl pexxMOB JieueHus CM. B mipriioxkennu A3.3), B kauectse 1-
fl TMHUY peKOMeH/IyeTcsl TIPOBEJICHHE MMMYHOXUMHOTepanuu 1o cxeme RB (putykcumadc™** — 1
UK 375 Mr/M% B/B Kall., IeHb 1, mocnenyromue muKibi: 500 mr/M? B/B Kam. win 1400 mr /K,
neHb 1; #oenmamyctun** — 90 mr/m® B/B KaiL, gHE 1, 2) JUIS ZOCTHKCHHS pemuccun (CXembl
PESKUMOB JieueHHs cM. B ipuioxenun A3.3) [25,26].

YpoBeHb y0enuTeJIbHOCTH PeKOMeHIanMii — A (YPOBeHb J0CTOBEPHOCTH J0KA3ATEIbCTB — 2).
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KommenTapumu: npu mnegozmoocnocmu nposedenus pexcuma FCR — anemepnamusnvim
séapuanmom 1-ti  nunuu mepanuu modxcem Ovimb KOMOUHayus  OeHOaMycmuHa** u
pumykcumadba** (BR). B uccreoosanuu CLLI0 noxazarno, umo pesxicum BR menee moxcuuen no
cpasuenuio ¢ pexcumom FCR, xomsa u menee s¢pgpexmusen. Yacmoma obweco omeema 6 obeux
epynnax cocmasuna
95-96 %. Meouana BEII maxowce okazanace 6onvue 6 epynne FCR (55,2 mec. npomug 41,7
mec., OP 1,643, 95 % U 1,308-2,064, p = 0,0003). Heimponenus u unpexyuonHvle
OCI0JCHEHUS

3—4-1i cmenenu msocecmu no CTC 3nauumenvno uawe pecucmpuposganucy 6 epynne FCR
(87,7 % npomus 67,8 %, p < 0,001 u 39,8 % npomus 25,4 %, p = 0,001), ocobenno y
nayuenmos cmapwe 65 nem (48,4 % npomus 26,8 %, p = 0,001). Ilo uacmome pazeumus
anemMuu U MpoMOOYUMONEHUU, a MAaKdHce CIy4aes CMEepPmu, CEA3AHHOU C NedeHueM, 2pynnl
cmamucmuyecku 3Hauumo He pasauyanucy (3,9 % npomue 2,1 %). B uccredosanuu CLLI0
nokaszawo, umo sggexmusnocmo pedxcumos BR u FCR y nayuenmosé cmapwe 65 nem
conocmasuma [26]. B MHO2OYeHMPOBOM POCCUTICKOM UCCIe008aHUU NOKA3AHO, Yymo pedcum BR
pazymHo 6esonacen u 6vicokodpgexmusen ¢ mepanuu 1-u aunuu y nayuenmos ¢ XJIJI npu
HazHauenuu #oenoamycmuna™> 6 0ose 90 Me/M? 6 Kombunayuu ¢ pumykcumabom™* & ooze 375

me/m? 6 1-m yukne u 500 me/m* 60 2—6-m yuraax.

[Taruentam ¢ BepudumupoBanHeiM  XJUJI/JIMJI  momoxe 65-70 ner ©Oe3 3HauMMOM
KoMopOuHOCTH Oe3 myTaruii reHoB IGHV npu Haimuuy BO3MOXKHOCTH B Ka4yeCTBE OJHOW W3
omuuii 1-i TMHUK Tepanmuu MOXKET OBITh PEKOMEHI0BaHa i JOCTI)KCHUS PEMHUCCUU Teparus
uopyTuHHOOM™* B MOHOpexume B no3e 420 mr/cyt (3 Kamcynsl) BHYTph | pa3 B JieHb 0
NPOTPECCUPOBAHMSI WJIM PA3BUTUS HENMEPEHOCUMOW TOKCHUYHOCTH WM B KOMOHWHAIIMU C
purykcumMaboM™* (HOpyTHHHO** — 420 mr/cyT (3 Karcyisl) BHYTpb | pa3 B I€Hb, €KEIHCBHO;
#puTykcuMa6** — 50 mr/m® B/B KarL., aeHb | mpka 2; 375 mr/m® B/B KarL., aeHb 2 mukia 2; 500
Mr/M? B/B Karl. w1400 mr /K, AeHb 1 HUKI0B 3—7, JIeueHre BO30OHOBIsICTCS Ha 29-i NeHb,
BCEro 7 IUKIIOB) (CXeMBbI pe)KUMOB JICUCHUsI CM. B Tipuiioxkennu A3.3) [27,28].

YpoBeHb y0eIUTEILHOCTH peKoMeHIanuii — A (YPOBEeHb I0CTOBEPHOCTH 10KA3aTeJIbCTB — 2).
KommenTapuu: 6 uccreoosanuu E1912 nayuenmvr monooxce 70 nem 6e3 oeneyuu 17p
PAHOOMUBUPOBANIUCL HA 2 2pynnbl.  NoayYyasuiue uopymuHub6™* 6 KombOuHayuu ¢
pumykcumabom™* u npoxoousuwiue mepanutro ¢ pexcume FCR. B uccredosanue 6vi10 xioueno
529 nayuenmos. Komodounayus ubpymunuba™™ u pumykcumaba™* snauumenvno npegzouina FCR
no sagpgpexmuenocmu u 6ezonachocmu. Habarooanoce 3nauumenvroe ynyuuenue kak BBII (OP

0,352; 95 % /1 0,223-0,558; p < 0,0001), max u OB (OP 0,168, 95 % A1 0,053-0,538;
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p = 0,0003). Pescum FCR uawe svizvigan netimponenuro 3—4-ii cmenenu (44 % npomus 23 %;
p < 0,0001), a maxoce unpexyuonnvie ocnoxcrenus (17,7 % npomus 7,1 %; p < 0,0001) [27].
Haubonee cywecmeennoe npesocxoocmeo 6 yposwe BBII u OB nonyyeno y nayuenmos 6e3
mymayuii 2enos \GHV (OP 0,262; 95 % [AHU 0,137-0,498;, p < 0,0001). Ha ocnosanuu
NONYUEHHbIX — OAHHBIX — UOPYMUHUO™* 6 Hacmosiwee 6pems pexomenoyemcs National
Comprehensive Cancer Network xax mepanus 1-ui aunuu y nepeuunvix nayuenmos XJIJI 6e3
mymayuii eenoé |GHV [29]. V nayuenmos ¢ mymayusmu ecenoé |GHV FCR evizvieaem
onumenvHvle pemuccuu. B smoul epynne nayuenmos ubpymunud™* ne umeem 3HAUUMENbHO2O

npeumyuwecmaa.

[Taninentam, monydarommm puTykcuMad™* B 1-it muaum nedenus XJUJI/JIMJL, npu cnoxxHOCTH
OCYIIICCTBIICHUSI BEHO3HOI'O JOCTYIa HAYMHAS CO 2-U JIO3BI MOXET OBITh PEeKOMEHI0BAHO
NpUMEHEHHE TOJIKOKHOM (OpMBI pUTyKCcHMaba** B ¢ukcupoBanHo# 103¢ 1600 Mr (cxeMsr
PEKUMOB JieueHus cM. B ipuiioxxernu A3.3) [30].

YpoBeHb yoeauTeIbHOCTH PeKOMeHIanuii — A (YpOBeHb J10CTOBEPHOCTH J0KA3ATEIbCTB — 2).

3.2.2. TIepBas uunus Jedenuss XJIJI y mNOKMIABIX MNAallMEHTOB M NALHMEHTOB

¢ KOMOPOMIHOCTHIO €3 BhIsIBJIeHHOH Aesenuu 17p win myrauuu TP53

[Tarimentam ¢ BepuduimpoBanabiM XJIJI/JIMJI crapme 65-70 neT u mamueHTam ¢ TSKEIBIMA
COITYTCTBYIOIIMMU 3200JI€BaHUSIMU UM YTHETEHHEM MoveuHoil pyHkuuu 0e3 aeneuuu 17p wnu
myTaiuu TP53 pekoMeHnayerces Uil JOCTH)KEHUS PEMUCCUM TpoBeneHHe 1-if TMHUUM Tepanuu
M0 OJIHOM W3 CJENYIOMIMX CXEM B 3aBUCHUMOCTH OT TPEANOYTCHHA W OMBITa MEIUIIMHCKOTO
[ICHTpPA U JIeyamero Bpada (CXeMbl pe)KMMOB JICUEHHUS CM. B TIPHIIOKeHUH A3.3):

1. XnopamOyumun** 0,5 mr/kr BHYyTpb, 1HU 1, 15 + oOuHyTy3ymMa6** 1000 mr B/B, neHb 1
(100 mr B Teuenue 4 yacon), 2 (900 mr), 8, 15 (uukn 1), newp 1 (umkiasl 2—6). JleueHue
BO300HOBIIsIETCS HA 29-i1 eHp [31].

2. #benmamyctun** 90 Mr/mM° B/B Kar., quu 1, 2 + putykcumad** 1 mukm: 375 mr/m? B/B
Kam., IeHb 1, mocnenyromue mukibi: 500 Mr/M% B/B Kam. umu 1400 wmr /K, JeHb 1.
Jleuenue Bo300HOBIsIeTCs Ha 29-1 nensb [25,26,32].

3. Uopytuan6** 420 wmr/cytr (3 kamncynsl) BHYTps 1 pa3 B JI€Hb, €XKEIHEBHO =
putykcumado®* 50 Mr/M2 B/B Kar., neub 1 mmkna 2; 375 Mr/M2 B/B Kall., IeHb 2 IUKJa 2;
500 mr/m% B/B kam. umu 1400 mr /K, neHb 1 muKkioB 3—7, 1edeHne BO30OHOBIIIETCS Ha
29-i1 nenn [33-35].

4. Pexum FCR-Lite (purykcmma6** — 1 mukor: 375 mMr/mM® B/B KaIL., IeHb 1, mocie/yromme
uktbl: 500 mr/m® B/B Kart. wim 1400 Mr r/k, gess 1; baymapabun™** — 20 Mr/m° BHYTDb,
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mau 1-3; muknodochamua*™ — 150 MI/M> BHYTpb, 1HU 1-3. JIeueHne BO30OHOBISIETCS Ha
29-ii nenn) [36].

5. XmopamOymun** 10 Mr/m? BHYTPb, AHH 1—7 + purTykcuma6** 1 muxm: 375 mr/m® B/B
Kam., JeHb 1, mocnenyromue HUKIb: 500 Mr/M? B/B Kar. wm 1400 mr /K, OeHb 1.
Jleuenue Bo300OHOBIIsICTCS Ha 29-ii ieHb [37,38].

6. #Benerokmnakc 20 mr/cyt, qau 22-28 nukina 1; 50 mr/cyt qau 1-7 nukna 2; 100 mr/cyr
mau 8—14 mukna 2; 200 mr/cyt aau 15-21 nukna 2; 400 mr/cyt qam 22-28 nukna 2,
nanee 400 mr/cyt B Teuenue 12 mec + oouHyTy3ymMad** 100 mr, nens 1 mukna 1; 900 mr
neub 2 nukina 1; 1000 mr gens 8 mukia 1; 1000 mr geus 15 nukna 1; 1000 mr gens 1
mukota 2; 1000 mr gens 1 muxinos 3-6 [39].

7. Benetoknakc B pexxume MoHoTepanuu 20 mr/cyT (Hea. 1), 50 mr/cyt (uen. 2), 100 mr/cyt
(men. 3), 200 mr/cyt (uen. 4), 400 mr/cyT (Hen. 5 u nmanee), 10 IPOTPECCUPOBAHUS WITH
pPa3BUTHS  HENEPEHOCHMMOW TOKCHYHOCTH —  TAIlMCHTaM, KOTOPBIM  JICUCHHE
uopyTHHHOOM™* He MOKeT ObITh HazHaueHo [40].

YpoBeHb yoeauTeIbHOCTH peKoMeH1anuii — B (YypoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — 3).
KoMMeHTapuM: ) nojcunvix nayuenmos Mo2ym HPUMEHAMbC MeHee UHMEHCUBHBLE PeNCUMbL
UMMYHOXUMUOMEPANUU, MEPAnus MapeemHuLMu NPenapamamu.

B uccneoosanuu MABLE conocmaénenvt pexcumvr BR u CIb-R y noowcunvix nayuenmos u
nokaszana 6o.ee 8bICOKAs YacmMoma Noaublx pemuccuti 8 epynne BR, a makoce ysenuuenue BBIT
(39,6 mec. npomuse 29,9 mec. coomseemcmeenno, p = 0,003) [32]. Ilo Oanuvim poccuiickoeo
PAHOOMUBUPOBAHHO20 UCCIe008aHUs, npumeHenue pexcuma FCR-Lite nossonuno yeeruuums
meouarny BBII nooscunvix nayuenmos ¢ XJIJI 0o 37,1 mec. (no cpasnenuro ¢ 26 mec. npu
npumenenuu pesxcuma CIb-R) [36].

B uccneoosanuu memeykoti epynnot no uzyuenuro XJIJI CLLII1 cpasnusanucy monomepanus
xnopamoyyunom** (CIb), mepanus kombunayueii xnopamobyyura** ¢ pumyxcumadom** (R-CIb)
u kombunayuei xropamoyyuna** ¢ oounymysymabom** (G-CIb) [31]. Hauborvwas wacmoma
o0bweeo omeema (17,3 %) u noanvix pemuccuil (22,3 %) nadrooanace 6 epynne G-Clb. Peocum
G-ClIb nossonsem oobumoecs spaduxayuu MOB 6 nepughepuueckoii Kposu u KOCHHOM MO32€ )
37,6 u 19,5 % nayuenmos coomeemcmeenno. Qounymy3zymab 6 couemanuu ¢ Xiopamoyyuiom™*
noseonsem yeenuuumo BBII 0o 26,7 mec. (p < 0,0001 6 cpasnenuu c¢ mepanueti R-Clb u
xnopamoyyunom™*). Uugysuu obunymysymaba** credyem npoeooums npu Haiuyuu 00CmMyna K
cpeocmeam IKCMpPeHHOU MEOUYUHCKOU NOMOWU C A0EKBAMHbIM MOHUMOPUHSOM. Y nayuenmos ¢
OobWOoU  Maccol  onyxonu onpasdanHa npeoghaza 6 eude 1-2 Kypcos Mmonomepanuu
X10pamMOyyunom™>,  HanpaeneHHou Ha  yMeHbleHue — maccel  onyxoau. Adexeamuasi

npogunaxmuxa un@y3UOHHLIX peakyull (npemeouxayusi AaHMUSUCMamMUHHbBIMU Npenapamamu u
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6/6 86edenuem oexcamemaszoHa™>, esedenue 1-1i 003wl 6 2 smana, npoghunaxmuyeckuti omxasz om
AHMUSUNEPMEH3UBHBIX NPENapamos) no360a5em CNpaIAmsCsi ¢ UHQYZUOHHbIMU peakyusimu. B
bonvuuHCcmee cnyuaed OHU 803HUKAIOM MOabKo npu 1-ti ungyzuu obunymysymadba™*, max xax
eunepauM@oyumo3 00bIYHO NOIHOCMbIO pazpewaemcs 3a 1 neo.

