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» O6LLEPOCCUICKNIA HALMOHATTBHBIN CO3 «Accoumauma oHkonoros Poccum»
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Opo6peHo Hay4vHo-npakTuyeckmum cosetom MuHsgpasa Poccumn
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nesHb

MMW — mexayHapoaHbI MporHocTuYe-
CKUI MHOEKC

OB — o6Las BbXMBaeMOCTb

OP — oTHOLLEHME PUCKOB

VO[ — ypoBEeHb [OCTOBEPHOCTU goKa3sa-
TenbCTB

Y3W — ynbTpa3BykoBoe nccnepoBaHne
VVP — ypoBeHb y6eamTensHoCTn peko-
MeHZaumm

XJUT — XpoHu4deckuii nuMdounTapHbIA
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MpunoxeHne A3. CBA3aHHbIE LOKYMEHTbI
Mpunoxenne b. ANropuTMbl BeAeHNA nauneHTa
Mpunoxenue B. NiHdopmauma pna nauneHTos

Mpunoxexue I

Chl-G — peXXMMm MMMyHOXMMUOTEpanuu,
BKJIIOYaoLWMIA 06UHYTY3ymMab™™ n xnopam-
Oyumn** (Cxembl PEXXMMOB Nle4YEeHNA CM. B
Mpunoxenun A3.3)

Chl-R — pexum nmMMyHOXMMUoOTepanuu,
BKOYAOWNA pUTYKCMMab™™ n xnopam-
6yumnn** (Cxembl PEXXVUMOB NEYEHUA CM. B
MpunoxxeHun A3.3)

CTC — obme KpuTepumn TOKCUYHOCTH
ECOG (Eastern Cooperative Oncology
Group) — BocToyHaA o6beanHeHHaA OH-
Konoruyeckaa rpynna

FCR — pexum uMmyHOXummoTepanuwu,
BKJIlOYaoWUn putykeumab™™, donynapa-
6UH** 1 umknodgochammna*™ (cxemsl pe-
XXMMOB nevyeHna cMm. B [punoxexHun
A3.3)

FCR-Lite — peXxvMm MMMyHOXMMUOTeEpa-
nuu, BKNOYaLWMIA puTyKCMMat™*, dny-
napabuH** n umknodochamug ™ ¢ peayk-
uMen 003 umMTocTaTM4ecKux npenapaTos
(cxembl pexxunmoB neveHnA cm. B MNpuno-
>XeHun A3.3)

FISH — dpnyopecueHTHaA rubpmnansauma
in situ

Ig — MmyHOrno6ynuH

IGHV — BapunabenbHble yyYacTKu TAXe-
NbIX Lienen MMMyHOrno6ynMHos

IWCLL — Me>xxpyHapoaHaa paboyas rpyn-
na no M3y4YeHuIo XPOHNYECKOoro numMmgo-
LMTapHOro nerkosa

RB — pexum uMmyHOXumMmMoTepanum,
BKJIIOHaOWMIA pUTYKCMMab™™ n 6eHgamy-
CTUH (CXeMbl PEeXWMOB NIe4YEeHNA CM. B
Mpunoxexun A3.3)

R-CD — pexvMm MMMyHOXumMmoTepanuu,
BKJTIOYaIOLWNIA pUTYKCMMab ™, umnknodoc-
damna** n gekcametasoH** (Cxembl pe-
XXMMOB nevyeHna cMm. B [punoxerHun
A3.3)

R-HDMP — pexum vMMyHOXMMUOTepa-
nuu, BKNIOYAOLWMA pUTYKCUMab™ n me-
TUNNPEOHU30/I0H™  (CXeMbl PEeXMMOB
neyvennsa cm. B Mpunoxexun A3.3)

** — XWN3HEHHO HeobXoaVMble U BaXKHeN-
LIMe neKapcTBeHHbIe npenaparbl

# — npenapart, NPMMEHAEMbIA He B COOT-
BETCTBUM C NOKa3aHNAMUN K MPUMEHEHWIO
N NpoTUBOMOKasaHWAMKU, crnocobamu
NPVYMEHEHUA 1 A03aMu, CoAepPXallnmMnca
B WHCTPYKLMM NO MPYMEHEHNIO NleKapcT-
BEHHOro npenapara (ochd-nenbn)

CuHapom Puxtepa — NoABMEHNE KPYMHOKIETOYHOW NMMEOMbI

Ha cpoHe XJJ1.

ECOG (Eastern Cooperative Oncology Group) — oueHka obLue-
ro COCTOAHMA NaumeHTa Mo Lkane, paspaboTaHHon BocTo4Hown
06beMHEHHOW OHKONOrMYecKon rpynnoi (cm. Mpunoxexue ).
B-cumnTOoMbI — Hecneuudryeckmne CMMNTOMbI OMYXONEBOWN WH-
TOKCUKaLun, BKIOYaLWme NMxopaaky (TemnepaTypy Tena Bbl-
we 38°C) 6onee 2 Hep noapAn 6e3 Npu3HaKoB BOCMaNEHNs, HOY-
Hble Mpody3Hble MOThbl, NoxyaeHne Ha 10% maccel Tena 3a no-
crnepnHvie 6 mec.

Numdoma u3 manbix numdpouutos (JIMJ1) — 310 B-kneTouHan
onyxornb 13 Masnbix B-numgountoB ¢ UMMyHOEHOTUNOM XPOHU-
Yeckoro numaoumnTapHoro nerkosa (XJ1J1), xapaktepuaytoLias-
cA Hanm4mem numdaneHonaTum Wnnm cnneHomeranum ¢ copep-
»aHnem B-numcountos B nepuchbepunyeckoin kposu <5x10°%n 6e3
MOPE0N0rMYEeCcKmX NPU3HAKOB MOPaXKeHNA KOCTHOro Mo3ra.

XomXKuMHCKaA TpaHcdopmauuA — noABfeHne JMMEOMbI
XopykkunHa Ha gooHe XJ1J1.

XJ11 — 370 onyxonb 13 manbix B-numdounTos, xapakTepnsyto-
wanAcA nponudepaumnen 1 HakonaeHnem abeppaHTHbIX NMMAdO-
WAHBIX KNETOK B KOCTHOM MO3re, KpoBUW, TMMAONAHbIX TKaHAX;
KpuTepreM NOoCTaHOBKM AnarHosa ABnAeTcA obHapyXXeHve ab-
contoTHOro B-kneToyHoro numdoumTosa B KpoBu (>5x10°/n mo-
HOKJIOHanbHbIX B-numdoumnTos). XJ1J1 n JIMJT npeacrasnaoT co-
601 pasnn4Hble NPOABNEHNA OOHOMO 1 TOro e 3abofieBaHuA.
TpaHccopmauma — pa3sutre anddysHon B-kneTouHom Kpyn-
HOK/TETOYHON Numombl Unu numdgombl Xoa)KKUHa Ha (hoHe
XJ van NIMJT.
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1. KpaTtkaAa uHdopmauuna

1.1. OnpenenexHue 3a6osieBaHUA UM COCTOAHUA
(rpynnbi 3a60neBaHUi UM COCTOAHMI)

XJUT 1 JIMJI — 310 B-K1€TOYHBIE OIyXOIU M3 MAJIbIX B-1um-
douuTtos. XJUT u JIMJI 6UONIOru4EeCKH NPEACTABIIIOT COO0U O/1-
Hy HO30JIOTHYECKYIO (popMy. OTINYNE MEK/y HUMH COCTOMUT B
TOM, 4TO IpY XJUJI B KDOBU HAGIIIO/IAETCS 3HAYUTEIBHBII JIMM-
douutos (>5000 MOHOKIOHANBHBIX B-1MM@OLUTOB), TOrga
Kak 11pu JIMJI BBIAB/IAETCA NOPAKEHUE TUM(PATHIECKUX Y3JIOB,
CENIE3EHKH, HO COJIEPKAHHME KIOHAIBHBIX B-KIETOK B KPOBU
<5x10%/71, OTCYTCTBYIOT MOP(OIOTHYECKIE TPU3HAKU ITOPAKE-
HUSA KOCTHOI'O MO3T'd.

1.2. 3Tnonorua n natoreHes 3abonesaHnaA Nan
COCTOAHMA (rpynnbl 3a6onieBaHUA U COCTOAHUI)

MonekynapHbli narorenes XJIJI — KOMIUIEKCHBIF MHOI'OCTY-
IEHYATBIN IIPOLIECC, KOTOPIM IPUBOJAUT K PEIIMKALIUY KIOHA
B-nmumdounTos [1-3]. [IoYTH BO BCEX CIy4aAX XPOHUUECKOMY
JNM(OJIEUKO3Y NMPEIIECTBYET MOHOKJIOHAIBHBIN B-Kierou-
Hbl InM@onnTo3 (MBKIT), KOTOPEINT O6HAPYKUBAETCA BBICO-
KOTOYHBIMH METOLAMH UMMYHO(MEHOTUIIMPOBAHUA Yy 5—15%
suny crapuie 40 ser, puck passurua MBKIL yBennuusaercs ¢
BO3pacToM [4]. MBKJI uHULIMHUPYETCA KOMIUIEKCOM (PAKTOPOB,
KOTOPBIH BK/IIOYACT MYTALIUU Psi/la TCHOB, AHTUT'CHHYIO CTUMY-
JIALIMIO, CUTHAJIBI OT MUKPOOKPYKEHU, SMUTCHETUYECKAE MO-
JUMUKALTUHN U, HAKOHELL, ITMTOT€HETUYECKUE HapyLIeHus. B pe-
3yJBTATE NOABACTCSA KIOH JIUM(POITUTOB ¢ (PEHOTHUIIOM KIETOK
XJUL. V4auThiBasE MHOTOKPATHO IIPEOOMAAAIONIYIO YACTOTY
MBKIJIL, k passuruio XJIJI npuBOAAT JOIIOTHUTENBHBIE [€HETH-
uveckue Hapymenud B 1 u3 100 ciaygaes MBKJL Knerxu XJUI cy-
IIECTBEHHO BIMAIOT HA MUKPOOKPYKEHHE, MHUIUUPYS TIOABJIE-
HHE OCOOOTO MUKPOOKPYKCHHSA U JIAKE CIIEIIAATA3UPOBAHHBIX
K1eTOK (nurse-like cells), KOTOpbIE ONPENETAIOT UX KIOHATBHYIO
3KCHAHCHIO U 10T BO3MOKHOCTD IIEPEKUBATH TEHOTOKCHYE-
CKHE CTPECCHL BpeMa 1 XMMUOTEPAIIUA IPUBOJAT K KJIOHAJIb-
HO 3BOJIIOLIUH C HAKOIUICHUEM I'€HETUUCCKUX HAPYIICHUM, KO-
TOpBIE fAenatoT KneTku XJIJI Bce 60mee aBTOHOMHBIMH, OBICTPO
JEJSIIAMUCS 1 PEDPAKTOPHBIMU K TEPATIHML.