B 2018 2. 6viniu npeocmasnenv peyibmamosl 4-1emueco HAOIO0EHUS 8 PAMKAX UCCIe008AHUS
Resonate-2, 6 komopom cpasnusanuce monomepanusi UOPYMUHUOGOM™™* u xaopambyyurom™*
6 1-u aunuu mepanuu XJJI 'y noocurvix nayuenmos [33,34]. B uccredosanuu
NPOOEMOHCMPUPOBAHO 3HAYUMENILHOE NPEeBOCX00CME0 UOPYMUHUOA™ ™ HAO Xa0pamoOyyurom™*,
6 mom uucie no ypoeuro OB. Meouana BFII 6 epynne uopymunuba™* ne oocmuenyma npu
Meduare npoodoaxcumenbHocmu Haonwoenus 6 48 mec. BBII Oviia 3sHauumenvHo évluie npu
npuUMeHeHuu ubpymuHuba™> 6o 6cex epynnax nayueHmos, 6 mMoM yucie y NaAyueHmos ¢
HebnazonpusmuulMu 2eHemudeckumu ¢axmopamu. OB Ovlia 3HauumenvHo Gvluie 8 2cpynne
uopymunuba™*, uem 6 epynne xaopamodyyunra™*. Oowuu omeem cocmasunr 86 % e epynne
nayuenmos, noaydaguwux uopymunud™*, u 35 % — 6 epynne nayuenmos, nonyuasuIUx
xnopamoyyun**, co cmamucmuuecku 3Hauyumou  pasuuyen (p< 0,0001). Tepanus
uopymunubom™* 6 1-ii aunuu He CONpoB0IHCOANACH 3HAUUMENbHLIM NOBLIUEHUEM YACMOMbl
HedCelamenbHbIX A61eHUll U He mpebo8ana npedbl8aHUs NAYUEHMO8 8 CMAYUOHAPe.

B uccnedosanuu Alliance nepeuunvie nayuenmsl cmapuie 65 jnem paHOOMU3UPOBATUCHL HA
3 epynmnuii  nonyyaswiue mepanuio 6 pedcume BR, kombOunayuro ubpymunub6a** u
pumykcumaba** u  monomepanuro ubpymunubom™* [35]. Jseyxnemmnss BBIl 6 epynne
benoamycmun™* + pumykcuma6** cocmasuna 74 %, 6 epynne uopymunudoa** — 87 %, ¢ epynne
KomOunayuu uopymunuba™* u pumykcumaba™* — 88 %. UYacmoma cemamonocuueckux
HedlcenamenvhbiX senenutl 3, 4 umu 5-ui cmenenu Ovlia 6vie 6 2epynne KoMOUHayuu
benoamycmuna™* ¢ pumykcumabom™* (61 %), uem 6 epynne ubpymunuba™* 6 peowcume
monomepanuu (41 %) u 6 epynne ubpymunuba™* ¢ kombunayuu ¢ pumyxcumabom™* (39 %).
HHobasnenue x xnopamobyyuny™* monoxnonanrvnozo anmumena k CD20 ynyywaem pezyromamot
JledeHusi npu npuemiemol moxkcuunocmu. B 2 nepandomusupogannvix uccreooganusx [37,38],
8bIO0PKU NAYUEHMOB 8 KOMOPLIX PA3IUYATUCH NO KOMOPOUOHOCMU, NOKA3AHO, Ymo 0obasieHue
pumykcumadba™* k xaopamoyyuny** yeenuuusaem meouary BBIl ¢ 18 0o 24 wmec., kpome
nayuenmos ¢ delllq, y komopwix BBII cocmasuna 12 mec. Kombunayus xiopamodbyyura™* c
PpUMyKcumMabom™* 3nauumenvHo ycmynaem no 3¢ pekmuenocmu 6cem oCmanbHblM 8apUaAHMAM
JleYeHUsl NOHCUNILIX nayueHmos. I[lpeonoumumenvusl Opyaue 6apuaHmol ie4eHusl.

B uccneoosanue CLL 14 6vino exnoueno 432 nayuenma (cpeonuti eéozpacm 72 2oda, CIRS
8 b6annos, knupenc kpeamununa 66,4 ma/mun). Ilayuenmot 611U PAHOOMUZUPOBAHBL HA 2PYNNbL,
nonyuasuiue KOMOUHAYUIO BEHEMOKIAKCA U OOUHYMY3ymMaba u noayyasuiue KOMOUHAYUIO

xnopamoyyuna** u oounymysymaba (216 nayuenmos 6 xasicooul epynne). Tepanus npogoounacs
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Guxcuposanuvim Kypcom onumenvrocmoio 12 mec. Yepes 24 mec. BBII 6viia 0ocmosepHo sbiue
8 epynne 8eHemoKIaKca u 0OUHymy3ymaba, yem 6 epynne Xaopamoyyuna™* u oounymyszymaba
(88,2 u 64,1 % coomeemcmeenno). Jannoe npeumyuecmeo Ommedanocb y RAYUEHMO8 C
Hanuyuem u omcymcmeuem oerneyuu 17p u mymayuu TP53, ¢ manuuuem u omcymcmeuem
mymayuu 2enos |GHV. Yacmoma obweco omeema cocmasuna 84,7 % 6 epynne senemoxnaxca
(6 495 % cnyuaes — nonnas pemuccus, ¢ 352 % — uwacmuunas) u 71,2 % 6 epynne

xnopambyyuna u oounymysymada (¢ 23,1 % — noanas pemuccus, ¢ 48,1 % — uvacmuunas) (p <
0,001) [39].

[Tarmentam crapme 75-80 net ¢ BepuduuupoanubiM XJIJI/JIMJI u HeBbICOKON OKuaaemoin
IPOJIOJDKUTEIBHOCTRIO JKW3HU, OOYCIOBJICHHOW BO3pPacTOM, OpPTaHHOW HEJOCTaTOYHOCTHIO,
TSDKEJBIMU ~ COITYTCTBYIOIIMMH  3a00JICBaHUSIMY, PEKOMEHIOBAHBI HAaNMEHEE TOKCHYHBIC
BapUAHTBI TEPAITUH:
1. Momnorepanus xaopamOyumiom™** 0,07-0,20 Mr/Kr BHyTpb €KETHEBHO B TCUCHUE 2—
4 Hejl. ¢ MOCIEAYIOUMM 000pOM 103bI. [41].
2. Monorepanusi MOHOKJIOHAIBHBIMH aHTUTellaMun Kk CD20 - purykcumad**  wim
00MHYTy3yMaO** B COOTBETCTBYIOWICH 3aperHMCTPUPOBAHHONH HMHCTPYKLUH
no3upoBke [42].
3. MoHotepanus nopyTHUHHOOM™* B MaJlbIX 703ax, COOTBETCTBEHHO
3aperuCTPUPOBaHHON HHCTPYKIUH [43].

Yposenb yoeautebHOCTH pekoMenaanuii — C (YypoBeHb J0CTOBEPHOCTH 0KA3ATEILCTB — 4).

3.2.3. llepBas aunus jJeyenusa XJIJI y nanuenToB ¢ neaenmeii 17p wiam myranueii TPS3

[Taruentam ¢ BepuduupoBanubiM XJIJI/JIM u3 rpynnsl Beicokoro pucka (¢ del(17p) w/mnu
mytanueit TP53) i MOCTHKEHUST PEMUCCHU MPH HAJTWMYMH BO3MOYKHOCTH PEKOMEHI0BaHA
Tepanusi HOpyTUHHUOOM™™* 110 MPOrpecCUpOBAHUS WM Pa3BUTHUS HENEPEHOCUMOW TOKCHUYHOCTH.
NOpyTuHNO** MOXET NpPUMEHAThCI KaKk B MOHOpPEXHME, TaKk W B KOMOHMHAalIUU C
UMMYyHOXUMHOTIpenapaTtamu (OeHnaMmycTun**, purykcumad**) (cxeMbl pe)KMMOB JICUCHHS CM. B
npuitokernn A3.3) [33,44].

YpoBeHb yoenureabHOCTH pekoMenaanuii — C (YpoBeHb I0CTOBEPHOCTH 10KA3aTeJIbCTB — 3).

[Tarimentam ¢ BepudummpoBanubiM XJIJI/JIMJI u3 rpymnmsl Beicokoro pucka (¢ del(17p) w/mnum
myTtaieir TP53) mpu Hamuyue BO3MOYKHOCTH PEKOMEHI0BAHA Tepamnus KOMOWHAIHEH
BeHeTokmakca 20 mr/cyT, qau 22-28 nukia 1; 50 mr/cyt nau 1-7 mukna 2; 100 mr/cyT nau 8-14
rukia 2; 200 mr/cyt gam 15-21 nukia 2; 400 mr/cyT qaum 22-28 mukia 2, gainee 400 mMr/cyt B

teueHue 12 mec. u o6uHyTy3ymMaba** 100 mr, newp 1 mukia 1; 900 mr nenp 2 nukia 1; 1000 mr
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nens 8 mukina 1; 1000 mr nens 15 mukna 1; 1000 mr gens 1 nukaa 2; 1000 mr aeHb 1 nukioB 3—
6. (uKCHpPOBaHHOW MPOJOLKUTEILHOCTRIO 12 Mec. (CXEMBI PEKHUMOB JICUEHHS CM. B
npuitokennn A3.3) [39].

YpoBeHb yoeauTeJIbHOCTH peKoOMeH1anuii — B (YpoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — 2).

MonoapsiM narmentam ¢ BepuduippoBanubiM XJIJI/JIMJL 6e3 3HauuMON KOMOPOMAHOCTH U3
rpymnmsl Beicokoro pucka (¢ del(17p) w/umm myranmerr TP53) nmocne tepanuu nOpyTuHHOOM™™* 1
Opu  JOCTHXKEHWH OOBEKTUBHOTO OTBeTa B 1- JIMHUM PEKOMEHI0BAHO pPAcCMOTPETh
BO3MOYKHOCTh MIPOBEJICHUS TPAHCIUIAHTAIIMH AJUTOTCHHBIX TeMOTIOATHYECKUX CTBOJIOBBIX KIIETOK
B KaueCcTBe KOHconuaanuu [45,46].

YpoBeHb yoeauTeIbHOCTH peKoMeH1anuii — B (YpoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — 3).
KoMMeHTapuM: onmumanibHblM CPOKOM NPOBeOeHUss MPAHCHIAHMAyuu ciedyem Ccuumanms

2-11 200 mepanuu UOPYymMuHuOOM™™.

[Tanimentam ¢ BepudunupoBanubiM XJIJI/JIMJI u3 rpynmsl Beicokoro pucka (¢ del(17p) w/unu
myTareid TP53), KoTopeiM JieueHre HOpyTHHHOOM™* HEe MOXKET OBbITh HA3HAYEHO, TPU HAUTUYUHU
BO3MOXKHOCTH PEKOMEHYeTCsl Ha3HAYCHHE BCHETOKJIAKCa B PEXHME MOHOTEepamuu (CXEMbI
PEXKHMOB JIeueHHUs cM. B ipwiokennn A3.3) [47].

YpoBeHb yoenuTeJIbHOCTH peKoMeH1anmii — B (ypoBeHDb 10CTOBEPHOCTH /I0KA3aTeJIbLCTB — 3).

3.3. Boioop repanuu XJLJI 2-ii 1 nocJieayiommux JUHUN

Buvibop mepanuu npu peyuousax XJIJI 3aeucum om credyrowux ¢paxmopos:

o mepanus 1-u aunuu;

O  8pems HacmynieHus peyuousa,

O  KIUHUYeCKAsl KapmuHa peyuousd.

B mepanuu peyuousa, kax u ¢ mepanuu 1-ti 1uHUU, NPUHYUNUATLHOE 3HAYEHUE UMeem
onpeodenernue oeneyuu 17p u mymayuu TP53. Ympama ¢hynkyuu TP53 6 peyuouse nabrooaemces
v 20 % nayuenmos. Ilpu sevisisnenuu ympamor TP53, xax u 6 1-ii qunuu mepanuu, naubonee

ONPABOAHHBIM ABNAEMCS HA3HAYEHUe UOPYMUHUOA™™, ecliu OH He NPUMEHSLCS paHee.

[Taruentam ¢ no3aauM peuuauBom XJUJI/JIMII mocne nmmyHOXuMUOTEpanuu (>24 mec. mocie
MoCNeAHeH Tepanuu) Mpu OTCYTCTBUM Aenenuu 17p u myTtanuu TP53 pekomenayercs oauH U3
CJIC/TIOIIUX BAPHAHTOB JICUEeHHsI (CXeMbI PSKHMOB JICUCHHUS CM. B IpritoskeHHn A3.3):

1. TloBrop mMmyHOXUMHOTepanuu 1-it muaum [48].

2. AnbTEepHATHBHBIN PEKUM UMMyHOXHUMHUOTepanuu [48,49].
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3. HNopyturnd6** 420 mr/cyt (3 kamncyisbl) BHYTpb | pa3 B JIeHb €KEIHEBHO B TCUCHHE
BCero Kypca u ganee (mocie 3aBepineHus ukioB BR) — mo mporpeccupoBanus
WA Pa3BUTHS HEMPUEMIIEMON TOKcHYHOCTH = BR (#0eHmamyctua** — 90 Mr/M°
B/B KaIl., AHH 2-3 nukna 1; aau 1, 2 nukinoB 2—6; purykcumad™* — 375 Mr/m? B/B
Kamn., 7eHb 1 nukna 1; 500 mr/mM2 B/B Kam. win 1400 Mr /K, IeHb 1 1uKiIoB 2—6.
Jleuenue Bo300HOBIsICTCs HA 29-i1 IeHb., Bcero 6 nukioB) [50-53].
4. Kombunanusa Bereroknakca 20 mr/cyt (vea. 1), 50 mr/cyt (wen. 2), 100 mr/cyt (Hen.
3), 200 mr/cyT (uen. 4), 400 mr/cyt (Hea. 5 u manee), mpueM B TeueHue 24 mec.
HauuHas ¢ 1-ro qHs 1-ro LMKIa TeYeHus: puTyKCUMaboM™™ u putykcumabda** 375
Mr/M? B/B Karl. depe3 | He. MociIe TOCTIKEHHMS 03Bl BeHETOKIakca 400 Mr/cyT,
naee — 500 mr/m” B/B Karr. w1400 Mr /K exeMecsaHo, Bcero 6 Beeaenuii [54].
YpoBeHb yoeauTeIbHOCTH PEKOMEHIANMit — A (YPOBEHb J10CTOBEPHOCTH J0KA3ATEIbCTB — 2).
KommeHnTapuu: y nayuenmos ¢ no3onum peyuougom 6vlO0p mepanuu 3aeucum Oom 6uod,
Pe3YIbmamos u nepeHOCUMOCmu NOCieOHell mepanuu, oowe20 COCMOAHUSL U KOMOPOUOHOCU
nayueHma, a makoice NpeonoumeHuil u 603modcHocmel Kiunuxu. I[loemophvie payoapabun-
cooeparcawyue Kypeol 603MOANCHbL NPU YCA0BUU, YMO NPU NPOBEOeHUU SMOL Mepanuu 8 Kaiecmee
1-i nunuu He HaAbGMOOANUCL AGNIEHUS 3HAYUMETbHOU MOKCUYHOCMU — MJICENble 3amANCHbLE
YumoneHuu, nogieKuie 3a coO0l MHO2OMECAUHble NEPePbLEbl 8 JIeUEHUU, PA3BUMUE MSNCEbIX
UHMEKYUOHHBIX OCNI0JICHeHUl. B Kauecmee mepanuu 2-il TUHUU MONCHO UCHONIL30BAMb MY JHCe
cxemy. Ecnu panee neuenue nposoounoce no npoepamme FC, 6 xauecmege 2-il JuHUU MOAICEM
npumenamoca FCR. 'V nayuenmos ¢ yumonenusmu modcem Ovimv d¢pgpekmueen pexcum R-
HDMP (pumyxcumad™* 6 couemanuu ¢ 8bICOKUMU O03aMU KOPMUKOCMEPOUOO8 OJisl
cucmemHo20 ucnonvsosanus) [55]. B uccrneoosanusx Il gpazvl nonyuenvt yoeoumenvhvie Oanuvie
06 appexmusnocmu pesxcuma BR (benoamycmun™* + pumykcuma6™*). V nayuenmos, panee
ROLYYABUUX XIOPAMOYYUTL, MOdcem Obimb d¢hhekmusHa mepanus 6€HOAMYCIMUHOM™™, pedcumbl
BR u FCR-Lite. Pesyriomamol 3 ucciedosanuil c8u0emenibCcmeyion 0 6blCOKOU d¢hghexmusnocmu
ubpymunuba™* 6 mepanuu peyuousos XJIJI [50-53]. Dpgexmusenocmv monomepanuu
ubpymunubom™* y nayuenmos ¢ peyuousamu cocmasisem oonee 90 %. /lpyeoii s¢hghexmusnoi
cXemoul JedeHUss peyuousos AGNAemcs KOMOUHAYUS BEHEMOKIAKCAd ¢ PUmyKcumabom™*: e
uccnedosaruu MURANO BFII nocie neuenus komOuHayuel 8eHemoKiaKca ¢ pumyKcumaoom™™
cocmasuna 84,9 % (¢ cpasnenuu ¢ 36,3 % npu nevenuu xombunayuein bGenoamycmuHa™* u
pumykcumaba**) [54). BFII 6vina 3nauumenvHo 8vluie 60 6cex KIUHUUECKUX U OUONOSUHECKUX