Knerkn XJIUJI/JIMJT 3KCnpeccupyioT B-KI€TOYHbBIE AaHTUTEH-
HBIE PELIENITOPLI C OrPAHUYEHHBIM PENEPTYAPOM CHELUPUIHO-
cry. [TocTosAHHAA NTepejaya CUTHAMA YEPE3 ITH PELENTOPHI U
XAPAKTEP ITOMN IMEPENAUU ABIAIOTCA KIIOYEBBIM (PAKTOPOM,
ONPEAEAIONNM KU3HECTOCOOHOCTD KIeTOK XJIJI 1 Takke Xa-
pPAaKTEp PAa3BUTHUA TOHW OMyXOmnH. IIpeamnonaraercs, 4to CUr-
HAJIbHBIA IIyTh B-KJIETOYHOIO pelenTopa He 3aBUCUT OT AHTH-
TEHOB, HO OCYIIECTBIAECTCA AaBTOHOMHO, BO3MOKHO, ITPH B3aH-
MojiercTBun Kietok XJUI apyr ¢ ipyrom [5, O].

1.3. Snupemunonorua sabonesaHua UNU COCTOAHUA
(rpynnbl 3a60oneBaHWin UM COCTOAHMIA)

XJIJT — caMbIi 94aCTBIA B/ JIEMKO34 Y B3POCTBIX. B eBponein-
CKHMX CTPaH4X 3200JIEBAEMOCTb UM COCTABJIACT 5 CJIy4aeB Ha
100 TBIC. 4EIOBEK B IO/l 3200JIEBAEMOCTD YBEJIMUUBACTCS C BO3-
pacrom. Yy crapie 70 JieT OHa cocTasier 6omee 20 cy4daes
Ha 100 ThIC. YEIOBEK B I'0Jl. MeinaHa BO3PACTa HA MOMEHT YCTa-
HOBJICHUS IMATHO34 B €BPOIECHCKUX CTpaHax — 69 et [7-10].
B Poccurickoit ®enepanyn XJUT BeisissieTcs pexe: B 2017 1. 3a60-
JIEBAEMOCTD COCTaBWIIA 2,95 cirydas Ha 100 ThIC. 4ETIOBEK, MEMAHA
BO3PACTA HA MOMEHT YCTAHOB/ICHMS AMArHo3a — 68 ner [11].

1.4. Oco6eHHOCTN KOaMpoBaHUA 3a6oneBaHnaA Unu
COCTOAHUA (rpynnbl 3a6osieBaHUA UM COCTOAHUN)
no Me>xayHapoaHON CTaTUCTUYECKOM
Knaccucukaumm 6onesHen u npo6iem, CBA3aHHbIX
€O 37j0pOoBbemM

C91.1 — XpOHUYECKUIT TUM(POLUTAPHBIN JIEHKO3.

1.5. Knaccudmkauma 3a6oneBsaHuA unmM cOCTOAHUA
(rpynnbl 3a60oneBaHuin UM COCTOAHMIA)
XJIJT MOXET KIaCCU(PUIMPOBATHCA 1O CTAAUAM (CM. PA3JIET
1.5.1 «CragupoBanue»), a TAKKE 110 I'PYIIIAM PUCKA (CM. PA3ZET
1.5.2 «Onpezenenye rpym pucka») [12].

1.5.1. CragupoBanue

Craguio XJII yCTaHABIMBAIOT HA OCHOBAHUHU (PU3UKAJIBHOT'O
UCCIEJOBAHMA W aHAJIU33d KPOBU IIO Kpurepuam J. Binet
(tabn. 1) [12]. Komneiotepnas tomorpadus (KT), peHTreHos-
CKOE M YIIBIPA3BYKOBOE UccenoBanue (Y3W) 1d yCTaHOBIEHNSA
crajuu He Tpedylorca. CTaaus KOHCTATUPYETCA Ha TEKYIUI
MOMEHT, YKa3bIBACTCA B AUATHO3E U CIYKUT OPUEHTUPOM IIPH
ONPE/IEIEHUH TIOKA3aHUH K TEPAIINH.

Crazmposanue JIMJI OCyIEeCTBIAETCS MO PE3YIBTaTaM 06CIe-
JOBAHUA B COOTBETCTBUM C KPUTEPUAMH KIACCU(PUKALNA ANn
Arbor (cMm. pazzen 6.1) [13].

Ta6nuua 1. Ctaguu XJ1J1 no J. Binet
Table 1. Chronic lymphocytic leukemia (CLL) in J. Binet staging
system

MeauaHa
BbDKMBaeMocCTH,
mec

HOona
nauveHToB
B Aebtote, %

CrapuAa

XapakTepucTuka

F'emorno6uH >100 r/n
TpombouunTbl

A >100x10°%n, nopaxkxeHo

<3 NnmdaTnyeckmnx
obnactemn*

>120 60

F'emorno6uH >100 r/n
TpomboumnTbl

B >100x10°%/n, nopa>kxeHo 61 30

>3 numdaTnyecKmx
obnacremn*

F'emornobuH <100 r/n
nnn
YpoBeHb TPOMBOLMTOB
<100x10%n

32 10

*lumdpaTryeckne obnacTu: WerHble MMdaTnyeckue yanbl,
NnoAMbILLeYHble NuMdaTyeckme y3anbl (C 1 Unm 2 CTOPOH), NaxoBble
nmmdaTnyeckme yanbl (C 1 v 2 CTOPOH), NeYeHb, CeneseHkKa.

1.5.2. OnipenesieHyue IrpyIi pucKa

MesxayHapO/IHbIA TPOrHOCTHYECKUI uHAEKC (MITN) it XJ1J1
Ppa3paboTaH Ha OCHOBAHUHY AHA/IN34 BLDKMBACMOCTH 3472 maru-
€HTOB, BK/IIOYEHHDBIX B 8 UCCIIEIOBAHUM, KOTOPLIE IIPOBE/CHDL B
Espone u CIIIA [14]. MUHAEKC yYUTBHIBAET 5 TAPAMETPOB:

1) nammame del(17p) n/mmm myranuit TPS3;

2) MYTAaI[MOHHBII CTATyC T€HOB BAPHUAGEIBHOIO PEIIOHA UM-
MyHOr106ynmuHoB (IGHV);

3) YPOBEHD ,-MHUKPOITIOOYIMHA;

4) cragmio;

5) BO3PACT MAITMEHTOB.

Kaxgomy U3 3THX TapaMeTPOB IIPUCBOEH OGAJLI, OTPAKAIONTUI
orHomenue puckos (OP) nmporpeccun nim cMepta (Tabm. 2).
MIIHN myra XJUI TO3BOMAET PACIPEAEINTD MTAIUEHTOB 110 4 I'PYyII-
[1aM: C HU3KHUM PHUCKOM nporpeccuposanus (0—1 6amr), ¢ npo-
MEXKYTOYHBIM PUCKOM IIPOrPECCUPOBAHUA (2—3 6ajLIa), C BBICO-
KHM PHUCKOM ITPOrPeCcCUPOBaHus (4—6 6AIUIOB) U OYEHD BBICO-
KM DPHCKOM mnporpeccupoBannsa (7—10 6amros). O6mas
BBIKHBAEMOCTb (OB) B 3THX IpyIax nmpuBesieHa B pasjeie 6.2
JIAHHBIX peKoMeHanui. Mmerorcsa JanHsie o ToMm, yro MIIN
[IO3BOJIAET CTPATU(PULIUPOBATD ALMEHTOB B peruause XJUL

Ta6nuua 2. MeXxayHapoAHbI NPOrHOCTUYECKUIA MHAEKC

Table 2. International Prognostic Index

MapameTtp OTpuuaTenibHOe 3HaYeHue OP Bannbi
TP53 (17p) Oeneumna/mytauma 4,2 4
Cratyc IGHV Bes myTaunin 2,6 2
VYpoBeHb

B,-MuKpornobynuHa, >3,5 2,0 2
mr/n

Crapguna B/C no J. Binet unu -1V no Rai 1,6 1
BospacTt >65 net 1,7 1
Bo3mo)kHble 3Ha4YeHUA WKanbl 0-10
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1.6. KnuHuyeckana KkapTuHa 3abonesaHuA
WJIN COCTOAHMA (rpynnbl 3a6osieBaHUA
WM COCTOAHUN)
3aboneBaHne MOXKET MPOTEKATH HECCUMIITOMHO WX IIPO-
ABJIATHCS TUM(PaJCHONATHEH, YBETMUEHUEM MUH/AIMH, CILUIE-
HOMETAJINEH, TEMATOMETANNEN U HECTIEITU(DUUECKUMH CUMITTO-

https://doi.org/10.26442/18151434.2020.3.200387
2. AnarHocTtuka

Kpumepuu ycmanoénenus ouazno3a,/CoCimoAHUA

s nocmanosxu ouazrnosa X1 mpeoyromcsa oouutl ananus
KPOBU U UMMYHOPEHOMUNUYECKOR UCCNeO08AHUEC C UCIONB3O0-
BaAHUCM MHO20UBCMMHOLL TPOMOUHOLL UUIMOMEMPULL, KOMOPOe
NPeonoumuIme/bHee 8binoaHANb N0 KPOBU.

Auazrnocmuueckue kpumepuu XU (Bcemupnas opzanusa-
yua 30pasooxpanenus, 2016) [15]:

* MBKII>5000 6 1 mxn xpo6u;

» genomun CD19+, CD5+, CD23+, CD79b+dim, CD20+dim,
CD22+dim, sIg dim, CD81dim, CD160dim;

° pecmpuryus nekux yenett (kK oo A);

* >30% AUMPDOUUIMOB 8 KOCIHOM MO32€;

* ouazro3 XJIJI He YCmaraeaueaemcsa npu Harudun yumone-
HUU UNU CBA3AHHBIX C 3A00NIe6AHUCM CUMIIMOMOS NPU KO-
yecmee MOHOKIOHANLHbEX B-umgpoyumos <5000/ mx.
Jluazno3 ycmanaenusearom npu viaereHun 6 kposu >5000

B-numgpouumos 6 1 min nepugpepuneckori Kposu npu Yeaosul,

UIMo AUMPOUUMO3 coxpanaemcs bonee 3 mec. KnonansHocmao

B-numgppovyumos 00naucHa 0viims no0MmMeepucoerHda ¢ noMOoUsbIO

UMMYHOPEHOMUNUPOBAHUA.

JIMJT Ouazrnocmupyemcs npu Haauvuy aum@baoeronamul,
U/ UM CNALCHOME2AIUU, U/ U UUINMONCHUU, BbL36AHHOLL NOPA-
JCeHUeM KOCMH020 MO32d, NPU YCI08ULL, YN0 AOCOOMHOE HUC-
J10 MOHOKAOHANIbHBIX B-Um@Poyumos 6 kposu 1e npesviiiaen
5000 6 1 MK HMMYHOUCIMOXUMUMECKULL (DeHOMUN O1YX0/e-
8ouix B-numgpouyumos coomsemcemeyem XL Juazro3 0onxcer
6616 100MEepIcOer OUONCUCTL NUMPATNUHLECKO20 V3/id, KOCH-
1020 MO32a UL NOPANCCHHO20 OP2aMA.

2.1. XXano6bl u aHaMmHe3
e Bcem manuenTam ¢ nogospenueM Ha XJUI, a Takke BceM ma-
LUEHTAM € BepU(PUIINPOBAHHBIM XJIJT IpU KKIOM IIPUEME Y
reMaToNord PEKOMEHYEeTCA COOp aHAMHE3A U KaJI00 1Tpu
3260/1€BAHUAX OPI'AHOB KPOBETBOPEHHUS 1 KPOBU /U1 OLIEHKU
COCTOSIHUS TALIMEHTA, 4 TAKXKE JUIS BBIABICHUS (DAKTOPOB, KO-
TOPBIE MOI'YT OKA34Th BIMAHUE HA BBIOOP JI€YCOHOU TAKTUKU
narenTa [12, 16].
VYpoBeHb yoeauTeabHoCTH pekomenganui (YYP) - C
(YPOBEHB JOCTOBEPHOCTH JOKA3ATEABCTB — Y/ - 5).
KoMmmeHTapHH: 1)1 cOOpe anammeda Heoobxooumo ymou-
HUMb HALUMUEe 6 CeMeliHOM andamiesde 3a001e6anUll OPeanos
KpoBemeoperus u Kposu. 2Kanobor mozym omcymcmeosams, u
mo20a NPUSHAKU 3a00/1e6aHUL BbIAGTAIOMCA NPU CAYHUALIHOM
obcnedosaruu. Moxcem Obims 8bLA6/1HO 6ECCUMNIMOMHOE Y6e-
JUMeHUe IUMPAMUHECKUX Y306 J10001L nokanusavuu. Mozym
npucymcmeosams 1100ble Acanodbl, C6A3AHMHbIE C 606/1eHeHUeM
opzarnoe u mrxaneil. I[lpu coope icanob ocoboe sHumare He-
00X00UMO YOCNUNG BbIABLCHUIO HECNeUUPUUECKUX CUMNINO-
MOB uHmoxcuxayuu (memnepamyper meaa >38°C 6onee 2 Heo
1n00PA0 6e3 NPUSHAKOE B0CNANCHU, HOUHBIX NDOPYIHBIX NO-
mos; noxyodenus na 10% macco mena 3a nocreonue 6 mec).

2.2. dusukanbHoe o6cnefoBaHue

e Becem manueHTam ¢ nogospenuem Ha XJUI/JIMII niu BbI-
apiaeHnbiM XJUI/JIMJI npy HNepBUYHOM WIM ITOBTOPHOM
IpueMe, KOHTPOJIBHBIX OOCIE/IOBAHUAX U MOJIO3PEHUN HA
PELUINB/IPOTPECCUPOBAHUE 3200JICBAHUSA PEKOMEHY-
€TCsA BBIITOTHEHUE BU3YAJIbHOT'O TEPAICBTUYECKOIO OCMOTPA,
TEPANEBTUYECKON MAJIBIAIMH U TEPANEBTUYECKOIN AyCKYJIb-
TALMU [T YTOYHEHUSA PACIIPOCTPAHEHHOCTU 3200I€BAHNA 1
OLIEHKHU COCTOSIHUS MAIIMEHTA, B TOM YNUCJIE OT/IEJIbHBIX Opra-
HOB U cucTeM [12, 16).

YYP - C (VAL - 5).
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MaMHy, OOYCIOBJICHHBIMU dHEMHUECH (YTOMJIAEMOCTD, HEJJOMOT'a-
HME), MUMMYHOCYIIPECCUEN (IIPUCOEAUHEHUEM HH(PEKIIMOHHBIX
OCJIOKHEHUH), MHTOKCUKaLei (B-cumnroMaMu — TemMnepary-
poii Tena >38°C 6osee 2 Hes noapss 6€3 NPU3HAKOB BOCIAJIE-
HUS, HOYHBIMU IIPOMY3HBIMU IOTAMH, OXyAcHHUEM Ha 10%
MACCHI TeJIa 32 TOC/IeAHNE 6 MeC).

KoMMeHTapui: 1npu ocmompe Heobx00UMo OUeHUms 00-
wyee cocmosnue navuerma no wrxdne ECOG (cm. Ipunoxcernue
I'1), a marace 0Ocmompemo MUHOANUNGL U 1OTIOCIbL PMd; NAJIb-
nayus 00NACHA BKAIOUAMS 6 Ce0s NANLNALUIO 6CeX 00CMYN-
HbLX 2DYNN Nepupepureckux IUMPamudeckux Ynos, neueHit,
Cene3eHKu.

2.3. labopaTopHble gMarHOCTUY4ECKUe uccrnepoBaHua

2.3.1. JIaGopaTOpHBIE HCCIECTOBAHUS /LI OIIEHKH

00IIEro COCTOAHHUSA IAI[HEHTA

e Bcem nmanueHTtam ¢ nopospenuem Ha XJUI/JIMII wnn BbI-
apjeHdbiM XJUI/JIMJI npy mepBUYHOM WIA ITOBTOPHOM
MIPHUEME, OIIEHKE PEMUCCHN YEPE3 2 MEC MOCJIE 3aBEPIICHUS
TEPaluu, IPU KOHTPOJIBHBIX OOCICAOBAHUAX U IIOJO3PCHUN
Ha peLUINB 3200/IEBAHNUA PEKOMEH/YETCSA BLIIIOJIHUTD Pa3-
BEPHYTHIA KIMHUYECKUM aHAIM3 KPOBU C OIpEJEIeHUEM
YPOBHA I'€MOIJIOOMHA, KOJTMYECTBA SPUTPOIIUTOB, TPOMOOIIN-
TOB, JICHKOIIUTOB, ITOACYECTOM JICHKOIIUTAPHOU (DOPMYIIBI U
KOJIMYECTBA PETUKYJIOLUTOB /I BEPU(PUKALIUN AUATHO3A,
YTOUYHEHMsI AKTUBHOCTU 3260JI€EBAHUS, OIIPEIETICHUS BO3MOX-
HOCTH IIPOBEACHUS TCPANIUU U/WIH (B CJIy9d€ paHEE IIPOBE-
JICHHOI TEPANNN) — PA3BUTHA HEKEJIATC/IbHBIX ABJICHUN
nedenwus [12, 16].

YYP - C (VAL - 5).

KoMMEHTapHM: 6 OKPAUeHHbIX npenapamax nepugepii-
yeckoti kposu xaemxu XJUI umerom mophonrouio manelx
JUMPOUUMOEB C YIKUM 0O00KOM UUMONAAZMbL, NIOMHBIM A0~
DOM, 21610UAINBIM XPOMAMUHOM, 63 OMUCTNIUE020 AOPLIULKAL.
Peace ecmpenaemcs mophonous aKmueupO8arHvLx JUMGPo-
Uumoe — ¢ bonee WuUpPpoOKUM 0600KOM UUMONIAIMbL CUHE20
ysema unu Kpaesoti bazogpunueti. Cpeou IUmM@POoyumos 0Koa0
5% M02ym cOCMAanams amunuyHsle Kiemnu (¢ pacujenneH-
HbIMU, CKAAOHAMBIMU A0PAMU), 4 MAKICe NPONUMPOUUNTLL —
bosee KpynHoLe KIemri ¢ HepasHoMepPHo PAacnpeoeiertoim
xXpomamurom 6 aope, 1—2 HyKaeoiamu, ¥imo He npomueope-
vum ouazno3y XJUI. [na XIUI xapaxmepro eviaenerue 6 Kpo-
8U paspyuterHoLX Kaemox — meneii [ymnpexma. I[Ipu eviaee-
Huu 6onee 55% npoaum@pouumos 6 Kposu OUa2HOCMuUpPYom
npoaumpboyumaprlil 1etKos, sapuanim komopozo (B- unu
T-Knemounbslil) YCmanasaueaemcs npu UMMYHOPeHOmuUnL -
posanuu [16].

e Bcem nanuenTam ¢ XJUI/JIMJI nepes; npoBeIeHUEM IIPOTHBO-
OIYXOJIEBOU TEPATINHN JIIA OIICHKH OOIIETO COCTOSHUA, OTIpe-
JIEJICHUS. HEOOXO/JMMOCTH MPOBEICHUS CONYTCTBYIOIIEH WIN
COIPOBOAUTEIBHOM TEPANIUU WIN PEAYKIIUU JI03 IPEIAPATOB
PEKOMEHYETCA BBIIIOJIHEHUE CIEAYIOMUX J1A00PATOPHBIX
UCCIEIOBAHUM:

* GUOXMMHUYECCKOTO OOIETEPATIEBTUYCCKOTO AHAIN3A KPOBU
(OnpeAENsOT YPOBEHDb JIAKTATAECTHAPOTEHA3b], MOUYEBOM
KHCJIOTBI, MOYEBHUHBL, KDEATUHUHA, OOIIEro 6¢€/IKa, a1b0y-
MHHA, OMINPYOHHA,

* ACMAPTAaTAMHUHOTPAHC(HEPA3BI, ATAHMHAMUHOTPaHCpepPa-
3BL, IEIOYHOM (POCGATAZDL, KA, HATPUSA, XJIOPA, KAJIbLIUA,
B,-Mukporiobyanna) [12, 16];

® KOAr'yJIOTPaMMBbl (OLPEAEIAIOT YPOBEHb IIPOTPOMOUHA,
pubpuHorena, antuTpom6uHa III, mazmuHoreHa, D-aume-
Pa, MEKIYHAPOAHOE HOPMATU30BAHHOE OTHOIICHHUE, AKTH-
BUPOBAHHOE YACTUYHOE TPOMOOIUIACTUHOBOE BpPEMH,
TPOMOUHOBOE BPEMS), TPAMOTO aHTUITIOOYIMHOBOTO TECTA
(mpsamMort mpo6s1 Kym6ca) U1 yTOUHEHNSA HATMYINA TEMOTH-
TUYECKUX OCokHeHuit XJUI [12, 16];

* 06IIEro (KTHHUYECKOTO) aHATi3a MouH [12, 16).