nO02pYnnax nayueHmos.

[Taruentam ¢ panHuM (<24 mec. mocie nocneaHeit tepanuu) peruauBoM XJUJI/JIMIL, panee

HE TOJTyYaBIIMX UOPYTUHHO™*, BHE 3aBUCUMOCTH OT Hajmuuus aeneruu 17p uiau myraruu TP53
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M0 BO3MOXXHOCTH PEKOMEHI0BaHA MOHOTEpanusi HOpYyTHHUOOM™™ B COOTBETCTBHH C
3aperucTpUpOBaHHOM nHCTpyKIHei [50,51].

YpoBeHb yoenuTeJIbHOCTH peKoMeH1anmii — B (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB — 2).

[Taiuentam ¢ pananM (<24 mec. mocie nocieaner Tepanun) peruansom XJIJI/JIMJL, panee e
MOJTYYaBIINX HOPYTUHUO™*, BHE 3aBHCHMOCTH OT HaJW4us nenenuu 17p wim myTtanuu TP53 B
KaueCcTBe aJbTCPHATUBBI HOPYTHHHOY™** MOXEeT OBITh PeKOMEHJA0BAHA KOMOWHAIUS
BeHeToksakca 20 mr/cyT (aen. 1), 50 mr/cyt (Hen. 2), 100 mr/cyt (uen. 3), 200 mr/cyT (uen. 4),
400 mr/cyT (Hen. 5 u mpanee), mpueM B TedeHue 24 Mec. HaYMHas ¢ 1-ro qHS 1-ro MUK JeYeHus
putykcumabom** u putykcumaba** 375 mr/m? B/B Kall. yepe3 | Hex. mociie JOCTHKEHHUS T03bI
BeHeToksakca 400 mr/cyt, nanee — 500 Mr/M? B/B Karl. wmm 1400 mr m/k eKeMeCcIyHo, Bcero 6
BBEJICHUI TUTST MIPUMEHEHHUS (UKCHPOBAHHBIM KypcoMm JUTUTETTLHOCTHIO
24 mec. (cXeMbl peXKUMOB JICYCHUs cM. B ipuiioxkennu A3.3) [54].

YpoBeHb yoeuTeJIbHOCTH PeKOMeHIanuii — B (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJIbCTB — 2).

[Manuentam ¢ panauM (<24 Mec. nociie nocieanei tepanuun) peuuansom XJIJI/JIMJL, umeronmx
IPOTUBONOKA3aHUs K HA3HAUYECHUIO HOpYTUHHOA™™, BHE 3aBUCUMOCTH OT Hajauuug geneuuu 17p
Wi MyTanud TP53 1o BO3MOXXHOCTH PeKOMEHJI0BaHA KOMOMHAIMs BeHeTokaakca 20 mr/cyT
(men. 1), 50 mr/cyt (uen. 2), 100 mr/cyt (uen. 3), 200 mr/cyt (aen. 4), 400 mr/cyt (Hen. 5 u
nanee), pueM B TeueHue 24 mMec. HauuHas ¢ 1-ro 1H4 1-ro nMKiIa JeyeHus: puTyKcuMaOomM™™ u
putykcumaba** 375 Mr/M% B/B Kall. yepe3 | Hem. mocie MOCTHXKEHUS 103bl BEHETOKJIAKca
400 mr/cyt, mamee — 500 Mr/M% B/B kam. mmm 1400 mr m/k eKeMEeCSIYHO, BCEro 6 BBEIEHUM
(cxeMbl pexUMOB JieueHHsI cM. B nipriiokeHnn A3.3) [54].

YpoBeHb yoeauTeIbHOCTH peKoMeH1anuii — B (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB — 2).

[Mamuentam ¢ XJIJI/JIMJI monoxe 65 ner 6e3 3HaUNMO KOMOPOHMTHOCTH, KOTOPBIE B CBSI3H C
PaHHUM PEIMIMBOM WJIM B CBSI3U C BBISIBJICHHEM MNpPU pEHHMIUBE Aeienuu 17p Wi MyTaruu
TP53 momydanu uOpyTHHHO™* WM KOMOHMHAIMIO BEHETOKJAKCa C PHUTyKCUMaOoM™*, mpwu
JOCTIDKEHUM OOBEKTHBHOTO OTBETAa Ha TEPalUI0 pPELUMBa PeKOMEHAYeTCsl pacCMOTPETh
BO3MO>XHOCTb aJUIOT€HHOH TpaHCIUIAaHTAllMM I'€MOIO3TUYECKUX CTBOJIOBBIX KIIETOK B KauecTBE
KoHconuaamnuu [45,46].

YpoBeHb yoenuTeJIbHOCTH peKoMeH1anmii — B (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJIbLCTB — 3).

[Tarimentam ¢ XJIJI/JIMJI, y KOTOpBIX HaOMIOAANICS PEIUIUB BO BpeMs NpueMa HOpyTHHHOA™ ™,
Py HAJIMYUUA BO3MOXKHOCTH PEKOMEHIYyeTcsl KOMOWHAIMs BEHETOKJIAKCAa W PHUTyKCUMaba™*™

(cxembl peKUMOB JieueHus CM. B mpriioxenun A3.3) [47,54].
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YpoBeHb yoenuTeIbHOCTH peKoMeH1anuii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 3).

[TaruenTam, NoIyyaromMM pUTYKCUMa0™* 1o moBoy peunauBa Jud0 pedpakTepHOro TeUeHUs
XJUI/JIMIL, nipu CITOKHOCTH OCYIIECTBICHHS BEHO3HOTO JIOCTYIAa HAYWHAS CO 2-H JT03bI MOXKET
OBITh PEKOMEHJ0BAHO TNPUMEHEHUE TOJKOKHOH (OopMBl pUTYKCHMaOa** B (UKCHUPOBAHHOU
no3e 1600 mr (cxembl pe>kUMOB JieueHus cM. B nipritokeHnn A3.3) [30].

YpoBeHb yoeauTeIbHOCTH PeKOMeHIanuii — A (YpOBeHb J10CTOBEPHOCTH J0KA3ATEIbCTB — 2).

[TarimenTam ¢ paHHUM peruaIuBOM (<24 Mec. 1mociie mocaeIHel Tepanuu 1100 BO BpeMst IprueMa
nopytunuba**) mbo pedpakrepusiM TedeHuem XJIJI/JIMJI BHe 3aBUCHMOCTH OT HAJIMYUA
nenmenuu 17p wnm myrtammm TP53, eciu OTCYTCTBYeT BO3MOKHOCTH TIPOBEICHHS TEpaIHH
HOPYTHHUOOM™** UJTM BEHETOKJIAKCOM, PeKOMEHIyeTCsl KOHCYJIbTalus B (eiepaibHOM LIEHTPE C
paccMOTpeHHEM BO3MOXHOCTH ITPOBECHUSI COBPEMEHHOM Tepanuu B ¢peiepaIbHOM LIEHTPE, WK
ydyacTuss DalMeHTa B KIMHUYECKOM  MCCIEJOBAaHMM, WIHM, B KpaillHEM ciydae,
UMMYHOXHMHOTEPAITUH B aJIbTEPHATUBHOM pexxume [16,29].

YpoBeHb yoenuTebHOCTH pekoMeHaanmii — C (YpoBeHb J0CTOBEPHOCTH J0KA3aTEIbCTB — 5).

3.4. COHVTCTBV]OIIIaH H CONIPOBOAMTEIbHASA TEPpAIlIUs

[Taruentam ¢ XJUJI/JJIMJI nHa mroOoMm JTame Je4eHHsS, Y KOTOPBIX BBISBIEH YPOBEHb
umMMmyHoroOynmuHa G <5 /1 U OTMeYaroTCsl peluIUBHPYIOINE OaKTepuanbHbIe WHQEKIUH,
PEKOMEHI0BAHO TIPU HAJUYUHA BO3MOXXHOCTH IIPOBEJICHUE ITOCTOSHHON 3aMEeCTHTEIBHOU
Tepanmuu BHYTPUBEHHBIM HMMYHOTJIOOYJIMHOM Ui CHIDKEHHS pHCKa MH(EKIIMOHHBIX
ocioxHeHui [56].

YpoBeHb yoeauTeIbHOCTH PEKOMeHIamuii — A (YPOBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 1).
KommenTapuu: ungexyuu ssnaromes enasnoti npuuunou cmepmu y 10-15 % nayuenmos c
XJUI. B HecKONbKUX pAHOOMUBUPOBAHHBIX UCCIEO08AHUAX NOKA3AHO, 4MO NOCMOSAHHAS
3amecmumenvHas mepanusi GHYMPUBEHHBLIM UMMYHO2L00VIUHOM 3P GeKmueno cHudxcaem
yacmomy OakmepuaibHulX uHgexyuil. Iggdexm naubonee 3mauum 6 noocpynne NaAyueHmos ¢
2UNOAMMA2N00yIUHeMuUel U peyuousUPYIOWUMY UHQDEKYUAMU, NOIMOMY 3aAMeCmUumenbHas
mepanus 8 Hacmosuwee 8pemMs PeKOMeHOYemcs MoJIbKo IMOU Kame2opuu nayueHmos.
Bruympuegennwiti umMmyno2nobynun HasHavaemcs 8 uoe pazoeuvlx unvexyuil ¢ 0oze 200—400 me/ke
1 pas 6 mecay 6 meuenue 2ooa. Llenv mepanuu cocmoum 6 nododepxcanuu yposus 1gG na yposne
>5 o/n. Ilpu noobope 003bl U KpamHOCMU 68e0eHUl OPUEHMUPVIOMCS HA NUKOBYIO U
Munumanvuyto konyenmpayuro 1gG. Konmpons nuxoeou xonyenmpayuu 1gG ocywecmensiom ne

panee uem uepe3 cymku nocie 1-20 enympusennozo esedenuss ummyrno2nooyauna. Munumanouyro
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KOHYEHmMpayuro Onpeoesisitom HenocpeOCmeeHHO neped CAedyIouum 68eoeHuem UMMYHO-
enooynuna. Munumanvnaa konyenmpayus 19G Oonodcna cocmasname >5 2/n. Ilosmopnoie
onpeodenenus MUHUMANbHOU KOHYenmpayuu npoeoosm 1 pasz 6 3—6 wmec. I[locmosannyio
3amMecmumenbHyl0 mepanuro UMMYHOLTOOVIUHOM 3A8epuaom npu OMCYMCmMeUU maiCceablx

baxmepuaibHbiX UHpeKYUll 6 meyeHue 200d.

Bcem mnamuentam ¢ XJUI/JIMJI mocie ycTaHOBIIEHHS JAMAar€Ho3a peKOMeHJyeTcsl Ipu
OTCYTCTBHH MPOTHBOIOKA3aHUH MPOBeeHHe BakiHamu [57-59]:

o CE30HHAsl BaKIMHALMS BaKIMHOW ISl MPO(UIAKTUKU Tpumnmna (TOJbKO IMOCie
BOCCTaHOBJICHUS YpOBHS B-nmumdonurtos, T.e. uyepes 9 mec. mocie Tepanuu
MOHOKJIOHAJIbHBIMU aHTUTeNamMu kK CD20);

o NBYXKpaTHas BaKIMHALIWSA BAKIUHOW JUISI TPOPUIAKTHKHA ITHEBMOKOKKOBOM
MH(MEKIUH [IPU OTCYTCTBUU MPOTUBOMOKA3aAHHIA.

YpoBeHb yoenuTeibHOCTH pekoMeHanuii — C (YpoBeHb 10CTOBEPHOCTH JI0KA3ATEIbCTB — 5).
KoMMeHTapumM: nHe8MOKOKKO8as uMMyHU3ayus ocywecmensemcs oeykpamuo. Cuauana
8600UMCSL  8AKYUHA O NPOPUIAKMUKU NHEBMOKOKKOBOU uHgexkyuu, codepacawas 13
NHEeBMOKOKKOBbIX anmuzenos. Yepesz 2 mec. ocywecmensaiom 66edeHue HNHeBMOKOKKO8OU
HOAUCAXAPUOHOU B8AKYUHDL, cooepocauiell 23 NHeBMOKOKKO8bIX anmueena. I[Ineemokoxkoeas
pesaxkyuHayus npogooumcs 1 pas 6 5 nem.

Ilpumenenue eakyun npomue UHKANCYIUPOBAHHBIX OP2AHUIMO8, MAKUX Kak Streptococcus
pneumoniae, Haemophilus influenzae u Neisseria meningitidis, pexomenoosano 6o muocux
cmpanax nayuenmam c¢ XJIJI 0o xumuomepanuu (ne Mmenee yem 3a 2 Hed.) uau nocie
B0CCMAHOBIEHUS UMMYHHOU CUCMeMbl Nocie mepanuu (He panee uyem uepe3 3 mec). Dmo
0CODEHHO 8adCHO OJIsl NAYUEHMO8 C (QYHKYUOHANILHOU dcCnieHuel uiu Oas mex, y Ko2o
naanupyemcs — cniewdkmomus. Memoouka nociedogamenvHol  O8YKpAMHOU — 8AKYUHAYUU
cpopmuposanace IMRUpUYECKU HA OCHOBAHUU MO20, 4MO omeem Ha 23-6ANeHMHYI0 BAKYUHY
cnabee, yem Ha
13-6anenmmuyro. C opyzoii cmopoHul, 23-8aneHmuas 8aKkyuHa no360.Jsaem pacuupums UMMYHHbLL

omeent u yCuiumos eco.