YYP - C (YO - 5).
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2.3.2. JIaGopaTOpHBIE UCCACTOBAHMS IS BepH(HUKAITHH
JHArHO3a H OLI€HKH IIPOIHOCTHIECKHX (haKTOpOB

e IIpu nopo3penny Ha XJUJTy MalieHTOB € YUCIOM B-mumMorin-
TOB >5000 B 1 MKJI pEKOMEHYETCs BbIIIOJIHUTb UMMYHOpE-
HOTHUIIHPOBAHUE TUM(MOLUTOB KPOBU METO/IOM ITPOTOUYHOM
IITO(MIYOPUMETPHUH C IIETBIO BEPU(PUKAIINAY TUATHO3A [17].
YYP -B (YOI - 2).

KommenTapum: ouazros X/IJI ycmanaseiuearom npu 6oi-
aenernuu 25000 B-rum@bouumos 6 1 min nepugbepuneckori kpo-
64 NPUL YCNOBULU, HINO JUMPOUUIMO3 COXParaemcs b6oee 3 mec.
Knonanvrocmos B-mumgpoyuimos 00axcHa 0biins no0meepicoeHa
C NOMOULBIO UMMYHOPEHOMUNUPOBAHUA. Pexomeroyemas 0
ouaznocmuru XJIJI MUHUMANHAS OUAZHOCINUYECKAS NAMHe/lb
00IACHA BKINIOUAMDL CNedyrousue maprepol: CD19, CD5, CD23,
CD20, k, A. B xauecmese 00NnONHUMENbHBIX OUAZHOCIMUYECKUX
mapkepos  pexomernoyemcs ucnoav3osams CD43, CD200,
CD79b, CD81.Yacmo pexomeroyemvle, HO HeobA3amebHbLe 015
OUAZHOCIMUKY 1 MOHUIMOPUPOBAHUS ONYXONCE0LL NONYAAUUU
XIUT maprcepo: CD22, FMC7, CD38. Knaccunecxuil gperomun
wnemox XJUI xapaxmepuszyemcs dxcnpeccueri B-knemourioix
anmuzernos CD19, CD20, CD22, CD79b 6 couemanuii ¢ «T-Kne-
mounsim» maprepom CD5 u axmusavuormsim maprepom CD23.
Onyxonesoie Knemxi SKCnpeccupy1om 00un mun 1e2Koli ueni
UMMYHONI00YNUHO8 — Ig (K b0 A). HHmeHcueHocms IKcnpec-
cuu B-nemounix anmuzernos (CD20, CD22, CD79b), a maxoice
nosepxrocmmuix Ig na xknemxax XJIJI nudice, wem na Hopmaib-
HbLX B-aumgoyumax. 1em He meree MoNCHO 6CIpemums Hemd-
J10 CYHAeS, KO20a (PeHOmLUI O1YX0NeEbIX KNLeIOK He 810NHEe CO-
omeemcmeyem XJUI
e [Tpu nogospennu Ha JIMJTy MarueHToB 6€3 KIIMHUYECKOTO JINM-

(po1TO32 B KPOBH, A TAKKE Y MAIUEHTOB C MOJJO3PEHUEM HA

TPaHCHOPMALUIO PEKOMEHYETCA BbIIIOTHUTD OUOIICHIO JINM-

(paTruecKoro ysna (oyara OPAKEHUA) U IIaTOJIOTOAHATOMUYC-

CKOE HUCCTIEIOBAHUE OUOTICUIHOTO (OIEPAIMOHHOIO) MaTepHa-

J1a TUMQATHIECKOTO y371a € TPUMEHEHUEM MMMYHOTMCTOXUMH-

YECKUX METOJIOB /ISl BEpU(bUKAI i iartHo3a [12, 16, 18].

YYP - C (YAA -5).

KoMMEHTAPHH: 6 2L/CIMON0UMCCKUX NPenapamax mopghono-
2uneckuti cybcmpam npeocmaener OuPpdysHoim Pocmom He-
OOMBUUUX TUMPOUOHBIX KCMOK C OKPY2IbIMU A0PAMU, KOMKOB-
MBIM XPOMAMUHOM, O3 OMUeMIUBbIX A0PbleK. B cpe3ax mia-
MU UMPAMUYECKO20 — Y3d — HEPEOKO  NPUCYMCmeyom
POANUIYIONO000HBLE CIMPYKIMYPbL — NCEBO0PONIUK)IbL, MAK
HA3bIBACMBLE 30HbL POCINA, NPEOCNABNICHHbLE YEC/IUHUCHHBIM KO-
JUHECBOM NAPAUMMYHOOJIACINOS, KeMOK ¢ MOpghonozueli npo-
JUMPOUUMOB C PASIUHUMBIMU AOPBIUKAMU. [lemanbHoe onuca-
HUe MOPPHON0UMCCKOLL KaPMUHbL 0AemCsl 8 COOMBEMCMBYIOUUX
pasoenax pexomernoavuti. [Ipu npozpeccuu XJUI pasmep amux
1Ce800PONIUKYN08 YBeMUHUBACITNCA, OHU MOZYM CUUBAINLCA.
Y 3-5% nayuenmos ¢ XJUI u JIMJI paseusaemcs ougpgdysnas
B-xpynnoxnemovHas aumgpoma unu aumgboma Xooxnckura. [1o-
Aenenue KPYnHoxaemouHot aumgpomot na gore X/U1 nasvisaem-
ca curopomom Puxmepa. ITosgnerue aumgpomor X00MKUHA Ha
pore XU nasoiéaemcs X00HKUHCKOL mparcgpopmavueri. Bo
8CeX CYHAAX IOKASLHO20 ObICMPOZO V8EAUHCHUA IUMPAmue-
CKUX Y3108 UL CYULECIMBEHHO20 UIMEHEeHUS KIUHUYECKOL Kap-
murbL 601e3HU (NOAGNIeHUA B-CUMNIMOMO8 — 6He3anHoll nomepu
MACCHL Mend, HOUHOLL NOMAUBOCINU) HEOOXOOUMO BbINOSIHUNG
OUONCUIO IUMPAMUUCCKO0 Y3/Id, KOCINHO20 MO320 UL IKCIPa-
HOOANBHO20 OUaza. CUHOPOM Puxmepa KoHCmamupyemcs moio-
KO Ha OCHOBAHULL 2UCINONIO2UHECKO20 UCCTLeOOBAMUA.

e TlaruenTaMm ¢ nogo3peHneM Ha XJUJI/JIMII uist OLIEHKH O0O'be-
Ma IMOPAXCHUA KOCTHOTO MO3I'da U COCTOAHUA OCTAJIbHBIX
POCTKOB KPOBETBOPEHUA, UCKIIOYEHUA TIOPAKEHNA KOCTHOTO
MO3I'a IPYTUMH OIYXOJAMU U UHMPEKIUAMMU, 4 TAKKE /IS MO-
JIYYEHHNS UCXO/THOTO 06Pa311d KOCTHOT'O MO3T'd, HEOOXOJUMO-
'O Ul CPAaBHEHUA C OOPA3LIOM, IIOJIyYEHHBIM I10CJIE IIPOBEE-
HUA TEPATIUH, PEKOMEHTYEeTC:

1) monyyenune UTOJIOIMYECKOIO MPENapaTa KOCTHOI'O MO3Tra
MyTEM MYHKIUU (CTEPHATBHON MYHKIIMH), IIUTOIOTHYECKOE
(MuenorpaMma) ¥ UMMYHO(MEHOTUIIMYECKOE (METOJOM IIPO-
TOYHOI ITUTOMIYOPUMETPUN) UCCIEJOBAHUE MA3KA KOCTHOT'O
MO3ra 60

2) MOJIY4EHUE TUCTOIOTMYECKOIO NIPENAPaTa KOCTHOI'O MO3-
ra (TpenaHoOOGHOIICHS), MATOJIOTOAHATOMHUYECKOE UCCIIEN0BA-

HHE OHMOIICUIHOIO (ONMEPAIMOHHOIO) MaTepHUala KOCTHOTO
MO3ra ¢ HPUMCHCHUCM UMMYHOT'UCTOXUMUYCCKUX MCTO/JOB B
CIEYIOMUX Cydasax [17]:

* 1IEpE]] HAYAJIOM TEPAIUH Y NAIIUEHTOB, PAHEE HE IPOXO-

JIUBIIHNX €€ (HEOOA3ATENBHO, HO JKETATEIBHO);

* [IPU NOJO3PEHUU HA TPAHC(HOPMALIHIO.

YYP - B (YA - 3).

KommenTapum: 2ucmonouveckuti ouazrnos X1 ycmanas-
JIUBACINCA NPU HATUMUL 8 KOCIHOM MO32€ OUPP)3HO20 IUMGPO-
UOH020 nponugpepama u3 MOHOMOPPHBIX KAEMOK HeOOIbULOZ0
pasmepa ¢ oxpy2noimi A0PAMU, KOMKOBAMBIM XPOMAMUHOM, 8
3A8UCUMOCITILL OM YCTIOBULL (PUKCALUUL — C HEOMHEINMIUBLIMIUL 0-
pouriramit uau 6e3 Hux, ¢ MOHKOCIMEeHHbIMU COCYOAMU KA~
JIAPHO20/BEHYAAPHO0 Ny 00bIUHO PA3POIHEHHO PACNON0NCe-
HblL KPYNHbLe KACMKU ¢ MOPPON02UeLE NAPAUMMYHOONACINOS,
UM020d NPUCYMcmey1om 1cesooPONMKY 6L (Nporugpepamus-
Hole yermpoL). IIpu UMMYHOZUCIOXUMUHECKOM UCCe008aAHUL
JUMPOUOHBLLL npoaUdepam xapaxmepusyemcs Ixcnpeccueri
CD20 (2emepozeritdsn 1o UHMeHCUSHOCIU, NPEUMYU4ECINEEHHO
anabasn memopannasn peaxuus), CD79a, IgM, a0eproii sxcnpec-
cueli PAX 5,LEF1 (a0epnas pearxuus), kodxcnpeccueri CD5 (mem-
6parnnas peaxyusa) u CD23 (membpannas peaxuus), CD43 npu
omcymemeuu dxcnpeccun CD10, BCL-6, Gyclin D1. Dxcnpeccus
LEF1 (n0epras sxcnpeccus) 6oiee UHmeHCUBHO GbiPalNCeHdA 8
KeMKAX NPOAUPEPAMUBHBIX UCHMPOB, 8 KACMKAX C MOPGPHON0-
2ueti nponumgpoyumos. Ui kiemox nposiugphepamusbix uemm-
P08 xapaxmepua o6onee unmencusHas sxcnpeccus CD20, Igh,
LEF 1, unozoa wacms kaemox nce600poanuK)ynios (nporugepa-
MUBHbIX YyeHmpos) axcnpeccupyem cyclin D1 (crabasn soepHas
pearyus). Hnoerc nponugpepamushori axmusrocmu Ki-67 ne-
BLLCOKULL, 00bIYHO COCMABNAC 5—15% NOUMUBHBLX KIeMOK 8
30HAX OUPPY3HO20 MENKOKACMOUH020 Unpuasmpama. IIpu um-
MYHOUCTIOXUMUHCCKOM UCCILCO0BAHUL HA NAPAPUHOBOM M-
mepuane modxcem — omcymcmeosams  dxcnpeccus  CD5
(00 20-25% cnyuaes). Dxcnpeccueri BCL-2 xapaxmepu3yomca
6ce BaAPUAHMbL MEIKOKICMOUHBIX B-KAemouHbix aum@pom,
rxoaxcnpeccus IgM u IgD xapaxmepha 075 AUMPOUUMAPHOLL
JUMPOMbL U IUMPOMbL U3 KeMOK manmuu. dxcnpeccus LEF1
XapaxmepHa ons UMPOUUMAaPHOU IUMPOMbL C MParcehopma-
yuett 8 oupgPy3sHy10 B-Kaemounyio KpynHoKaemouHyo aumgpo-
my (curopoma Puxmepa) u no3eonaem nposecmu ougpgpepen-
yUanvry1o ouaznocmurxy ¢ CD5+ ougpgysnoii B-rxnemourotl
KDYNHOKACMOYUHOU IUMGPBOMOLI.

Tonyuenue 2ucmono2uneckozo npenapama KocmHozo Mo32a
(mpenarnobuoncus Kocmmo20 mo3za) ne mpeoyemcs 071 noo-
meepacoerus u popmyauposanus ouazroda XJU1/JIMIL

Buoncus Kocmmozo mo32a A6/1Aemcs HeOOA3AMebHOLL HO Jice-
JamensHolL npoyedypoti nepeo Havanom mepanuu. XJIJ1 Hepeoxo
couemaemcs ¢ OpPy2uM ONyXOonAMU, KOMOPbLe MOy MeImacma-
3UPOBAMb 8 KOCINHbLL MO38, BLIAGANCA MOILKO NPU OLONCuLL U
oavice bblmes NPUMUHOLL YUMONeHuU. FMmyHoxumuomepanus
(UXT) 6 ¢pnyoapaburcooepiucayem pewcume Hepeoxo Ocnodic-
Haemcs yumonerueil. Hanuvue ucxooHoz2o oopasya KocnmHozo
Mo32a no3eondgem oupeperyuposams npozpeccuposarise,
anaasuo, Pa3eumue Muel00UCHAACIULeCKO20 CUHOPOMA/OC-
D020 MURTIOUOHO20 JICLIKO3A, GYMOUMMYHHBLE YUIMONCHUU.

e Bcem nauuenTtam ¢ XJUI/JIMIT nepen Hadanom 1-1 U BCEX
MOCJIEAYIONUX TUHUH TEPATTNY PEKOMEH/YETCS ITPOBE/IC-
HHUE MOJIEKYJIAPHO-IIUTOTEHETHYECKOIO HCC/IEAOBAHUSA C
IIPUMEHEHUEM METOZA (PJIYOPECHEHTHON TUOPUIU3ALIUNA
(FISH) Ha penenuio 17p u onpejeneHue Myranuii rena TP53,
a Tarke (IpU HAJTUYUM BO3MOXKHOCTH) Ha +12; del(11q),
del(13q), del(17p) ana ompejaeneHUs TPOTHOCTUYECKON
TPYIIIBI ¥ BRIPAGOTKN TAKTUKY JIeUeHus [14].

YYP - A (YOI - 2).

KommenTapum: oenevus 17D AGnAemcs 1a6HbiM UUimo2erHe-
MUHCCKUM MAPKePOM, HeNnoCHeoCmEeHHO &IUAIOUUM HA epa-
nesmuHecKyro maxmur). Pexomernoyemcs npoeooums CKpuHumez
Ha oeneyuro 17Dy 6cex navuueHimos, UMeroujux nOKA3amnus K Ha-
Yamy mepanus, u/unu npu HeaghHeKmusHocmu CmaHOapmmol
mepantu, 0CO0eHHO Y NAUUEHNOE MOA0JNCe 55 Jiem, Y KOMOopblx
Moocem 6bimb NPOBEOCHA AJIOZEHHAA MPAHCIIAHMAYUAL.

B nacmosuyee epems 61az200apsa memooam 21Y00K020 cexee-
HUPOBANLLAL YCMAMHOG/IEHO, Y10 OONLULUHCIMGO CIYHAes pedpark-
meprocmu 00ycnoanero ympamoii TP53 aubo 3a cuem oeneyuu
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6 couemanul ¢ Mymauuam, oo 3a cuem mymavuii 2ena. Io-

amomy cezoons eunonnenue FISH na oenevyuro 17p neoocmeai-

mouro. /s mo20 umobb, udeHmuduuuposams Hauboaviiee

YUCIO NAUUCHIMOB C YCMOLMU80cmuto Kk UXT, Heobxooumo max-

Jce uccnedosams mymavuu TP53. Hanuwue mymavui KoHcma-

MuUpPyemcs, ecul Hucao Kaemox cmymavueti npesoiuiaem 10%.

e Bcem nanpenTam ¢ XJUI/JIMJI HAa MOMEHT yCTAHOBJIEHUS JIU-
ArHO3a PEKOMEHIYeTC OlIPe/Ie/IEHUE MyTaluy reHos IGHV
U1 yTOYHEHUA IIPOTrHO3a 3a00/1eBaHus [14].

YYP - A (VO[T - 2).

KommenTapum: wymauu 2e1o6 IGHV umerom npozrnocmu-
weckoe 3Haverue. B Hacmosuee 6pemsa npozHo3 ) nauueHmos ¢
X/ ouenusarom no MIIH ons XJUI (cm. pazoen 5.1). Hnoexc
mpeoyem oyeMKu YPOBHSL By~ MUKPOI0OVAUH, MYMAUUOHHO20
cmamyca IGHV, a marxce yumo2eHemunecko2o Uccieo08aHusl.
Onpeoenerie amux noKa3ameseri HenamevHo. Y nayuermos
¢ mymayuamu IGHV 6e3 @axmopos HeONazonpusmuozo
npoenosa, oocmuuiux MOB-nezamuenoll pemuccu nocie
3 YUKI08, BO3MONCHO COKPaLEHUe O03UPOBOK NPenapamos Uil
yucna yurnos FCR. IIpu smom pemuccui y 0anmoli pynnet nd-
UUEHINOB CIOJb e ONuUmestvHot. C Yuemom 6biCOKOU ungpop-
MAMUBHOLL UCHHOCIIU 8 OMHOUWEeHUL DeMeHL 00 mepanuil,
agppexmusnocmu UXT, epemerit 00 Peuuousa mymaruoHHlil
cmamyc zeno8 IGHV pexomeroyemcs 1o 603MONCHOCIU Onpe-
0enamos, OOHAKO 0AMHOe UCCNeO08aHUe He ABNAeMmCs 0043a-
MEIHBIM 8HE KMUHUHCCKUX UCCICO0BAHULL.

o Bcem maruenrTam ¢ XJUI/JIMIT yepes 6 Mec mociie 3aBepiie-
HUA JICUCHUS PEKOMEHAYETCA UMMYHO(DEHOTUIIUPOBAHUE
GHOJIOTMYECKOI'O MAaTEPHUATIA METOJJOM IIPOTOYHOM ITUTO(ITY-
OPUMETPUH ISl BBIABICHUS MAPKEPOB MUHUMAIbHOM OCTA~
ToYHOM 6051€3H1 (MOB) npu remo6;1acTo3ax [19].

YYP - A (YOI - 2).

KoMMeHTapHn: npu punaiviotl oyenke dgpgdexma nocie
sasepurernusa UXT MOB no36oasaem npozHo3uposams 6pems 00
pevyuousa u OB. BonbuuHcmeo npo2HOCIMUYECKUX cxem 1o-
cmpoero Ha oyerke MOB 8 Kpo8it, 00HAKO UCCICO0BAMIUE KOCHT-
1020 MO32a N036015em 00CmosepHo noomeepoums MOBL-neza-
MUBHYIO NOAHYIO PeMUCCUIO.

HeoonoKpammo noka3ano, 4o KoaudecmeeHmas xapaxme-
pucmurxa MOB 6 Kposu no 3asepuierui mepanuu koppemupyem
C BLIICUBACMOCIIBIO U TIOINOMY MONCCI UCNONB30BAMBCA KAK
PYK0800cmeo x oeticmeuro. Ocmamounas nONYAAYUS KIemox
XII 6 kposu > 1% npeoseuyaent parmuil Peuyuous u moxcem cy-
ACUMB OCHOBAMUCM OS5 CMeHbl mepanuu. Ocmamoyunas no-
nyaauus kremox X1 6 xposu 0,90-0,01% xaparxmepusyem
2Pynny nayueHmos ¢ MeouaHoli 8viicusaemocmi 6es npozpec-
cuposanus (BBI1) 0xono 3 iem; y 3moti Kame2opuiu nauuernmos
MOJNCHO PACCMAMPUBAIMSE B03MONCHOCML 11000CPICUBAIOU4CLE
mepanuu. Ocmamounasn nonyaiyus xnemox X1 6 xkposu
<0,01% ceudemenscmeyem o 8biCOKOLL 86ePOAIMHOCINUL O/IUMENb-
HOLL pemuccu (>5 em,).

Tocne mpancnaaumayuil anlo2eHHbIX 2eMONOIMUUCCKUX
cmeonosulx kaemok MODB onpedensemcs kaxcovle 3 mec 6 meve-
Hue 2004 U 00 HACMYNACHUS DeUUOUEA.