3.5. OueHKa OTBETA HA JICYECHHE

Bceem nanuentam ¢ XJIJI/JIMJI pekomenayercst onienka tepanuu mno kputepusim IWCLL 2018
(cM. pazaen 7.3 maHHBIX PEKOMEHAALI) TPU TEPANlMK OTPAHUYCHHON JUTUTEILHOCTH (HE MEHee
4yeM depe3 2 Mec. MOCiie ¢ OKOHYAHMs), TPU HETIPEPHIBHOM HIIH MOICPKUBAOIICH Teparnuu (He
MEHee 4eM depe3 2 Mec. TOocIIe AOCTIKEHI MaKCuMallbHOro oTBeTa) [12].
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YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii — C (YpoBeHb I0CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

KoMMeHTapum: makcumanvhsill omeem onpeoensiemcst KaKk omeent, KOmopbulil He CIMaHOSUmcst
Jyue 8 meyeHue nocieOHux 2 mec. mepanuu. Mneubumopul cuenanbno2o nymu B-kiemounozo
peyenmopa  Gbl3bI6AIOM  nepepacnpederumenvHulii.  aum@oyumos.  Ilepcucmupyrowuii
aumM@oyumos npu mepanuu UOPYMUHUOOM™™ He sA67151emcs NpuHaKom peppakmeprnocmu. Imo
cocmosiHue 0003Hauaemcs Kax yacmuyvlll omeem c aumpoyumosom. Cpok Hopmaruzayuu
VPOSBHSL UMPOYUMO8 8apbupyem 8 PA3HbIX UCCAed08anusx om 4 0o 12 mec.; oOHako npu
npuMeHeHuu uopymuHuba™* numgpoyumosz moodcem nepcucmuposamsv 6 meyerue 12 mec. u
bonee, ymo He eausem Ha NPOCHO3. Y psda nayueHmos yposeuvb IUMPOYUMOE HUKO2Od He

so3epawaemcs K Hopme.

3.6 O0e300aMBaHNE

. [Manuentam ¢ XJUJI/JIMJI npu BO3HMKHOBEHHHM OCTPOTO WM XPOHMYECKOTO OOJEBOTrO
CHHJIpOMa PeKOMEeH/JyeTcsl MPOBECTH IUArHOCTUKY MPHUUYMHBI OOJIEBOTO CHHAPOMA M
HOCNIEAYIOIIYyI0 IaTOTEHETHYECKYI0 WM CUIMTOMATHUYECKYIO0 Tepanuio 00JIeBOro

CHUH/pOMa B COOTBETCTBHM C CYLIECTBYIOIIMMHU MPO(UIBHBIMA PEKOMEHAALUIMU

[60,61].

YpoBenb yOeautejsbHOCTH pexkoMenaanuii — C (ypoBeHb [10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

4. MeauuuHCKas peaduJanuTanus, MeIMIUHCKHAE MOKA3AHUS

H NMPOTHBOINOKaA3aHUA K IPUMECHCHHUIO METO/I0B peaﬁnnnTaunn

e Bcem mammentam ¢ XJUJI/JIMJI Ha Bcex aTamax Tepamuu 3a00J€BaHUsA, a TaKkkKe IOCIe
3aBEpIICHHSI JICKAPCTBEHHOTO JICUCHUSI PEKOMEHIYeTCsl KOMIUICKCHAsI peaOWIuTaIus, a TakKe
npu HEOOXOJUMOCTH MOJJEPKUBAIOIIAS Tepanus AN YIY4IIeHUsS pe3yJbTaToB JICYEHUS U
Ka4yecTBa )KU3HU NarueHTa [62].

Yposenb yoeautebHOCTH pekoMenaanuii — C (YpoBeHb J0CTOBEPHOCTH 0KA3ATEILCTB — D).

KommenTapuu: cneyuanvuvix memooos peadurumayuu npu XJIJI/JIMII ue cywecmeyem.
Peabunumayus nayuenmog ¢ XJIJI dondxrcna HOcums KOMHIEKCHLIL Xapakmep, 0X8amvl8ds He
MONbKO MEOUYUHCKUE, HO U COYUANbHO-NCUXOTI02UYECKUEe ACNeKmbl a0anmayuu nayueHma K
Hopmanvhot  ocuznu. Taxas peabunumayus mpebyem, Kpome MeOUYUHCKOU NOMOWU,

0053amenbH020 ywacmus cOoyualbHbvlx pa607’l’lH1/lK06 U ncuxosocos. HpOZpaJl/lel pea6uﬂumauuu
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paspabamulearomcs, UHOUBUOYATbHO 6 3ABUCUMOCHU O BbISIGIEHHbIX OCIONCHEHULl JleKapCm-
BEHHO20 JIeUeHUs], CONYMCMEYIoWel Namoa02ul, COYUAIbHbIX U NCUXONOSULECKUX NPOOIeM.
Peabunumayus npu 603HUKHOBEHUU OCNIOMHCHEHUL 3a001€6AHUS U JIeYEeHUs. NPOBOOUMCS 8 PAMKAX
COOMBEMCMBYIOUUX HO30JI02UI.

Tloooepoicusarowas mepanust npu He0OXOOUMOCHU NPOBOOUMCS NO MECHY HCUMENbCmEd oo
HAOI0OCeHUEM 8PAYA-2eMAMON02a WU 8pAYA-OHKOL02d. Bpau-eemamonos uiu 6pay-oHKoa02 no
Mecmy JHCUmenbCmea pyKo8oOCMEYemcs. PeKOMEeHOAYUAMY, KOmopble OaHbl CReyuarucmamu

yupeoicOeHus:, nposooUUIe20 TledeHue.

5. IlpopuiakTuka U JUCHAHCEPHOE HAOIK/IeHHE,
MeIUIMHCKUE MTOKA3AHUSA U IPOTHUBONOKA3AHMS

K IPMMEHEHHUI0 MeTO/I0B NPOPUIAKTUKH

Memooos npocunakmuxu XJIJIJIMJI 6 nacmoswee 6pems He cyujecmsyem, HOCKOIbKY

HeuzgecmeH dSMUoI02UYecKuli pakmop uiu haxmopwl, sedyujue K pazgumuio 3a001e6aHus.

Bceem maruentam ¢ XJIJI/JIMJI Ha npoTsbKEHUM BCEH JKM3HU MalMeHTa (Kak B MEPUOJ JICUCHUS,
TaK ¥ BHE €r0) peKOMeHAyeTcsl AuciaHcepHoe HaOmoieHue y remarosora [12,16].

YpoBeHsb yoenutebHOCTH pekoMeHaanmii — C (YypoBeHb J0CTOBEPHOCTH J0KA3aTEIbCTB — 5).
Kommentapum: vacmoma nabnwooenus nayuenmos ¢ XJJI/JIMII nocne 3asepuienus neuenus
3aKOHOOamenvHo He pecramenmuposana. B meuenue 1-20 2o0a nocne 3asepuienus neuenus
nayuenm 0oudxcen Habnodamvcs y 2emamonoza He pexce 1 pasa 6 3 mec. /lanee wacmoma
HaONMoOeHUs YCMAaHABIUBAEMCS 2eMAMON02OM UHOUBUOYAILHO 6 3ABUCUMOCIU Om 00ue2o
COCMOAHUSA U CAMOYYBCMBUSL NAYUEHMA, OCTONCHEHUU NPOBEOEeHHOU mepanuu, 00CMUSHYMOo2o
omeema Ha mepanuio, Ho He 00IHCHA COCMAasaams Menee 1 pasa 6 200.

Ilpu oucnanceprom HabaroOeHuu Kpome ocmompa nayuenma u coopa aHamue’a HeobdXoouMo
8LINOIHAMb 0OWUL AHATIU3 KPOBU C UCCIEO08aHUEM JeUKOYUMAPHOU YOpMYTIbl, a makice, ecu
3abo01e8anue  CONPOBOHCOANOCy  AuMpadeHonamueri, UHCMPYMEHMANbHOE UCCIe008aHUe
nepugpepuyeckux aumpamuueckux yznos (Y3U uru KT). Ocmanvuvie memoost 006ciedosanus

MO2YmM NPUMEHAMbCA NO YCMOMPEHUIO cemaniojioca.

[MarenTtam, y KOTOpPBIX MPOBOIMIOCH/TIPOBOAUTCS JieueHue 1o mosoxy XJUJI/JIMIIL,
PEeKOMEHyeTCsl TIPOBEJCHHE PETYJSPHBIX IUIAHOBBIX CKPUHHHTOBBIX OOCTEIOBaHHMN H3-3a
MOBBIIIEHHOTO PUCKA Pa3BUTHS BTOPHIX ommyxouieii [63,64].

YpoBeHb yoenuTeJIbHOCTH peKoMeH1anuii — B (YypoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — 3).
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6. Opranu3auus OKa3aHUs MeJIUIIMHCKOU IMOMOIIH

MeaguuuHcKass IOMOIIb, 3a HCKIIOYEHHEM MEIUIMHCKOM IOMOLIM B  pPaMKax
KJIMHUYECKOH arpobanuu, B cOOTBeTCTBHM ¢ DenepanbHbM 3akoHoM oT 21.11.2011 Ne 323-03
(pen. ot 25.05.2019) «O6 ocHOBax oxpaHbI 310pOBbs rpaxkaan B Poccuiickorn denepanum»
OpPraHMU3yeTCsl U OKa3bIBACTCA:

1) B COOTBETCTBHH C MOJOKEHHEM 00 OpraHU3alUK OKa3aHHUS MEAUIMHCKOHW MOMOIIH T10
BUJAM  MEIUIMHCKON IOMOIIM, KOTOpPOE€ YTBEPXKIAETCS  YIOJHOMOYEHHBIM
(denepaabHbIM OpPraHOM UCHIOJIHUTEIBLHOM BIIACTH;

2) B COOTBETCTBHM C TIOPSIKOM OKAa3aHHs IOMOIIM IO NPOQHII «IeMAaTOJOTHSD),
o0s3aTeNIbHBIM /ISl UCHOJHEHUsT Ha Teppuropun Poccuiickoit Penepanun BceMu
MEUIIMHCKUMU OpPTraHu3alusIMU;

3) Ha OCHOBE HACTOSAIINX KJIMHUYECKUX PEKOMEHIAIIHN;

4) Cc y4eToM CTaHAAPTOB MEIUIMHCKOW IMOMOIIHM, YTBEPHKICHHBIX YIIOJIHOMOYCHHBIM
(benepanbHbIM OPraHOM HCIIOJIHUTEIBHON BIIACTH.

[lepBuuHas cnenuanu3upoBaHHAsT MEAMKO-CAaHUTApHas IOMOIb OKa3bIBaeTCs BpauoM-
reMaTojoroM M HMHBIMH  BpadaMH-ClIEHUAIMCTaMH B I[EHTpe  amMOyJaTOpHOMU
reMaToJIOrH4eCKOM/OHKOIOTHYECKOM IIOMOIIH 1100 B IIEPBUYHOM
reMaToJIOTHYECKOM/OHKOJIOTHYECKOM KaOMHEeTe, MEePBUYHOM TI'eMaTOJIOTHYECKOM OTIEJICHUH,
HNOJIMKIMHUYECKOM OTJIEJIEHUH OHKOJIOTHYECKOT0 TUCIIaHCepa.

[Ipu BoisiBnenun y nanmenta XJUJI/JIMJI wnu nmono3peHrr Ha HEro Bpadu-TEPareBThI,
Bpauu-TEpaNeBThl y4aCTKOBbIE, Bpadd oOOMEH NpakTUKW (ceMelHble Bpauu), Bpadu-
CHELMATNCThI, CPEHUE MEIUIMHCKHE PAaOOTHUKM B YCTAaHOBJIEHHOM IIOPSJIKE HANpaBIISIOT
MalyeHTa Ha KOHCYJBTALWIO B LEHTP aMOyJaTOpHOW TIeMaTOJOrHMYeCKOW/OHKOJIOTHYECKOU
NOMOIIM 700 B MEPBUYHBIN TIeMaTOJOTMYECKH KaOWHET, MEepPBHYHOE TIeMaTOJOTHYECKOoe
OTAEJICHUE MEIUIIMHCKOM OpraHu3alyy sl OKa3aHWs €My MEPBHUYHOW CHEHHATIM3UPOBAHHOMN
MEINKO-CaHUTapPHOHN MOMOILIH.

Bpau-remaTosor aM0y1aTOpHOTO WIIM CTALIMOHAPHOTO 3B€HA FeMaTOJIOTHYECKOM MOMOIIHN
OpraHU3yeT BBINOJIHEHHE TUArHOCTHUYECKHUX HMCCIIECJOBAHUN, HEOOXOJUMBIX JJIsl YCTAHOBIICHUS
JMarHo3a, BKIII0Yasi paclpOCTPaHEHHOCTh U CTa/IUI0 3a00JI€BAHHUS.

B cmydae HEBO3MOXXHOCTM TNPOBEACHMS [IHArHOCTUYECKMX HCCIECIOBAaHUM MalMEHT
HAIPaBJIAETCS JISYAlMM BpayOM B MEIUIIMHCKYIO OpraHU3alyio, OKa3bIBAIOLYI0 MEIULIUHCKYIO
MOMOIIb MAallUEHTaM C TE€MaTOJIOTUYECKUMHU 3a00JEBAaHUSIMU JJIsi YCTAHOBJIEHMS JUarHosza u

OKa3aHMs CIENUaTU3UPOBAHHOMN, B TOM YHCJIE BHICOKOTEXHOJIOTUYHON, MEUITUHCKON TTOMOIIIH.
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[pu BeuBnennun XJUI/JIMJI wnm momo3peHUM HAa HEro B XOAE OKa3aHUS CKOpOU
MEIMIIMHCKOW MOMOIIM MallMeHTa MEPEBOIAT WM HAIMPABJISIOT B MEAUIMHCKUE OpraHU3allui,
OKa3bIBAIOIINE MEIUIIMHCKYIO MOMOIIb MAIlHeHTaM C TeMaTOJOTUYECKUMU 3a00IeBaHUSIMH, AJIs
OmpesieNieHUs] TAaKTUKH BEACHHUS WM HEOOXOJMMOCTH TPUMEHEHHUS JOIMOJHUTEIHHO JIPYTHX
METOJIOB CIIEIUATIU3UPOBAHHOTO MPOTHUBOOITYXOJIEBOTO JICYEHHS.

Cneuuanu3upoBaHHasi, B TOM YHCJIE BBICOKOTEXHOJOTHYHAS, MEIMIIMHCKAs MOMOIIb
OKa3bIBa€TCSl BpayaMU-TEMATOJOraMM B  MEIULMHCKUX  OpPraHU3alMIX, OKa3bIBAIOIIHUX
MEAWIMHCKYI0 Tomomip mnamueHTam ¢ XJUI/JIMIL, uMmerommux JTUICH3UI0, HEOOXOIUMYIO
MaTepUATbHO-TEXHUYECKYI0 0a3y, CEpTH(PUIMPOBAHHBIX CICIHAINCTOB, B CTAIlHOHAPHBIX
YCIOBHUSX W YCIOBUAX JHEBHOTO CTAallMOHApa M BKJIIOYAET NPO(UIAKTHKY, TUATHOCTHKY,
JICYCHHE TeMaTOJIOTUYECKUX 3a00NIeBaHUM, TPEOYIOIIUX UCIIOIB30BaHUS CIIEIIMATBHBIX METOI0B
Y CJIOKHBIX YHUKATBHBIX METUITTHCKUX TEXHOJIOTHH, a TAKKE MEIUIIMHCKYIO PEaOMITHTAIINIO.

B MemuuumHCKON OpraHu3ainuu, OKa3bIBalOIIE MEIHUIMHCKYIO IMOMOIb IalHeHTaM C
XJUI/JIMJI, TakThKa MEIMIIMHCKOTO OOCJEIOBAHHS M JICYCHHS YCTAHABIIMBACTCS BpavyaMH-
reMaTojoraMu C MPHUBJICYECHHUEM NpPHU HEOOXOAMMOCTH APYTUX Bpadel-CIEelHUalMCTOB, MpU
HEOOXOJUMOCTH — C MPOBEICHUEM KOHCHIMYMa. PerieHne KoHcHIuyma Bpadel odopmiisercs
MPOTOKOJIOM, TIOJIIMACHIBACTCS YYACTHUKAMHU KOHCHJIMyMa Bpayeil U BHOCHTCS B MEIMIIMHCKYIO
JIOKYMEHTAIIMIO TalUeHTA.

ITokazaHus K TOCOUTAIM3AIMM B KPYIJIOCYTOYHBIM WJIM JTHEBHOM CTal[MOHAp
MEIUIMHCKOW  OpraHM3aluy, OKa3blBAIONICH  CHElUaIN3MpOBaHHYIO, B TOM  YHCIIE
BBICOKOTEXHOJIOTHYHYI0, MEAUIIMHCKYIO TIOMOIIb M0 MPO(UITI0 «TeMaTOJIOTHS», OMPEACISIOTCS
BpPa4OM-T€MaTOJIOTOM/KOHCHJIMYMOM Bpadeil C MPUBICYECHUEM MPH HEOOXOIUMOCTH JPYTHX
Bpayeu-CreIuagIucToB.

IMoka3aHus K IKCTPEHHOM rOCIUTAJIU3ANMH:

1. Pa3zButue Tsokenod MHQEKIUU (HeoOs3aTellbHA TOCTHTAIU3ANMS B TeMaTOJOTHICCKUI
CTaIMoHap).

2. Pa3BuTHe yrpokammmx >KH3HUA ITUTONECHHH (TJIyOOKOW aHeMHH, TeMOpparndecKoro
CUH/IpOMA, HEUTPOTICHHH ).

3. PazButne ocnoxuenwit XJIJI, Bkmowas cuHApoM Puxrtepa, CHMITOMATHYECKYIO
TuM(}aTeHONATHI0O W OPraHOMETAJIHI0 C PHUCKOM pa3BUTHUS TSDKEIBIX OCJIOXHEHUH,
HEHpOJIEHKEMUIO0, CIIeM(PUISCKUN TJIEBPUT U XMJIOTOPAKC C MPU3HAKAMHU JbIXaTeIbHOMN
HEJIOCTATOYHOCTH, NapaHEOIUIACTUYECKHUE U ayTOMMMYHHBIE CHUHAPOMBI, Jpyrue
OCJIOKHEHUS, YTPOKAIOIIUE KUZHU.

4. PazBuTHE OCJIOKHEHUH Tepamuu, BKJIIOYAs CHHIPOM JIM3WCA OITyXOJH, TSKEIbIe

UH(Y3UOHHbIE PEAKLUU, MHEJIOTOKCHUYECKUI arpaHyJolMTO3 C JMXOpaJAKOH U Jpyrue
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OCJIO’)KHEHUS, YTPOKAIOIINE )KU3HU.

IToxa3zaHus K NIJIAHOBOM IOCIUTAIU3ALUN:

1. IlpoBeneHue Tepanmuu B ClydasX, TPEeOYIOIMX KPYIJIOCYTOYHOIO HAOMIOACHUS 3a
MalqMCHTOM 10 IMPUYUHE TAXKCCTU COCTOSHUA, OGyCHOBHGHHOFO OIIYXOJIbKO, WJIK 110
IpHUYNHC pUCKa OCJIO)I(HCHI/Ifl, CBA3aHHBIX (¢ nporpaMMoﬁ JICUCHUA 501041
COITy TCTBYIOIMMHU 3a00JI€BaHUSIMH.

2. OOcnenoBanue MalMeHTa, BKJIIOYAIOIIEe OMONCHIO M MHBA3WBHbIC BMEIIATENILCTBA, B
cllydasix, KOrJa OHO HE MOXKET OBITh MPOBEICHO aMOyJIaTOPHO.

IToxa3anus K BBINHCKE NAIMEHTA U3 MeIUIMHCKOI OPraHu3anum:

1. 3aBepuieHue Kypca JIe4€HUS] WINM OJHOTO M3 3TANOB OKA3aHUS CIELHMATU3UPOBAHHOMN, B
TOM  4YHUCJIE  BBICOKOTEXHOJIOTMYHOM, MEAMLIMHCKOM  IOMOIIM, B  YCJIOBHAX
KpyIJIOCYTOYHOIO WJIM JHEBHOI'O CTAl[MOHApPA IIPU YCJIOBUHM OTCYTCTBUS OCIJIOKHEHUH
JedeHus, TpeOyroIMUX  MEAMKAMEHTO3HONM  KOPpPEKUMH  W/WIM  MEIULIUHCKUX
BMEILIATEJILCTB B CTALIMOHAPHBIX YCIOBHUSX.

2. OTka3 nalMeHTa WM ero 3aKOHHOTO MPEICTABUTENA OT CHELUATU3UPOBAHHOM, B TOM
YHUCJIC BBICOKOTGXHOHOFI/I‘-IHOf/'I, MGHHHHHCKOﬁ INOMOIINN B YCJIOBHUAX KPYTJIOCYTOYHOI'O
HUJIM AHCBHOI'O CTaliMoHapa, yCTaHOBHGHHOfI KOHCHJINYMOM MGHHHHHCKOﬁ opraHu3anuu,
OKa3bIBAIOUICH OHKOJOTMYECKYI0 IIOMOIIb, IIPH YCIOBHUM OTCYTCTBHSI OCJIOKHEHUI
OCHOBHOI'O 3a00JIEBaHUS W/WIM JIEYEHHUs, TPEOYIOUIMX MEIUKaMEHTO3HOW KOPPEKIUH
W/WIIN METUIIMHCKUX BMEIIATEIbCTB B CTALIMOHAPHBIX YCIOBUSX.

3. HeoOxoamMmocTh TmepeBoja TAaIMeHTa B JPYTYI0 MEIUIIMHCKYI0 OpraHu3alui o
COOTBETCTBYIOIIEMY MPOGUITIO OKa3aHUsI METUIMHCKOMN MTOMOIIIH.

4. Pemenue BpaueOHOM KOMUCCHM 00 OTCYTCTBHUHM NOKa3aHMH K NMPeOBIBAHUIO MAIMEHTa B
CTallMOHApe B CBSI3M C OECIEPCIEKTUBHOCTBIO JIEUECHHS U HEOOXOIMMOCTBIO OKa3aHHs
TONBKO MAJTHATUBHOM IIOMOIIH.
3aKiroueHre O 1eeco00pa3HOCTH MepeBoa MaldeHTa B MPO(UIBHYI0 MEIULUHCKYIO

OpPraHM3alMI0 COCTABJISAETCS IOCHIE NPEABAPUTEIBHOM KOHCYJBTAlMU 10 NPEJOCTaBICHHBIM
MEIUIUHCKUM  JOKYMEHTaM W/WIM TpPeABAPUTEIBHOIO OCMOTpa MalMeHTa BpayaMu

CIIELMATUCTAaMU MEUIIMHCKOW OpraHu3aliui, B KOTOPYIO IJIAHUPYETCS TEPEBOI.
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7. JonosHuTeabHass MH(popMauus (B TOM ynciae GaKkTopbl, BJAMSOIIME HA

HCXO0/ 3200/1eBAHUA WIH COCTOSTHHS)

7.1. CtagupoBanue JuMGoMbI U3 MAJLIX JUMGMOINTOB

CTaI[I/IpOBaHI/Ie JIMJI OCYHIECTBIACTCA IO pPE3yJibTaTaM O6CJ'I€I[OBaHI/I${ B COOTBETCTBHUHU C

kputepusimMu kiaccuukamuu Ann Arbor (taba. I'1.1) [13].

Ta6auna 7.1. Cragupoanue sumdom mo Ann Arbor, moauduxamus Cotswold

Cranus |

[Topaxxenue ogHoN TUM(ATUYECKOMN 30HBI U CprKTyprl

Cranus 11

[Topaxxenue 2 wim 6osee TUMEPATHICCKUX 30H 110 OJIHY CTOPOHY
nuadparmsl;

JOKaJM30BaHHOE B Npezaenax 1 cermeHTa nopaxxeHue

1 sxcTpamuM@paTHIeCcKOro OpraHa Wik TKaHU B €r0 perHOHapHBIX
AMM(}aTHYECKUX y3JI0B C MOPaXKEHUEM MU 0e3 MOpakeHUs! IPyrux
auM$aTHUecKuX o0acTel o Ty K€ CTOPOHY JuadparMbl

Cramus Il

[opaxxenne TUMQATUIECKUX Y3JIOB WA CTPYKTYP MO 00€ CTOPOHBI
nuadparmsl;

JIOKaJM30BaHHOE B Ipeaenax 1 cermenTa mopaxxeHue

1 skcTpamuMQpaTHIECKOr0 OpraHa Wik TKaHU B €ro PerHOHapHBIX
AMM(}aTHIEeCKUX y3JI0B C MOPAKEHUEM JIPYTHX TUMPATUIECKUX 00acTen
110 00€e CTOPOHBI TruadparmMsl

Cramgus IV

JrcceMuHUPOBaHHOE (MHOTO(OKYCHOE) MOopakeHue 1 MM HECKOJIBKUX
IKCTpATMM(AaTHIECKUX OPTaHOB C MOPAKEHUEM HIIH 03 TOPAKCHHS
AMM(}aTHYECKUX y3JI0B,;

M30JIMPOBAHHOE MOPAXKEHHUE IKCTPATUM(PATHUECKOTO OpraHa

C MOpa)kKeHHWEM OTJAJICHHBIX (HE perMOHapHbIX) IUM(ATUYECKUX Y3IIO0B,;
HOpa’kKeHHE MEeYEeHU W/UIIM KOCTHOI'O MO3ra

J1s Bcex ctaamii

A

OtcyTcTBHE TpU3HAaKOB B-cTaanun

B

Onun unm Oosiee U3 CIEIYIOMUX CUMITOMOB:

Temneparypa tena Boimie 38°C He meHee 3 THel moaps 6e3 MPU3HAKOB
BOCIIAJICHUS;

HOYHBIE PO y3HBIE MOTHI;

noxynanue Ha 10 % macchl Tena 3a mocienHue 6 Mec.

Jloxanu3zoBaHHOE KCTpaHOoAalIbHOE opaxenue (pu |-l cragusx):

JOKaJIM30BaHHOE NopakeHue 1 s3kcTpanrumMpaTHYECKOro OpraHa Win TKaHU
B nipeenax 1 cermeHTa 6e3 nopaxeHus TMM(aTHUECKUX y3JI0B;

craqust | wim |l ¢ orpaHMYEeHHBIM SKCTPAHONAIBHBIM BOBJICYCHHEM
IPUJIEKAILEr0 OpraHa WM TKaHU

1
K mumMdarudecknm cTpykTypam OTHOCST THM(aTHUECKUE Y3IIbI, CEIC3CHKY, BIJIOYKOBYIO JKEJIE3y, KOIBIIO
Banbpeiiepa, uepBeoOpa3Hblil OTPOCTOK, TIEHEPOBHI OJISIIKH.
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7.2. O01Ias BHIXKMBAEMOCTDh MANMEHTOB B rpynnax mo MIIN

Ta6auna 7.2. O0mas BbIKHBAeMOCTh NalMeHTOB B rpynnax no MITN

Yuciio
S-J1eTHsIs
I'pynna pucka baun NANMEeHTOB, a0C.
OB, %
(%)
Huskas 0-1 340 (29) 93,2
[TpomexyTounas 2-3 464 (39) 79,4
Bricokas 4-6 326 (27) 63,6
OdeHb BBICOKAS 7-10 62 (5) 23,3

7.3. Onenka orsera Ha Jedenue npu XJIJI

OI_IeHKa OTBC€TaA Ha JICUCHUC IIPOBOJUTCA B COOTBECTCTBHU C OOHOBJIEHHBIMU KPUTCPUAMU,

npeanokeHHpIME MexayHapoaHoi padoueit rpymmoii mo XJIJI (IWCLL) B 2018 r. (tabn. I'4.1)

[12].

Ta6auna 7.3. OueHka oTBeTa Ha JeYyeHne NPH XPOHUYECKOM JUMGOUUTAPHOM Jeiiko3e

Tloka3arTein

IMosnas pemuccust

YacTnuHnas
peMuccusi

IIporpeccus

A. ITapameTpbl, XapakTe

PU3YIOLINE MAcCy OITyXOJIN

Jlumpanenonatus oTrcyTcTBHE y3110B >1,5 | VYmMmenwmenue >50 % | VYBenuuenue >50 %
cM

I'enatomeranus Her Ymenbienne >50 % | Ysenuuenue >50 %

Crutenomeranust Kpanno-kaynaneusiii | Ymensmenue >50 % | Yeenuuenue >50 %

pasMep CCIIC3CHKU

OT BCIINYHMHBI, HA

<13 cMm KOTOPYIO yBEINYEHA
HCXOJTHO
JIumdouTH KPOBH <4 x 10%n Ywmenbmenne >50 % | YBenmuenue >50 %
OT UCXOJTHOTO YPOBHS | OT UCXOJIHOTO YPOBHS
KocTtHb1l1 MO3r HopmoxkneTtounsiii, YMeHbIIeHNE
<30 % aumdouTOoB, UHOWIBTPALUU
HET HOYJISIPHOTO KOCTHOTO MO3Ta
MOPaKeHUS Ha 50 %
KoncturyunonansHbie Her JlroOnbie JIro6nie
CHUMITTOMBI

A. TlapameTpsl, XapakTepu3yroniie GyHKIIUIO KOCTHOTO MO3Ta

TpoMOOIIUTHI

>100 x 10%n

> 100 x 10%/1 umu
nossienne >50 %

Cuamxenne >50 %
OT UCXOIHOTO IO
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OT UCXOJHOT'O

npuanHe XJUJI

HCXoaHOoro

noseienne >50 % ot

I'emornoOun >110 r/n >110 r/n win Camxenne >20 1/11 0T
(6e3 Tpanchy3uii u noBbIieHune >50 % HCXOJIHOTO T10
SPUTPONOITUHOB) OT UCXOJIHOTO npuunne XJIJI
Hetitpodunst >1,5 x 10%1 >1,5 x 10%1 wn

Crabunusanus 3a00J1€BaHUsl YCTAHABIMBACTCS B CUTYaIUSIX, HE YIOBJIETBOPSIOIIUX KPUTEPUIM

HU YaCTHYHOW PEMUCCUHU, HU MIPOTPECCUU.