2.3.3. Ipyrue o6sa3aTeIbHbIE 1a00PATOPHBIE
HCCIETOBAHHA

e Becem nanuenTtam ¢ XJUUI/JIMII nepej; nposejieHueM 1-i -

HHUM ITPOTHUBOOYXOJIEBON TEPATTNN PEKOMEHAYETCA OIpe-

JieJIeHe OCHOBHBIX I'PYII KPOBU 11O cucteMe ABO, onpesene-

HUe aHTureHa D cucreMsl pesyc (pesyc-(hakropa), onpejere-

HHUEe PEHOTUITA AHTUT'CHOB 3PUTPOLIUTOB JUIA BO3MOKHOCTH

BBIITOJIHEHNA TEMOTPAHC(Y3UHU TP HUINYINHN TIOKA3aHUH JI0,

BO BPEMsI WJIN TI0CIIE Tepanu [16].

YYP - C (VAL - 5).

Bcem marmenTam ¢ XJUJI/JIMII mepes; MpOBEJECHUEM TEPATTUN

anTurenamMu K CD20 wiv u6pyTHHUO0M™ C 1IETTbIO YTOYHCHUS

PHCKA U B CJIY4A€ HEOOXOJUMOCTH MPOMPUIAKTUKN PEAKTUBA-

IIMM BUPYCHOTO TenatuTta [20] peKOMEHIYeTCA BBIIOIHE-

HHE PA3BEPHYTOI'O BUPYCOTIOIMUECKOI'O UCCIENOBAHNS JIJIs

BBIABJICHUA MAPKEPOB BUPYCA I'eNaTUTa B, KOTOpOE JOIKHO

BKJIIOYATb ONPE/IE/IEHHE:

* anturena (HbsAg) Bupyca renartura B B KpoBy;

* AHTUTE] K IOBEPXHOCTHOMY anTureny (HBsAg) Bupyca re-
ratura B B Kposy;,
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e aHTUTEN K anepHomy antureny (HBcAg) Bupyca renarura B
B KDOBH;

» JIHK Bupyca renatura B B KpOBU METOJOM IOJMMEPAZHON
LEMHON PEAKLINM (KAaYECTBEHHOE UCCIICAOBAHUE).

YYP - C (YOO - 4).

Kommenrapuu: smomy eonpocy npu X/UI yoensaemca ocoboe
sHUMANUE, NOCKONLKY Kaemiu XIUI A61A10Mcsa 00NOIHUMENb-
HbLM pesepeyapom 071 supyca enamuma B. Snavenus maprepos
supycHozo enamuma B npeocmaenerot 6 Ipunoxncerun A3.1.

e Bcem nepsuunbIM nanuentam ¢ XJIJI/JIMJI nepen nposejie-
HUEM 1-11 JIMHUM IPOTHUBOOIYXOJIEBOM TEPANMY PEKOMEH-
JyeTcsa MOJIEKY/IAPHO-OUOIOTMYECKOE UCCIIEN0OBAHNE KPOBU
Ha HUIMYHE BUPYCA NIMMYHO/E(UIINTA YEIOBEKA (Onpe/ierie-
HHE aHTuTen K1accos M, G — IgM, IgG) K BUpycaM UMMYHO/IE-
¢unmra yenosexka BUY-1 u BUY-2 (Human immunodeficien-
cy virus — HIV-1 m Human immunodeficiency virus — HIV-2) B
KPOBHU JUIsI YTOUHEHHUSI HEOOXOAUMOCTHU OJIHOBPEMEHHOI'O
MPOBEACHUA IIPOTUBOOITYXOJIEBOM U AHTUPETPOBUPYCHOM
Teparuu [16].

YYP - C (YA - 5).

Bcem manuenrtam ¢ XJUI/JIMJI Ha MOMEHT YCTAHOBJIEHUA -
ArHO34, IOC/IE KAXKA0NM UMMYHOCYIIPECCUBHOM TEPANIUU U
TIOCTIE KAKION TAKEION 6AKTEPHUANBHON NH(MEKIUNA PEKO-
MEeHAYeTCs onpe/ieieHue yposus Ig [12, 16].

YYP - C (YOI - 5).

24. MHCprMeHTaanble AunarHocTunyeckue

uccnengosaHuA

e BceMm manueHTam nepej HayanoMm repanuu XJUJI/JIMIL, npu

OIIEHKE PEMHUCCUH YePe3 2 MEC MOCIIE 3ABEPIICHUSA TEPATTUA

(ecnu UMENOoCh MOPAKEHUE TUM(PATUUECKUX Y3/I0B OOIACTU

CPENOCTEHU 1/WIN JIETOYHOM TKAHU), 4 TAKKE IIPU TI0JJ03Pe-

HHMHM H4 PEIUINB/IPOrPECCUPOBAHUC 3a60/ICBAHNA PEKO-

mMeHAyeTca BeinonHeHue KT rpyaHoi KIETKH, OPraHOB

GPIOIIHON MTOJIOCTH U MAJIOTO Ta34 (C KOHTPACTUPOBAHUEM)

JUISl yTOYHEHUS HAIAYUA U PACIPOCTPAHEHHOCTH TUMaie-

HONATHHU WUJIN OLICHKH IIPOTHUBOOIYX0JIEBOIO 3 (PEKTa, €CIn

HCCIIEIOBAHUE BBITOMHEHO B IMHAMUKE [12, 10].

YYP - C (YA - 5).

ITanuenram nepes Havanom repanuun XJUJI/JIMIIL, ecnn Bbl-

SIBJIEHBI TPOTUBOIIOKA3aHMs K KT, IpU OLIEHKE PEMHUCCHH Ye-

pe3 2 MeC MOC/IE 3aBEPHICHNA TEPANTUN (€C/TH UMETOCh TTOPa-

JKEHHE JTNM(PATUIECKUX Y3/I0B OOJIACTH CPEJOCTEHUS U /NN

JIEFOYHOM  TKAHM), 4 TAKKe IpU NOJO3PEHUM Ha

PEUINB /IPOrPECCUPOBAHNE 3d00/ICBAHNA PEKOMEHYETCA

JUI YTOYHEHUS HUINYWSA U PACTIPOCTPAHEHHOCTH TUMDaie-

HOTIATHH BBITIOIHUTD CIICIYIONMNE UCCaeaoBanms (12, 16):

* PEHTIEHOTPa(pUI0 OPraHOB TPYAHON KIETKH B 2 IIPO-
CKIIUAX,

* Y3U nmuM@paTU4YeCKuX y3/10B (IepupeprUIeCKUxX, BHYTPU-
OPIONIHBIX U 3a0PIOMIMHHBIX) U BHYTPEHHUX OPTaHOB (Op-
T'aHOB OPIOITHOM IOJIOCTH U MAJIOTO TA3Q).

YYP - C (YA - 5).

[ManuenTam ¢ nogospenueM Ha XJIJI/JIMJI 1160 € yCTaHOB-

JIeHHBIM 1iardo3omM XJIJI/JIMJL, y KOTOPBIX UMEIOTCS KIIMHU-

YeCKHe NPU3HAKU CUHApOMA Puxrepa min XOKKUHCKON

TpaHnchOpMaLuu (IIPOrPECCUPYIOMMI POCT TUMPATUIECKUX

Y3JI0B, TOTEPsT MACCHI TeNa, IEPCUCTUPYIONAS TUXOPaKa 6e3

TIPU3HAKOB MH(EKIINH, BELICOKHAM YPOBEHD JIAKTATCTHIPOTE-

HA3bl, TUIIEPKAIbLIMEMHA ), PEKOMEHYETCSA BbIIIOJIHUTD I10-

3UTPOHHYIO 3MUCCHOHHYIO TOMOTIPA(pUIO C TPUMEHEHUEM

TYMOPOTPOIHBIX PanO(QapMIIPENAPATOB I UCKIIOYCHUA

TpaHcdOpMauy 60 /I BBIABICHHUSA 30H C BEPOATHON

Tpancdopmanmer [21].

YYP - B (YA - 3).

KommenTtapum: npu snaverusx SUV<S 6eposmmnocms cum-

opoma Puxmepa cocmaensem okono 3% [22]. [na cunopoma

Puxmepa munuvunss suaverus SUV>15%. Eciu unmencueHocms

HAKONJIeHUA NPenapama oOmuemJitéo Paiuiuaencs 8 PasHolx

30HAX, HEODXOOUMO BbINOIHEHUEe OLUONCULL HAUOOIee aKMUBHO-

20 Y3114 U oHaza.

e BceM nanueHTam ¢ sepudpunposanabiM XJUJI/JIMIT nepen
HA4YQJIOM TEPATINHN I CBOEBPEMEHHOTO BBIABICHUS COITYT-
CTBYIOIIEH MATOJIOIMHU CO CTOPOHBI CEPACYHO-COCYAUCTOH,
JIBIXATEIbHON U MUIIEBAPUTEIBHOM CUCTEMBI U JIJI OTIPE/IeIe-
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HHUS HEOOXOJUMOCTH HX MNPOPUIAKTUKA WIA JICYCHUSA
PEKOMEHYeTCA BbIIOIHUTD CJIC/YIOIINE HCCIe[OBAHH [16]:
* JIEKTPOKAPANOTPADHUIO;
* 3XOKAPANOrPapHuIo;
* VIBTPA3BYKOBYIO JIONIUIEPOTPAPHUIO COCYIOB (APTEPUN U
BEH) HIDKHUX KOHEYHOCTEH.

YYP - C (VAL - 5).

https://doi.org/10.26442/18151434.2020.3.200388

3. JleueHue

Hasnadenue ¥ IPUMEHCHUE JIEKAPCTBCHHBIX IIPENAPATOB,
YK43aHHBIX B KIMHUYECKUX PEKOMEH/IAIUAX, HAIIPABJIEHBI Ha
obecneyeHne ManueHTa KIMHUYECKn 3Q@EKTUBHON U 6€3-
OIIACHOM MCJMIIUHCKOM IIOMOIIBIO, B CBA3M C YEM UX HA3HAYE-
HUE U IIPUMEHCHUE B KOHKPETHOM KIMHUYECKON CUTYAI[UU
OIIPEAIETACTCA B COOTBETCTBUM C MHCTPYKIMAMH IO IIPUMEHE-
HHIO KOHKPETHBIX JIEKAPCTBEHHBIX IIPEMAPATOB C PEATU3ALNCH
TIPE/ICTABICHHBIX B MHCTPYKIIMM MEP IPEJOCTOPOKHOCTH ITPU
UX IPUMECHECHMH, TAKKE BOZMOKHA KOPPEKIIHS [I03 C y4ETOM CO-
CTOAHMA TAITUCHTA.