KpuTepnu OIlEHKH KayecTBa MeJAMIMHCKOMN MOMOIIH

Kpurepun kayecrsa

OueHka BLINOJHEHUSA

[Tanmenty ¢ nomospenuem Ha XJIJI/JIMJI unu Beisssnenasiv XJLUJI/JIMIT
MIPU IEPBUYHOM UJIM TOBTOPHOM IIPUEME, IPU OLIEHKE PEMUCCUU Yepe3 2
Mec. TTOCJIE 3aBEPIICHHS TePAIUH, TP KOHTPOJIBHBIX 00CIICIOBAHUSIX U
IIPH MTOI03PEHUH HA PEIUINB 3a00JIeBaHUS BBITIOTHEH Pa3BEPHYTHIN
KIIMHUYECKHUI aHAJIN3 KPOBH C ONPEICIICHUEM YPOBHS FeMOTJIO0NHA,
SPUTPOLUTOB, TPOMOOILIMTOB, JTEHKOLUTOB, TOICUETOM JICUKOILIUTAPHOU
(hOpMYJIBI M KOJIMYECTBA PETUKYJIOLUTOB

Jla/Het

[Tarmmenty ¢ mogo3penuem Ha XJIJI ¢ komuuecTBoM

B-netikonutos >5000 B 1 MKJI BBIIOJHEHO UMMYHO(PEHOTUITHYECKOE
uccaea0BaHue JIMMQPOIIMTOB KPOBH METOIOM IIPOTOYHOM
UTOQITyOPUMETPHH

Jla/Het

[Tanenty ¢ nogo3perueM Ha JIMJI Ge3 KIMHUYECKOTo JIMM(POLNTO3a B
KpPOBH JINOO MAIUEHTY C MOJ03PEHUEM

Ha TpaHc(opMaIIio BHIIOIHEHA OHUOTICHs TUM(pATHUECKOTo y3ia (o4ara
MOPaXKEHHUS])

Jla/Her

VY nepsuunoro namuenta ¢ XJIJI/JIMJI ¢ mopo3pennem
Ha TpaHc(OpPMAaIHIO MOJIyYeH TUCTONIOTHYECKHH penapaT KOCTHOTO
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[lepBuyHOMY MAIMEHTy Npu ycTaHoBKe quarHo3a XJIJI/JIMII nmu6o
nanueHty ¢ BepudunupoBanubiM XJIJI/JIMJI nepen HauanoM Tepamnuw,
IIPU OLIEHKE PEMHUCCUU Yepe3 2 Mec. II0CTIe 3aBEpILEHNUs TepaIlnu, a
TakXe IpU MOI03PEHUH Ha peluIuB 3a0oneBanus BoinoiaHeHa KT
IpyAHOM KJIETKH, OpraHOB OPIOIIHOM MOJIOCTH M MaJIOro Tasa (c
KOHTPAaCTUPOBAHUEM) WIIM PEHTreHOrpadust OpraHoB rpyAHON KIETKU
B 2 mpoekiusax U Y3U nuMdaTtndyeckux y3ia0B U BHYyTPEHHHX OPraHOB

Jla/Her

VY nanumenra ¢ XJIJI/JIMJI, nomyyaromero Tepamnuo orpaHn4eHHON
JUTUTEILHOCTH, BBINOJHEHA OlIEHKA Tepanuu 1o kputepusm IWCLL
2018 He MeHee ueM uepe3 2 Mec. M0Cie OKOHYAHUS TEPANTUU

JNa/Her

VY nanuenta ¢ XJIJI/JIMJI, nomyyaromero HerpephIBHY IO
WUJIM TTOAJIEP’KUBAOIIY IO TEPAIUIO, BBINIOJIHEHA OLICHKA TEPAIIUU 110

JNa/Her
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XaiisoBa 7Kanna BiaaauMupoBHa — KaHIUAAT MEAUIIMHCKUX HAYK, 3aMECTUTEIb
JMPEKTOpa 10 OpraHu3alMOHHO-MeToauIeckoi padore MPHII um. A.®. L{pi0a - ¢punuman

OI'bY "HMUL paguonorun" Munsznpasa Poccun.

I'eBopksin Turpan I'arukoBuy - 3amecturens aupexkropa HUM KOP ®I'bY HMUI]

Ouxkoxorud uM. H.H. bnoxuna

Kongankrt untepecoB 0TCyTCTBYET.
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IIpunoxenue A2. MetonoJiorusi pa3padoTKu KIMHUYECKUX PEKOMEeHIaluii

LeneBas ayquTOpHs NaHHBIX KIMHHYECKUX PEKOMEHIAIIHIA:

® BpayH-reMaToJIOTH,
® BPaAYHM-OHKOJIOTH;
® CTYJICHTHI MEJIMIIMHCKUX BY30B.

MeTtoaos0rus c6opa 10Ka3aTeIbLCTB

MeTo/1b1, UCTIONB30BAaHHBIC I COOpa / CENEeKINMH JOKA3aTeNbCTB: MOUCK MyOIHKaIil B
CHEIUAIM3UPOBAHHBIX MIEPUOTNICCKUX MTEYATHBIX U3/IaHUAX ¢ UMIAKT-(hakTopoMm >0,3.

Ilouck B 3JIEKTPOHHBIX 6a3aX JAHHBIX.

JlokazarenpHON 0a30i I PEeKOMEHAANMK SBIISIOTCS ITyOnuKarmu, Bomemmue B Kok-
peitHOBCKyI0 Oubimoteky, 6a3bl nanubix PubMed m MEDLINE. I'myOuna noucka coctasisuia 30
JICT.

MerTo1bl, HCITOIB30BaHHbIE IS aHAJIN3a J0KA3aTEIbCTB:

e 0030pHI OMMyOJMKOBAaHHBIX METAaHAIU30B;
e cucTEeMaTHUYeCKHe 0030phI C TAOIUIIAME JIOKA3aTEIbCTB.
MeTo/1bl, HCITOIb30BaHHbIE IS KaYeCTBA U CHJIBI JJOKA3aTEIbCTB:
® KOHCEHCYC 3KCIEPTOB;
® OIEHKAa 3HAYMMOCTH JOKa3aTEIbCTB B COOTBETCTBUM C PEUTHHIOBOM CXEMOH
J0Ka3aTenbCTB (Tadn. A1-A3).

B HacTosSmMMX KIMHWYECKUX PEKOMEHIAIMSIX TPHUBEICHB YPOBHU JOCTOBEPHOCTH

JIOKa3aTeJIbCTB U YPOBHH yOEIUTEILHOCTH PEKOMEHIAIIMH B COOTBETCTBHUU PEKOMEHIAIUSIMH

o pa3pa60T1<e " aKTyaJIu3allui KIIMHUYCCKHUX pCKOMCHIlaL[I/Iﬁ (npmca3 MI/IH3,Z[paBa Poccun ot

28.02.2019 r. Ne 103n).

Tadoauua Al. Illkana oueHkHn ypoBHei 10CTOBepHOCTH T0Ka3aTeabeTB (Y1) nis meTroaos

AMATHOCTUKM (IMATHOCTHYECKHX BMEIATEIbCTB)

YA Pacungposka

1 Cucrematudeckre 0030pbl MCCIEIOBAHUNA C KOHTpOJeM pedepeHCHBIM METOJIOM WU
CUCTEeMAaTHUYECKUH 0030p paHJIOMU3UPOBAHHBIX KIMHUYECKUX UCCIEIOBaHUN C
MPUMEHEHHUEM MeTa-aHaIn3a

2 OTtnenvHBIC WCCIEAOBAHUS C KOHTPOJIEM pPedEepEeHCHBIM METOJOM WM OT/AEIbHBIC
PaHAOMHU3HPOBAHHBIC KJIMHHYECKHE WCCIICIOBAHUS W CHCTEMAaTHYECKHUE 0030pbI
UCCIIEIOBaHMM 10000 Au3aiiHa, 3a UCKIIOYEHUEM PaHJIOMU3UPOBAHHBIX KIMHUYECKUX
UCCJIETIOBaHMM, C MPUMEHEHUEM MeTa-aHaIn3a

3 I/ICCJ'IG,Z[OBaHI/IH 0e3 MOCJICAOBATCIIBHOTO KOHTPOJIA pe(l)epeHCHBIM METOAOM HIIHU
HCCICOOBaHUusA C peq)epeHCHbIM METOJOM, HE MABIAIOIMUMCA HC3aBUCUMBIM OT
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HCCIICAYyEMOI'0 ME€TOAAa, WKW HCPAHAOMHU3IUPOBAHHBIC CPABHUTCIIBHBIC HCCICAOBAaHNsA, B
TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHUA

HeCpaBHI/ITeHBHBIe HUCCIICAOBAaHNA, OITMCAHUC KIIMHUYCCKOIr'0o Cliy4das

Hmeercs auibs 000CHOBaHHE MEXaHU3Ma IIGfICTBHSI HJIM MHCHHUC DKCIICPTOB

Tabauna A2. lllkana oueHKH ypoBHel 10cTOBepHOCTH AoKa3aTeabeTB (Y /d)ana meTonos

leO(l)I/I.]IaKTHKI/I, JCUYCHUSA Hu peaﬁnﬂnTaunn (I[pO(i)I/IJIaKTH‘leCKI/IX, JIe‘leﬁHLIX,

peadMJINTAIIMOHHBIX BMENIATE/ILCTB)

Y1 PacmugpoBka

1 Cucrematuuecknii 0630p PKU ¢ npuMeHeHnemM MeTaaHanmsa

2 Otnenpasie PKU u cucremarnyeckne 0030pbl MCCIEAOBaHHWM JI0OOTO 1au3aifHa, 3a
uckimoyeHnem PKU, ¢ nmpumeHeHneM MeTa-aHann3a

3 HepaHI[OMI/ISI/IpOBaHHBIG CpaBHI/ITCJ'H)HI)Ie HCCJICAOBaHUsI, B TOM YHCJIC KOFOpTHBIC
HCCIIEIOBAHUS

4 | HecpaBHUTENbHBIE HUCCIAEAOBAHUS, OMUCAHUE KIMHUYECKOTO CIydas WA CEpUU CIIydacB,
WCCJICTIOBAHUS «CITYYaii-KOHTPOIIb

5 Nwmeercst nmmb 00OCHOBaHHME MEXaHHM3Ma JIEHCTBHUS BMEMIATENbCTBA (JIOKIMHHUYECKHE

I/ICCHCI[OBaHI/IH) HJIM MHCHUC SKCIICPTOB

Taomuma A3. IlIkaja oueHKH YpoBHeii yOenuTeabHocTH pekoMenaauuii(YYP) mas

MeTOHA0B NMPOPUIAKTHKH, TUATHOCTHUKH, JeYeHHsI U peadmiauraunuu (mpopuiakTHIecKux,

AHATHOCTHYECKHX, JIedeOHbIX, pea0HIUTAIMOHHBIX BMEIIATEIbCTB)

YYP Pacuuugposka

A

CunpHas pexkoMeHalusi (Bce paccMaTpuBaeMmble KpuTepud 3PGEKTHUBHOCTH
(Mcxopl) SABISIOTCS BaXKHBIMH, BCE MCCIEIOBAHUS MMEIOT BBICOKOE HIIU
YIOBJIETBOPUTENILHOE  METOJOJIOTMYECKOE  KauyecTBO, WX  BBIBOJABI IO
HMHTEPECYIOUIMM HCX0/1aM SIBJISIIOTCSI COTVIACOBAHHBIMH )

VYcnoBHas pexkoMmeHJanus (He Bce paccMaTpuBaeMble KpUTepuu 3((eKTHBHOCTH
(McxXopl) SBIAIOTCS BaXXHBIMH, HE BCE HCCIICOBAHUS HMMEIOT BBICOKOE WIIH
yIOBJIETBOPUTENILHOE METOAOJIOTMYECKOe KayeCTBO W/WIM MX BBIBOJBI 10
HMHTEPECYIOUIMM HCX0JIaM HE SIBJISIFOTCSI COITIACOBAHHBIMU)

Crnabast pekoMeHanus (OTCyTCTBHE JIOKA3aTENbCTB HAJJIS)KAIIETr0 KauyecTBa (BCe
paccmaTpuBaeMble KpUTepUH dPPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAKHBIMH,
BCE UCCJICJIOBAHMS HMEIOT HU3KOE METOJIOJIOTHISCKOE KaueCTBO W MX BBIBOJIBI 11O
WHTEPECYIONINM HCX0JIaM He SIBJISTFOTCSI COTJIACOBAHHBIMHU )

Metonosiorusi BaJauau3auuu peKoMeH1aumii

MeToabl BAJIUMIH3ALNHU:

® BHCIHIHSAA SKCIICPTHAA OLICHKA,

. BHYTPEHHSIS SKCIIEPTHAS OL[CHKA.

Onucanve MeTOAUKH BaJIUIA3ALNN peKOMeHI[aII]/Iﬁ

Hacrosimue pexoMeHAanuu B TpPEABAPUTEIBHON BepcHM OBUTH  pELeH3UPOBAHBI

HE3aBUCUMbIMU OKCIICPTaMU, KOTOPBIX IIOIIpoOCHIIN IMPOKOMMCHTHUPOBATDH, HaCKOJBKO
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KaueCTBEHHO MHTEPIPETUPOBAHBI JI0KA3aTEIbCTBA U pa3padOTaHbl peKOMEeHIauu. Takxe Oblia
IIPOBE/JICHA DKCIIEPTHAs OLIEHKA U3JI0KEHUS PEKOMEHJAUI U UX JOCTYITHOCTH I TIOHUMAaHMS.

Pexomennanuu oOCyX/eHbl M OJOOPEHBI BEAYIIMMHU CIELUATUCTaMU TMPO(UIbHBIX
denepanbHbIX 1eHTPOB PO u mpaktudeckuMu Bpayamu. [IpoeKT KIMHMYECKUX PeKOMEHAalui
OBLT pacCMOTPEH Ha coBelanusx padboueit rpynmnsl B 2017-2018 rr., Ha Gopyme IKCIEPTOB MO
BONPOCAM JUArHOCTUKU U JICYEHUS 3JI0KAUeCTBEHHBIX JUMQONponndepaTuBHbIX 3a001eBaHUN
«Jlumdopym», exerogHoil poccuiickoll KOH(EpeHLHH ¢ MEXKIYHApOAHBIM y4acTHEM
«3nokavuecTBEHHbIE TUM(POMBD», a Takke B pamkax [V Konrpecca remaronoros Poccun.
IHopsok 00HOB/IEHHS KIMHUYECKHX PEeKOMEeHIauii

AxTyanuzanusi IpoBOAUTCS HE pexe 4eM 1 pa3 B 3 roja Wiu NpH IMOSBICHUU HOBOU
UH(POPMALIUK O TUArHOCTUKE M TaKTHKE BeIeHUs MauueHToB, crpagatoumx XJUJI/JIMIIL, Ho He
qame 1 paza B 6 mecsimeB. Pemenne 06 ooHoBiIeHNH npuHIMaeT Mun3apas Poccun Ha ocHOBe
OPEUIOKEHUH ~ MEOUIIMHCKUX  NPO(EeCCHOHATBHBIX  HEKOMMEPYECKHMX  OpraHU3alMi.
CdopmupoBaHHble MPEASIOKEHHST JOJDKHBI YUYUTHIBaTh PE3yJIbTaThl KOMILUIEKCHOM OLIEHKU
JIEKapCTBEHHBIX IIPENapaToB, MEAULMHCKUX W3JEIMHM, a TaKKe pe3yJbTaThl KIMHUYECKOU

anpoOaluu.
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IIpunnoxenne A3. CnipaBo4yHble MaTepHaJibl, BKIIOYAs COOTBETCTBHE MOKA3AHUI K
NPUMEHEHHI0 ¥ NPOTHBONOKA3aHUMH, CI0CO00B NPUMEHEHHS U /103 JIEKAPCTBEHHBIX

npemnapaToB HHCTPYKIUHA 110 IIPUMEHCHUTIO JIEKAPCTBCHHOI'0 Ipemaparta

ITpunaoxenue A3.1. 3Hayenue MapkepoB Bupyca renatura B npu XJ1JI

Knerku XJIJI MoryT ObITh JONOMHUTEIBHBIM pPE3€pByapoM AJisi Bupyca renatuta B. JlarenTHas
uHpexnus, Be3BaHHass HBYV, BweusiBiasercs y manuwentoB ¢ XJIJI dgame. 3HadueHne MapKepoB
HBV-undexnum u npenmnonaraempie AeMCTBUS MpeacTaBIeHb! B Tabm. 3.1.

Taoauna A3.1. 3HaueHue MapKepoB BUPYCHOro renatura B

HBs | Aatn- | Aatn- | JHK

Pacmugposka -Ag HBc HBs | HBV

JleidcTBUS

He xonTaktuposan c HBV — — — — [IpoBecTn BakuUHAIUIO.
[IporuBonoka3anuii
Kk autu-CD20 Her

Bakuunanus nposeneHa - - + - [IpoTuBONIOKa3aHMI
K antu-CD20 Her

PexonBanecueHT - + + - [IpoTuBONIOKa3aHMI
Kk autu-CD20 Her

BosmoxHoe JATeHTHOE | — + — +/- | Koutpons JJTHK  HBV
HocureilscTBo HBV KaXJbple 2 MeC. BO Bpems
Tepanuu antu-CD20,
Ha3Ha4YeHHE
IIPOTUBOBUPYCHOHN Tepanuu
npu nosBiaeHun HBsAg
nm IHK HBV

HeaxktuBHOE HOCHTENBCTBO | + + - + Ha3nauenue

HBsAg IIPOTUBOBUPYCHBIX
npenapatoB  BO  BpeMs
tepanun  antu-CD20+ +
rOJ] IOCJIe OKOHYAHMSI

XpoHuyeckuit renatut B + * * + Ortkazatbes ot anTH-CD20
WM TIPOTUBOBUPYCHAs
Tepamus JI0 TepaIuu, BeCh
nepuoJ JieueHus + 1 rox
1ocJie OKOHYaHUs™*

*IIpu HeoOxomumocTH Ha3HaueHHss aHTU-CD20 moka3aH MOCTOSHHBIM HpueM
dHTEKaBHUpa™* 0,5 MT/CYT. OHTeKaBUp** Ha3Ha4yaroT Ha BECh epHoOL
JICUYCHUS/TIOAJIEP)KUBAOIIE  TepanmMk W HE MeHee 1 rojga mociie  3aBepIlEHUs
MMMYHOCYNIPECCUBHOM  Te€panmuMu IpU  HEOJHOKPATHBIX  OTPUUATENBHBIX  PE3yJbTaTax
tectupoBanuss Ha JHK Bupyca rematura B B kpoBu. OnTtumanbHas HpOAOKUTEIBHOCTH
Teparuy SHTEKaBHPOM** TI0CTIe 3aBepIICHUs Tepamnuu puTykcumabom™** He ompenenena. Ecim
nanuenty ¢ XJIJI crmenududeckas tepanus HE NOKa3aHa, B MPOPUIAKTHYECKOM Ha3zHAYEHUU

SHTEeKaBUpa** HeT HeoOXoauMocTH. JIaMUBYTUH HE AOJKEH MPUMEHATHCS y manueHToB ¢ XJUJI,
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IIOCKOJIBKY p€4b BCETJa UAET O JUIMTEIBHOM MpUeMe NMPOTHUBOBUPYCHBIX INpenapaToB. K KoHIY

2-ro roja MpueMa JaMUBYJWHA K 3TOMY mpemnapaty ycroiunBo 6osee 40 % mrammoB HBV, k

KoHIy 4-ro rona npuema — 70 % mrammoB HBV. IIpu pa3Butiu ycTOHYNBOCTH K SHTEKaBUPY **

MOKa3aH Mepexo/l Ha TeHOPOBUP™*.

IIpunaoxenue A3.2. [lokazanusa Kk Hayaay Jedyenus XJIJI/JIMJI

Tepanus XJIJI/JIMJI nomkHa HAYMHATHCS MPU HATMYUKA KaK MUHUMYM 1 U3 ciemyromumx

nokazanuii no kpurepusim IWCLL 2018 [12]:

1. Cramus C mo J.L. Binet.

2. OnuH wnu 0oJjiee CUMIITOMOB UHTOKCUKALINU:

noreps >10 % maccel Tenma 3a 6 Mec. (ecnu MAUUEHT HE MPUHUMAT MeEpbl JUIS

NOXY/IaHHS);
ciabocts (obmee cocrosinue no ECOG >2, HeTpynocnocoOHOCTS);
cyOdeOpmbHas JIMXopajika B TeUeHUE >2 Hel. 0e3 IPU3HAKOB HH(EKITUH;

HOYHBIC TIOTHI, COXpaHstomuecs oonee 1 mec., 63 Npu3HAKOB HHPEKIIUH.

3. HapaCTanmaﬂ aHeMHUs U/ WIIH TpOM60LII/ITOl'IeHI/I$I, O6yCJ'IOBJ'IeHHaH HH(bHHBTpaHHeﬁ KOCTHOTI'O

Moa3ra.

4. AyToMMMYyHHas aHEMUS U/WIIKM TPOMOOLUTOINEHUS, PE3UCTEHTHAs K MIPEIHNU30JI0HY .

5. bomnbumne pazMepsl cene3eHku (>6 cM Hibke peOepHOi AyTrH), SBHOE YBEIHMUEHUE OpTraHa.

6. MaccuBHas (>10 cM B MaKCHMaJIbHOM JTMaMETPE) W/WIIK HapacTaromas JuMdaaeHonaTus.

7. Bpewms yaBoeHHs yrcia TUMQOLUTOB MeHee 6 Mec.

8. DkcTpaHOmaIbHOE MOpPAXKEHHE, CUMIITOMHOE WM BIHAONIEe Ha (YHKIHMIO MOPaKEHHOTO

oprasa.

Ipuaoxenue A3.3. PexxnMbl JIeKAPCTBEHHOT0 JedeHuss XJ1JI

Monomepanus

MonoTepanusi XJ10paMOyHIoM™* — KypcoBoii ¢popmart

o XuopamGyrmn** — 10 Mr/m® BHYTpE B 1—7-if 1HH.

Jleuenne Bo300HOBIAETCA HA 29-11 NEHB.

MoHoTepanus XJIOpaMOyIIHJIOM™™ — IOCTOSAHHBIH opMaT

Xnopambyun** — 0,07-0,20 Mr/kr BHyTpb €XeOHEBHO B TeueHue 2-4 Hen. C

MOCTEAYIOIUM TOJ00POM J03bI.
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MonoTepanus #0eHaaMyCTHHOM™**
e #bengamyctun** — 90 Mr/M2 B/B B 1-1, 2-# qHu.
Jleuenue Bo300OHOBIsAETCS HA 29-11 IEHb.
MoHoTtepanus nOpyTHHHOOM ™™
e HopyTuHu6** — 420 mr/cyT (3 Kancysbsl) BHYTph | pa3 B I€Hb 10 MPOTPECCUPOBAHUS WU
pa3sBUTHS HEMEPEHOCUMON TOKCUYHOCTH.
MoHoTepanusi BeHeTOKJIAKCOM
e Beneroknake — 20 mr/cyT (Hen. 1), 50 mr/cyt (aen. 2), 100 mr/cyt (aen. 3), 200 mr/cyt
(men. 4), 400 wmr/cytr (Hem. 5 w panee), OO TPOTPECCHPOBAHUS WIH Pa3BUTHS
HETIEPEHOCUMON TOKCUYHOCTH.
Ilonuxumuomepanus
FCR BHyTpHuBeHHbIIi
e Puryxcuma6** — 1 muxr: 375 mMr/mM B/B KaiL, aeHb 1, mociemyromue kst 500 mr/m
B/B Kam. wid 1400 mr /K, geus 1.
o #Onymapabun™* — 25 Mr/M2 B/B Kall., IHd 1-3.
o #lluknodochamug** — 250 Mr/M% B/B Karl., 1au 1-3.
Jleyenue B0300HOBIsIETCS HA 29-1 IeHb.
FCR nepopajibubIii
e Purykcuma®** — 1 muki: 375 Mr/M° B/B Kar., IeHb 1, mocneaytonme mukisl: 500 Mr/M>
B/B kan. unu 1400 mr n/k, 1exs 1.
o  #®mymapaGun** — 40 mMr/mM° BHYTpb, 1HH 1-3.
o #lluknodochamum** — 250 mr/m> BHyTpS, AHE 1-3.
JleueHnue Bo300HOBIIsIETCA HA 29-11 IeHb.
FCR-Lite
e Purykcuma®** — 1 muki: 375 Mr/M° B/B Kar., IeHb 1, mocneaytonme mukisl: 500 Mr/M>
B/B Kamn. wiH 1400 mr n/k, gaum 1, 5.
o  #®mymapaGun** — 20 Mr/mM° BHYTpb, 1HH 1-3.
o #lluknodochamum** — 150 mr/m® BHyTpS, AHH 1-3.
Jleuenne Bo300HOBIsIeTCA Ha 29-1i 1eHb.
RB
e Purykcumab** — 1 muki: 375 Mr/M> B/B Kar., IeHb 1, mocneayromue nukisl: 500 Mr/m?
B/B Kam. wid 1400 mr 1/, gesb 1.
e #benmamyctun** — 90 Mr/M° B/B Kall., 104 1, 2.

Jleuenue Bo300HOBIsAETCA HA 29-11 IEHB.
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ChiI-R
e Purykcuma®** — 1 muki: 375 Mr/M° B/B Kar., eHb 1, mocneayromnue mukiasi: 500 Mr/M>
B/B kan. unu 1400 mr n/k, ness 1.
o XuopamGyrr** — 10 mr/m° BHYTpS, 1aA 1-7.
Jleuenne Bo300HOBIAETCSA HA 29-11 IEHD.
Chl-G
e OOunyty3yma6™** — 1000 mr B/B, nens 1 (100 mr B Teuenue 4 gacos), 2 (900 mr), 8, 15
(umka 1), nenp 1 (1upksier 2—6).
e XnopamOyumr** — 0,5 mMr/kr BHyTps, 1HH 1, 15.
Jleuenue Bo300HOBIIsIETCS HA 29-11 1eHb.
R-HDMP
o #Purykcumab** — 375 Mr/M° B/B KarL, qam 1, 8, 15, 22.
o MertunnpeaHu3onon™* — 1 /Mm% B/B Kair., 1au 1-3.
Jleuenne Bo300OHOBMsIeTCA Ha 29-1i 1eHb.
[TpoBoasr 3 kypca.
R-CD
e Purykcuma®** — 1 muki: 375 Mr/M% B/B Kar., eHb 1, mocnenyromnme nukiasi: 500 Mr/m?
B/B Kamn. wid 1400 mr /K, geHb 1.
e [luxkmodochamun™* — 750 Mr/M% B/B Karl., IeHb 1.
e JlexcamerazoH** — 12 Mr B/B WK BHYTpb, IHU 1—7.
Jleuenne Bo300HOBIAETCSA HA 29-11 IEHB.
HNopyrunnd™* + purykcumad™*
e U6pyTunu6** — 420 mr/cyt (3 xancyinsl) BHyTpb | pa3 B IeHb, €KEeTHEBHO.
o #Putykcumad** — 50 Mr/M% B/B Kall., AeHb 1 mukna 2; 375 Mr/m? B/B Kall., JeHb 2 IUKIa
2; 500 Mr/M% B/B Kam. umu 1400 mr /K, IeHb 1 1HuKiI0B 3—7.
Jleuenne Bo300HOBIsIETCS HA 29-1 IeHb, BCErO 7 IIMKJIOB.
Nopyrunuo™* + BR
e Uo6pytunuo** — 420 mr/cyt (3 kamcyinel) BHyTph | pa3 B JIeHb €XKEIHEBHO B TEUCHHE
BCEro Kypca M jaiee (mocie 3aBepiieHus 1MkiIoB BR) — mo mporpeccupoBanust wiu
Pa3BUTHS HEMPUEMIIEMOW TOKCHIHOCTH.
e #bengamyctua** — 90 MI/M° B/B Kam., 1Hu 2—3 1ukna 1; qau 1, 2 nukinos 2-6.
e Purykcumab** — 375 Mr/M2 B/B KaI., JeHs 1 mukiaa 1; 500 Mr/M% B/B kam. win 1400 mr
/K, IeHb 1 nukiioB 2—6.

Jleuenue Bo300OHOBIsAETCSA HA 29-1 IEHB., BCETO 6 IIUKIIOB.
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BenerokJ/akce + purykcumao*>
e Beneroknake — 20 mr/cyT (Hea. 1), 50 mr/cyt (aen. 2), 100 mr/cyt (aen. 3), 200 mr/cyt
(men. 4), 400 mr/cyt (Hen. 5 m manee), mpueM B TeueHUe 24 Mec. HauuHas ¢ 1-r0 gHA 1-T10
IIUKJIA JICYCHHS] pUTYKCUMaOOM™*,
e Purykcumab** — 375 Mr/M> B/B  Kall yepe3 | Hem. mocie JOCTHKEHUS J103bI
BeneTokmakca 400 mr/cyt, manee — 500 mr/m® B/B kan. mwin 1400 Mr m/K eXeMecsdHo,
BCEro 6 BBEJACHUI.
Benerokiakc + 00MHYTY3ymao™*
e OOunytyzyma6b™** — 100 mr, gesp 1 mukmna 1; 900 mr gens 2 nukia 1; 1000 mr nens 8
mukiaa 1; 1000 mr gens 15 nukia 1; 1000 mr gens 1 nukna 2; 1000 mr nedb 1 mukiaos 3—
6.
e #Beneroknakc — 20 mr/cyT, gau 22-28 nukna 1; 50 mr/cyt nau 1-7 nukna 2; 100 mr/cyr
nan 8—14 mukna 2; 200 mr/cyt aam 15-21 mukna 2; 400 mr/cyt aam 22-28 nukia 2,

nanee 400 mr/cyT B Teuenue 12 mec.