3.1. NokasaHuA k Hayany Tepanuu B-knetouHoro XJ1J1
e Bcem nmanuenTam ¢ sepudunuposanusM XJIJI/JIMII peko-

MEHAYETCA HAYATIO CHCLU/I(I)PI‘{CCKOI?I TCPAITUU TOJIBKO ITPU

HAJIMYMH [TIOKA3AHUNA B COOTBETCTBUU C KPUTEPUAMU MEXKy-

HAPOJHOI paGoYeH TPYIIIBI IO U3YYEHHUIO XPOHHUUYECKOTO

mmM@onuTapHoro nerkosa — IWCLL 2018 1. (em. [Tpunoxe-

Hue A3.2) [12, 10].

YYP - C (VAL - 5).

KomMmenTapuu: 0xo0/10 30% nauuenmos umerom meoneHHo
npozpeccupyrouee meuerue XJUI, npurwem npooonncumeslo-
HOCIb UX HCUSHU OAUSKA K 00Wenonyiayuontoll. Hanuwuue ma-
KOLL 2DYNNbL NAYUEHINOE 0e/aent 000CHOBAHHOU MAKMUKY 6bl-
ACUOAMENLHO20 HAOII00eHUSA 00 NOABIeHUA NOKA3AHULL K mepa-
nuu. Tepanua X1 00MNCHA HAYUHAMGCE NPU  HAMUHUL
noxasanuti no kpumepusm IWCLL 2018 e Ilayuenmo. 6 cma-
ouu A ¢ aymoummyHHOL 2eMOSUMUHECKOLL anemuelt uu uouo-
Namu4eckori mpomoouUmoneHUUeckoll 1ypnypori O0NAHCHsL NO-
JYUAMb JleueHue 1o 1oeooy IMux 0CI0NCHeHul. Eciu aymo-
UMMYHHOC OCIIOJCHEHUE MI0X0 Omeeuaem Ha mepaniuio
KOPMUKOCMepouoamit 01 CUCMEMHO20 UCHONb308AHUSL, 603-
MONCHO npumenenue nanpaesnennoll na XU UXT. Beccumnimom-
HAsL 2UNO2AMMAI0OYIUHCMUA U HAMUYUE MOHOKIOHANLHOLL
cexpeyu camu no cebe He ANIA0MCA NOKA3AHUAMU K JIeHEHUIO.
Bolagnenue mapkepos ompunyamensHoo npozHo3a, 6 Moy Hucje
oenevus 17D, He A8NAMCA NOKASAHUCM K HAYAILY MEPAnuiL.

3.2. NepBaa nuHua neyexua XJJ1

Lenu nevernus 6 nepey1o ouepeos onpeceniromcs 803PACOM,
a mawace YuoMm U mANCeCInsvro Conymcemeyroujux 3abonesa-
HuLl (maon. 3).

Ta6nuua 3. NMoapasaeneHue Ha rpynnbl nauueHTos ¢ XJ1J1
Table 3. The subdivision of the groups of patients with CLL

Crapueckuii
Komop6uaHocTb, [EalEislECIIVeY] 3Haunman BO3pacT,
BO3pacT KOMOPOUAHOCTU | KOMOPBUAHOCTL | OpraHHble
nartonormun
HonrocpoyHasa | KoHTponb
pemuceus, Hap, 60nesHbio,
Llenb Tepanun apanuKaLma HM3KaA MannvaTtueHanA
MOB TOKCUYHOCTb

Cyugecmeyem 00seKMUBHAL ULKANG OUCHKU YUCA U TANCe-
Cmiu conymemsyrouux sabonesanuti (komopouornocmu) — CIRS
(Cumulative Illness Rating Score; cm. [Ipunoxcerue I2). B peans-
HOUL KAUHUMECKOLL NPAKMUKe OUeHKA IYMYAMUBHO20 UHOCKCA
KOMOPOUOHOCIU He mpeOyemca. B nacmosuee 6pemsa noramiue
GHAMUMASL KOMOPOUOHOCIIL> He MOodcem Oblinb 00BeKMUBHO U
80CNPOUIBOOUMO Onpedenero. B ceasu ¢ amum pacnpeoenerue
NAuUenmos Ha mepanesmudecKue pynno. nposooUmcs 1o pe-
weruIo 8paa.

2.5. Hble guarHocTuyeckue uccnegoBaHuna

e BeceMm nanuenTam ¢ XJJ1/JIMJI ¢ KoMOpOUIHOCTBIO, KOTOPAst
MOJKET IOBJIMATD HA BBIOOP IIPOIPAMMBI IIPOTHBOOIIYXOJIEBO-
TO JICUCHMS, ICPCT HAYATIOM TCPATTNN PEKOMEHAYETCA KOH-
CyJbTAlMA COOTBETCTBYIOMICTO BPpa4ya-CIICIIUAINCTA (Bpaqa-
Kap/FOJIOTA, BPA4a-HEBPOJIOTa, BPA9a-OTOPUHOIAPHUHOIOTA

uap.) [16].
YVP - C (VI - 5).
Pesynvmamosl — KPYNHOIX — KAUHUMECKUX — UCCACO0BAHULL

2000-x 20008 Y0eOUmensHo ceUOCmenbCmeYIom 0 HU3KoI 3gp-
pexmusrocmu UXT y navyuerimos ¢ oenevueti 17p. O0HaKo 3mo
YUMOEHeMUMECKOe HaP)YUleHUE BbIABIIACINCA 00 HAMANA epa-
nuw 1 -1 aunun moavko y 7% nayuenmos. Yucno nauuenmos ¢
KAUHUYECKOL pedpparmepHocmvio (npozpeccuposaruem Ha
pone nevenus unu ObiCmpoim PeyUoUeom) nPUOIUSUMENLHO 6
2 paza 6oavuie. Dmu Habaro0eHUs e 8 0CHOBY noHamua XJUT
BbICOK020 PUCKA.

Taxum o6pazom, npu nposederuu mepanuu 1 -it aurun nay-
CHIMbLMOYM OblMb PACHPeoeneHbl Ha 3 2PYNnbL.

1. K 1-1i 2pynne omnocAmcsa Mon00ble NAUUeHmoL (meHee
65 1iem) 6e3 oeneyuu 17p u/unu mymavuu TP53 ¢ Xopowum co-
MAMULECKUM CIAmycom 6e3 conymcmeyouux 3aboieeamnui.
B amoti 2pynne neobXo0UMo CIpemumscs Kk O0CIUNICeHUIO 1101
HOLL pemuccut, 10 803moIcHocmu ¢ dpaouxavueri MODB, no-
CKOMLLKY MOJIKO MAKAS MAKIMUKA MOXNCem NPUSECML K Dediib-
HOMY YBETIUHCHIUIO NPOOOSNCUMENLHOCIU IHcU3HU. OCHOBA JleHe-
MU nayuenmos amoti 2pynne. — kypcosas UXT. B noozpynne
navuermos 6e3 mymauti 2ero6 IGHV komourauus uopymurii-
6a™ u pumykcumada’ oKasandace SHawUmensHo bonee sgpgex-
MUBHOLL U MeHee MOKCUHUHOLL N0 CPABHeHUIO C percumom FCR.
Y navuenmos 6e3 mymauuti 2enoe IGHV moaxcem paccmampui-
BAMbCSL BOIMONCHOCING EPanuLL UOPYMUHUOOM™.

2. Ko 2-11 2pynne ommnocamca nayuenmast npexionto2o 603-
pacma (cmapuie 65 nem), a marxvsce MoaoObLe NAWUCHINbL CO
MHONCECINEOM CONYMCMBYIOUUX 3a00ae6anuil. B amoti 2pynne
HYHCHO CIMPEeMUMBCA K OOCTIUNCCHUIO IDDEKMUBHO20 KOHMPO-
JI5L HAO O1)XO0Nb10, U30e2as HeonpasoamrHoll MmoKCUuuHoCmu. Ana-
J102U 1YPUHOEB 6 3IMOLL ZPYnne JiyHule He UCHONb308ANb U NPU-
MEHAMb 8 PEOVUUPOBAHHBLX O03CX.

3. K 3-1i 2pynne ommnocamca nayuenimo. ¢ oeneyueri 17p u/unu
mymavueri TP53 ne3asucumo om 603pacma u KOMOPOUOHOCTIUL.
Tepanueti 66100pa Y 3MUX NAUUEHINOE ACIACMCA NPUMeHeHUe
ubpymunuba” 8 MoHopemcume. Y Monoowulx nauueHmos npi 603-
MONACHOCIU MEPANUA UOPYIMUHUOOM™ OONAHCHA CILYHCUIND 10020~
MOBKOLL K MPAHCIAAHIMAUUL AJTIO2CHHBIX CIMBOIOBbEX KeINOK.

Y nayuenmos cmapueckozo 6o3pacma ¢ op2anmoii neoocma-
MOUHOCINBIO UL IeUCHU NAIUANMUBHCAA.

3.2.1. IlepBasa munu:A nedeHud XJUI/JIMJI y manipeHTOB
MoI0:Ke 65 JIeT ¢ XOPOUIHM COMATHIECKUM
cTaTycoMm 0e3 BEIIBJIEHHOH JeienuH 17p
wrn myranuu TP53

e JTanueHTaM ¢ BepuduuuposanHbM XJUJI/JIMIT Monoxe

65 et 6e3 3HAYNMOIT KOMOPOUIHOCTH ((PUBUIECKH AKTUB-

HBIM, 6€3 TSDKETBIX CONYTCTBYIONIUX 3200JIEBAHUI, C HOP-

MaJbHOU (PYHKIIUEH NIOYEK) 6€3 Aesienun 17p Wik MyTauuu

TP53 B KauecTBe 1-i1 INHUH JICYCHNS PEKOMEHYEeTCS IS

JOCTIXREHNA peMuccun nposesieHne UXT no cxeme FCR: pu-

TykCuMa6™ — 1 nuin: 375 Mr/m* BHYTPHBEHHO KaIlE€JIBHO,

JieHb 1, mocteayonye nUKIb: 500 MI/M? BHYTPUBEHHO Ka-

neabHO Wi 1600 MI MOJIKOXKHO, AeHb 1; #dygapabun™ —

25 Mr/M? BHYTPHUBEHHO KareabpHO, JHU 1-3; #1iuknodocda-

Mu™ — 250 Mr/M? BHYTPUBEHHO KaleJIbHO, THU 1—3 (CXEMBI

PEXUMOB JieueHus CM. B [Ipunoxkenun A3.3) [23, 24].