Ipuio:xkenne b. Anropurmsl 1eiicTBHH Bpaya

IIpuniaoxenue b1. AaropuTM BLIOOpa NepBoOi JUHNH Tepanuy nanuenta ¢ XJ1JI/JIMJI

MNoarsepxkaeHHbI guarHos X1/IMN

Hanuuue NokasaHui K NeYeHuno
no kputepuam IwCLL 2018

BerkuaarensHoe

] 1 My " s
Aeneuns 17p / myTtaumsa TP53 HabnwopexHne

VIONogow naumeHT
5e3 3HauMmon
KOMOPOMOHOCTH

Kanamaar #a annoTrCK

o ~ NBpYTUHUE FCR Xnopambyuun + o6uHyTy3yma6
UGpyTuHnG " BR
BeHeToknakc* +/- BeHaamycTuH +/- putykcumab
06uHYTY3yMab NBpyTUHUE +/- puTyKCMMab NBpyTUHME +/- puTyKCMMab
BeHeToKNaKC +/- 061HYTY3ymab ECR-Lite

Xnopambyumn +/- putykcumab
MoHotepanua aHTn-CD20 aHTUTenamum
NB6pyTUHMG B Manbix fo3ax
BeHeToknakc* +/- 06uHyTy3ymab

LoCTurHyT oreer

Ha Her

Anno-TIrCK npu Tepanus sTopon
BO3MOXHOCTH NUHUK

* MOHOTepaHI/IH BCHCTOKJIAKCOM IIOKa3aHa MIMaluCHTaM, KOTOPBIM HC MOXET OBITh Ha3HAYCH

nOpyTHUHUO.
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IIpunaoxenue b2. AaroputM BuIoopa Tepanuu permansa XJ1J1I/JIMJL

MoaTteepxaeHHsIn peunaus XNN/MIMI € NOKa3aHUAMM K HAYany NedeHus

Oa

Peunaus Ha ndpytusude

MoHoTepanusa BEHETOK/IaKCOM
BeHeToKNaKe +/- 06UHYTY3ymab

- peneuna 17p / mytauus TP53
- peumams < 24 Mmec. nocne

BLICOKMI PUCK:

UMMYHOXMMMUOTEpanuu

- W6pyTnHuG +/- BR
- BexeTtoxknaxc + putykcumad

- Noerop UXT 1 nuHuKn
- BeHAaMyCTUH + puTyKCcumad
- FCR-Lite

h 4

MOPYyTUHUO +/- UXT
BeHeToxnakc + putykcumad

B cnyyae SoCTVHeHUA
PEMMCCHM PACCMOTPETL
B03MO¥HOCTL NPOBESHMA
annoTrCK
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Hpuiaoxenue B. Undopmanus 15 NaueHToB

Xponuueckuit muMdonutapusiii neiko3 (XJIJI) mpencrabiser co0oit OHKOIOTHYECKOE
3a0o0sieBaHKe, TOpaXkarollee KIETKA KPOBU M KOCTHOTO Mo3ra. [1pu xponundeckom XJIJI kocTHBIN
MO3T BBIPa0ATHIBACT MATOJIOTMYECKA W3MEHEHHBIC, HE CIIOCOOHBIC BBHIMOIHITH CBOU (DYHKIIHUU
auMponuTel. OHU HAKAIUTMBAIOTCS B KPOBU M PA3JIMUHBIX OPTaHAX U BHITECHSIIOT HOPMaJIbHBIC
KJIETKU KpoBU. CIIOBO «XpPOHUYECKUI» B Ha3BaHUM YKa3bIBAET, UTO ITO 3a00JIeBaHUE MPOTEKAET
T00pPOKAuECTBEHHO.

Jlumpomort u3 wmansix guMmdoruToB (JIMJI) HaszpBaercs ocoboe IMposiBICHHE
xporudeckoro XJIJI, mpu KOTOpOM maToioruyeckue JUM(OIUTHl HAKAIUIMBAIOTCS HE B KPOBU
WJIM KOCTHOM MO3T€, a B TUM(pATHIECKHUX y3Iax.

Eme 10 net Hazan cunrtanocs, yro XJIJI/JIMJI 3a00i1€BatoT B OCHOBHOM ITOKHJIBIE JIIOMIM.
OpanHako 1Mo Mepe yJIydIleHUs TUATHOCTHUKU OKa3aJoCh, YTO 3TO 3a001eBaHie MOXKET BO3HUKATH
u y wmonoawsix Joaer (40-50 ner), mpuueM B 3TOM BO3pacTe€ OHO MPOTEKAET MEHee
0J1aronpusITHO.

Bpau moxer 3amomosputs XJUJI/JIMJI, onupasce Ha Bamm kano0bl 1 0OHapy>XHB
COOTBETCTBYIOIIME CUMITOMBI IIPH OcMOTpe. B 3TOM ciydae OyaeT HEoOXOIMMO MPOWUTH P
o0cienoBaHui, BKIItOYask aHajau3 KpoBU U KocTHOro mMosra. ITpu XJIJI camblil BaxHbBIN aHaIU3 —
9TO aHAIW3 KpOBH, 0€3 HETrO JUarHo3 He CTAaBUTCs. B aHamm3e KPOBU BBISBISACTCS YBEIMUCHUE
yucia auMporuToB. J(narHo3 o0s3aTeNbHO MOATBEPIKAACTCS CIENUAIbHBIM HCCIECIOBAHUEM —
UMMYHO(DEHOTHIHPOBaHUEM JHUM(OIUTOB. MOTYyT MOHAIOOUTHCA U JPYTHe YTOUHSIOIINE
nuarHo3 uccnenoanus. [Ipm JIMJI nuarHo3 craBUTCS IO pe3yibTaTaM THCTOJIOTMYECKOTO H
MMMYHOTHCTOXUMHUYECKOTO UCCIEAOBAHUS TTOPAXKEHHOTO JTUM(PATHIECKOTO y3Ia.

K coxanenuto, Ha cerogusmauil aeHb XJIJI/JIMJI vensneunm. OmHAKO y HEKOTOPHIX
MMAIMEHTOB HEOOXOAUMOCTE B JIEUEHNH He BO3HUKaeT HuKorna — XJIJI/JIMJI moxer octaBatscs
B CTAOMJILHOM COCTOSTHUU B T€UEHHE MHOTHUX JIET U JIaXe JeCATUICTUH. bbljio mpoBeieHo MHOTO
WCCJIEIOBaHUI, B KOTOPBIX CPaBHUBAJIOCH BBDKHAATEIIbHOE HAOJIOJCHWE W paHHEE Hayajio
Tepanuu (cpasy IMocie YyCTaHOBJIEHHUs auarHosa). Oxazajaoch, UTO J€UEHHE Ha PaHHUX dTamax
HUKaKOTO TPEUMYIIECTBa HE JaeT, HO BBI3bIBAaeT TOKcuueckue dddextrl. [loaTomMy TakTHKa
BeneHus XJIJI/JIMJI BeicTpanBaeTCsl ¢ y4€TOM TEUEHUS ITOW OOJIE3HU — JICYCHHE MPUMEHSIIOT TI0
Mepe HeOOXOIMMOCTH, TIOCKOJIBKY OHO caMo 10 ce0e HeOe30MMacHO, U TaKTUKA BEDKHIATEIIHHOTO
HaAOJI0/IEHUS] OCTAETCS CTAHAPTOM Il MHOTHX MAI[UeHTOB.

Ecnu umerorcs 4eTkue MpU3HAKH MPOTPECCHPOBAHUS 3a00JIE€BaHUS — YCTOMUMBBIM poCT
TUMQOINTO3a, yBEIMUYEHUE JHM(ATHISCKAX Y3JI0B, CEIIE3CHKH, TIOSBIICHUE aHEMUU U

TPOMOOLIUTONIEHUH, Bpay MPEIJIOKUT OMPEIeICHHbBIN KypC JIEUSHUS.
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Bri6upas neuenue, TOKTOpP YUYUTHIBAET:

. cocTosiHuE 00J1e3HU (KIIMHUYECKYIO0 KAPTUHY U IPOTHOCTUYECKHE (aKTOPhI);
. COCTOSIHUE TTallMeHTa (BO3PacT, COITyTCTBYIOIIUE 3a00JIeBaHUs);
. KaKoe JIeUeHUE MPOBOIUIOCH PAHbIIE U KOTAa HACTYIHII PELUIHB.

B pesynbrare y OoNbIIMHCTBA MallMEHTOB 3a00jeBaHue yaaeTcst 3QPeKTUBHO KOHTPOIUPOBATH

COBpPCMCHHBIMHU JICKAPCTBAMMU.
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Hpuioxenue I'. llIkaasl oeHKH, BONPOCHUKHU
U Ipyrue OleHOYHbIe HHCTPYMEHTHI COCTOSTHUA NMALMEHTA, IPUBEJIeHHbIe B KIHHUYECKHX

PECKOMEHIALUAX

Hpuaoxenue I'l. Illkaaa oneHku odouero cocrosuus nanuenra ECOG

Kmmanuaeckas onenka oomero cocrosiuus nanuenta ¢ XJIJI/JIMJI npoBoautes mo mikare,
paspabortanHoii Bocrounoii o0beauHeHHON oOHKONormueckor rpymmoii (Eastern Cooperative
Oncology Group) [65].

Opurunansaoe Ha3zBanue: 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, Ne 6. P. 649-65 [65]

Tun: mkana oueHKH

Hasznauenue: knmuHUYecKas OLlEHKa OOIIEro COCTOSHUS MallueHTa

CopnepxaHue U HHTEPIIpETALIMS:

Cratyc (0abl) | Onucanue o01Iero COCTOSIHUA NMAHEHTA

0 ITaruenT MOJHOCTHIO AKTUBEH, CIIOCOOEH BBIMOJIHITEL BCE, KAK U J10
3a00JIeBaHUs
1 ITarreHT HeCITOCOOEH BBIMTOIHATH TSKEIYH0, HO MOYKET BBIMOIHATE JIETKYTO

WIH CUJUYI0 paboTy (Hampumep, JeTKYI0 JOMAITHIOK WIH KaHIIEISIPCKYIO

paborty)

2 [TarmeHT MeunTCst aMOyJIaTOPHO, CIIOCOOEH K CaMOOOCITy )KMBaHUIO, HO HE
MOJKET BBIMOJIHATH padboty. bonee 50% BpeMeHu MpoOBOAUT aKTUBHO — B

BCPTUKAJIBHOM ITOJIOKCHUU.

3 [TanmeHT ciocoOeH ML K OTPAaHUYEHHOMY CaMO00CTyKUBaHUIO,

MIPOBOJIUT B Kpeciie uiu nocrenu 6onee 50% BpemeHu 601pCTBOBaHUS

4 I/IHBaJ'II/I,I[, COBCPHICHHO HC crmoco0eH k C&MOO6CJ’Iy>KI/IBaHI/IIO, IIPUKOBAH K

KpCCIy WIH MMOCTCIIN

5 CmepTh

Ipuaoxenue I'2. IlIkaaa onenku komopouanoctu CIRS

Knuanueckas ornenka komopounHocty nanueHTa ¢ XJIJI/JIMJI MoxeT mpoBOAUTECS IO
KymysstiironHoi# mikaie komopouanoctu [66].

OpwurunansHoe Ha3Banue: Cumulative Illness Rating Scale

62




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

Twurr: mikajna oleHKH

Haznauenue: kimmHn4yeckas OLICHKAa KOMOPGI/I,Z[HOCTI/I

CopepxaHue U HHTEPIIPETALIHS:
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basnel

boune3nu cepaua

bonesnn cocynoB (KpOBEHOCHBIX U TUM(BATUYECKHX )

bone3nn KpOoBH (KOCTHOFO MoO3ra, CCIIC3CHKU 151

nepupepudecKoi KpoBU

bonesHu opraHoB AbIXaTeIbHOW CHUCTEMBI (Tpaxeu, OpOHXOB

1 JICTKHUX )

Bone3snu opranoB 4yBCcTB (IW1a3, HOcCa, YIICH, TJIOTKA U

TOpTaHM)

bonesnn opraHoB BEpXHUX OTIEIOB MHIIEBAPUTEIBHON
cucTteMbl (TUIIEBOMA, JKEIyJKa, JBCHAANATHIICPCTHON
KUIIKYA, TOKENyAoYHOU kene3bl (He Bkmtouas CJI) u

YKEJTYHOTO ITy3bIps)

bone3nn OpraHoB HMXXHHUX OTICJIOB HHIHeBapHTCHLHOﬁ

CHUCTCMBI (TOHKOFO H TOJICTOTO KI/II_I_IC‘IHI/IKE[)

bomne3uu neuenn

bonesnu nmouek

bone3nn OpraHoOB MOYEIIOJIOBOM CHCTEMBEI (MO‘ICTO‘IHI/IKOB,
MOYECBOI'o ITy3bIpA, MOYCHUCITYCKATCIILHOT'O KaHalia,

MPEACTATEeNIbHOM KeJIe3bl U MOJIOBBIX OPTraHOB)

bone3nn OpraHoB OHOpHO-,Z[BHl"&TGJIBHOfI CHUCTCMBbI (MBII_HI_I,

CYCTaBOB, KOCTCﬁ) H KOKHBIX ITOKPOBOB

bonesnn opraHoB 1eHTpalnbHOH U  nepupepruuecKoin
HEPBHOM CHUCTEMBI (TOJIOBHOI'O MO3ra, CIMHHOTO MO3ra U

HEPBOB)
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bone3Hn OpraHoB 3HAOKPUHHOM CHCTEMBl W HAapyLICHUS

MeTabosin3Ma (BKIIIoUas caxapHbIid TUadeT)

[Icuxnyeckue HapyIIeHUs

Cymma GanioB

O11reHKa OPraHoB M CHCTEM:

0 OamioB: OTCYTCTBHE 3a00JIEBaHUM B 3TOM cHCTEMe OPraHOB MJIM HAJMYMe MaTOJIOTUHU, KOTOpas
HE MeIIaeT HOPMaJIbHOH KU3HEACATEIbHOCTH, HE BIMACT HAa IPOTHO3 U HE TpeOyeT JIeUCHHUS.

1 6ann: nérkue OTKIOHEHHUS OT HOPMbI WJIM TIEPEHECEHHbBIE B IIPOIIIOM 3a00J1€BaHMs.

2 6asuta: 3aboseBaHue, NPy KOTOPOM HEOOXOJUMO Ha3HaUYEHHE MEAMKAMEHTO3HOM Teparuu.

3 6asuta: 3aboeBaHue, CTaBIlee NPUUNHON MHBATUIHOCTH.

4 Ganna: )KH3HEYrpoXkaroliee 3a0ojieBanne, TpeOyoIee MPOBEACHHUS HEOTIOKHON Tepanui.
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