VYP - A (YOT - 2).

KommeHTapumu: cmanoapmom mepanuiis 1-ii aunuiLy moo-
0bLX NAUUCHIMOB C XOPOUUM COMAMUHCCKUM CIMANT)COM, KPOME
navuenmos c del(17p) u/uru mymavueti TP53, aenaemcsa pe-
acum FCR (pnyoapabun™, yurxnogpocpamud®™, pumyrxcumao™).
O6roenenmvie 8 20106 2. pezynsmamot uccredosanus CLLS noxa-
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3anu, wmo 6 epynne FCR wucno biiCUSUIUX NPU MeOUaHe Hd-

6nrooenus, pasrott 5,9 2o0a, cocmasuno 78,7% no cpasHeruio ¢

606,9% 6 epynne FC (OP 0,68, 95% dosepumensriviii unmepsan —

/I 0,535-0,858, p=0,001). Meouana BBII y nayuenmos ¢ my-
mavuamu 2enoe IGHV, nonyuasuiux nevernue no cxeme FCR, ne
oocmuzryma [24]. I1pu smom pexcum FCR accouuupyemcs ¢ 6vi-

COKOIL HaACMOmMOll PA3GUMUL HENCCNAMENLHBIX ABNeHUL, 0CO-

OEHHO UUMONeHUU U UHPEKUUOHHBIX OCTI0dNCHeHULL Jletikone-

HUA U HelmPOnenus 3—4-ii cmenexu maxcecmi, Co2nacHo 0o-

wum Kpumepuam moxcuurocmu (CTC), Hadnrooanuces y 24 u

34% navyuernmos, nonyuasuiux FCR, y 25% 3agurcuposaro pas-

sumue ungpexyuti 3—4-1i cmenexu maxncecmu.

e JTanmentam ¢ BepudunuposanaeiM XJUI/JIMII Monoxe
65-70 et 6€3 3HAYNMOM KOMOPOUTHOCTH ((PU3UICCKH AK-
THUBHBIM, 6€3 TSLKEJIBIX COMYTCTBYIOMIMX 32607I€BAHMUI, C HOP-
MAJIBHOW (PYHKIIMEH ITOYEK) 6€3 Aeennu 17p uiam MyTaiun
TP53, y KOTOPBIX HE MOXKET OBbITh POBEZEH pexkuM FCR (cxe-
MBI PEKAMOB JICYEHUSA CM. B [IproskeHnn A3.3), B KAUeCTBE
1-11 iuHuKM pexomengyercs nposesienue UXT o cxeme RB
(purykcuMao6™ — 1 nuKi: 375 Mr/mM? BHYTPUBEHHO KalleJIbHO,
JeHb 1, mocneayoomue TUKIb: 500 MI/M? BHYTPUBEHHO Ka-
nesbHO win 1600 MT TIOJKOKHO, [IeHb 1; #6eH1aMyCTUH"™ —
90 Mr/M? BHYTPHUBEHHO KaIETbHO, THU 1, 2) IS TOCTYDKCHIS
pEMHUCCUN (CXEMBI PEKHUMOB JIEYEHUS CM. B TIpUIOKEHUHN
A3.3) [25, 26).

VYP - A (VAT - 2).

KoMMeHTapHH: 711D1L HeEOIMONCHOCINL 1IPOBCOCHU DeNCUMA
FCR anvmepramuenoim 6apuarimom 1-ii aunuu mepanuu mo-
acem 6bimb KomOuHayus benoamycmuna’™ u pumyrxcumaba’
(BR). B uccneoosanuu CLLI0 noxasano, umo pexcum BR menee
MoKCUHCH NO CPABHeHUIO ¢ peacumom FCR, xomsa u menee d¢-
pexmuesen. Yacmoma obuie20 omeema 6 06eux pynnax cocmd-
suna 95-96%. Meouaria BBI1 maroice 0Ka3anacs 60aviie 6 2pyn-
ne FCR (552 mec npomus 41,7 mec, OP 1,643, 95% JIH
1,308-2,064; p=0,0003). Heitmponenus u un@pexyuonvLe
ocnoncHeHus 3—4-1i cmeneru maxcecmu no CTC 3HAUUMENLHO
yaue peeucmpuposanics 8 zpynne FCR (87,7% npomue 67,8%;
p<0,001 u 398% npomus 254%; p=0,001), ocoberro y navjuer-
mos cmapuie 65 nem (48,4% npomus 20,8%; p=0,001). I1o ua-
CIMome pPa3eumus aremul tu mpomoouumoneHul, a makice
CAYHaes cmepmit, CBA3AHHOL C NCHCHUCM, 2DYNNbL CIAMUCIL-
UECKU 3HAUUMO He DAMUHAMUCs (3,9% npomus 2,1%). B uccne-
oosanuu CLLI10 noxasano, wmo 3¢ PexmusHocms Pexcumos BR
u FCR y navyuenmos cmapuie 65 aem conocmaguma [26]. B mHo-
20UCHMPOBOM POCCULICKOM UCCCO0BAHUU NOKASAHO, YINO pe-
Jcum BR pasymro b6e3onacer u 6blcoOK03PPexmuser 6 mepanuiu
1-ti munun y navuenmos ¢ X1 npu naznaverun #0enoamycmii-
Ha™ 6 003e 90 me/M? 6 KOMOUHAUUL C PUMYKCUMAOOM™ 6 003e
375 me/m? 6 1-m vyurae u 500 me/m? 80 2—6-M YUKIAX.

e [Tannentam ¢ BepuduuuposaHueiM XJUI/JIMII Monoxe
65-70 ner 6e3 3HAYUMON KOMOPOUIHOCTH 6€3 MyTaI|i re-
HOB IGHV npy HamM4InKu BO3MOKHOCTH B KA4ECTBE OTHOM U3
Onuu# 1-i1 IMHUK TEPATTUN MOXKET ObITh PEKOMEHJOBAaHA
JUIA TOCTWKEHUA PEMUCCHH TEPANNa NOPYTUHUOOM™ B MOHO-
pexnme B 1o3e 420 M1/ cyT (3 Karicy/sl) BHYTPb 1 pa3 B IeHb
JIO IPOI'PECCUPOBAHUS WIH PA3BUTHSA HEIIEPEHOCUMON TOK-
CUYHOCTU WIX B KOMOUHALIMHU C PUTYKCUMAOOM™ (UOpyTH-
HUO6" — 420 mr/cyT (3 Karcy/ael) BHYTPb 1 pa3 B JIEHb, €XKe-
JTHEBHO; #PUTYKCUMA6"" — 50 MI'/M? BHYTPUBEHHO KaIl€/IbHO,
nesb 1 muxia 2; 375 Mr/M? BHyTPUBEHHO KaIll€IbHO, JICHb
2 nuxia 2; 500 Mr/M? BHYTPUBEHHO KaneabHO mwin 1600 mr
MHOIKOXKHO, IEHb 1 IIMKJIOB 3—7, JIeY4eHUE BO3OOHOBIISICTCS Ha
29-11 j1eHb, BCErO 7 LMKIOB; CXEMBI PEXHUMOB JIEUEHUS
cm. B [Ipunoxennn A3.3) [27, 28].

VYYP - A (YOT - 2).

KommenTapum: 6 uccreoosaruu E1912 navyuenmol moaoxce
70 nem 6es oeneyus 17p parnoomusuposantics 1a 2 2pynnot: no-
Ayuasuie ubpymutHuo™" 8 KOMOUHAYUL C PUMYKCUMAOOM™ U
npoxoouswue mepanuio 6 pexcume FCR. B uccredosanue
erouensl 529 navyuenmos. Komoumayus ubpymunuda™ u pu-
mykcumaba™ 3navumensto npessouina FCR no agpgpexmusro-
cmu u 6esonacrocmu. Habmooanoce SHAUUmensHoe YayuuerHue
xax BBl (OP 0,352, 95% /JH 0,223-0,558; p<0,0001), max u OB
(OP 0,168, 95% /11 0,053—-0,538; p=0,0003). Pexcum FCR uauye
8bL36L8AJL Hellmponenuto 3—4-ii cmenenu (44% npomug 23%;
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p<0,0001), a maxoce ungexuyuorroie ocroxcHerus (17,7% npo-
mue 7,1%; p<0,0001) [27]. Haubonee cyuecmeennoe npesoc-

X00cme0 6 yposre BBIT u OB nonyueno y nayuenmos 6e3 myma-

yuti 2eno6 IGHV (OP 0,262; 95% /1M 0,137-0498; p<0,0001). Ha

OCHOBAHUL NOSYHCHHBIX OAHHbIX UODYMUHUO"" 8 HACMOALee

epema pexomendyemcs National Comprebensive Cancer Net-

work kax mepanus 1-it aunuu 'y nepeunnslx navuenimos X/UI1
6e3 mymavuii 2enoe IGHV [29]. Y navyuenmos ¢ mymavuami 2e-

106 IGHV FCR 6bi3618aem 0numenvhoie pemuccuit. B amoti 2pyn-

ne nayuermos ubPYmuHuo"" 1e umeem SHaMumensHo20 npe-

UMYULCCINEA.

e JIarueHTaM, NOTYyYaIONUM PUTYKCUMA6™ B 1-11 IMHUU JIede-
nus XJUI/JIMIL ipu CJIOKHOCTH OCYIECTBIEHUS BEHO3HOTO
JIOCTYIIA HAYHHAA CO 2-U JO3bI MOXKET ObITh PEKOMEHIOBAHO
IIPUMEHCHUE NOJIKOKHOM (POPMBI PUTYKCUMA62™ B (PUKCUPO-
BAaHHOI 103¢ 1600 Mr (CXEMbI PEKUMOB JIEUCHIsE CM. B [Ipuio-
skeHuun A3.3) [30].

YYP - A (YOJ - 2).

3.2.2. llepBas tuHuA JedeHua XJUTy MOMKHIBIX
NAIHEHTOB H MAIIMEHTOB C KOMOPOHIHOCTBHIO
06e3 BEIIBJIEHHOM Aetenyuy 17p win myranuu TP53
e [Tanmentam ¢ BepudunuposanueiM  XJUI/JIMIT crapme

65-70 JIeT ¥ MAIMEHTAM C TSDKEIBIMU COMYTCTBYIOIMMHU 32-

GONIEBAHUAMY WIIA YTHETEHUEM TIOYEYHOI (DYHKITUHN 6€3 Jie-

nerun 17p win myrarun TP53 pexoMeHayeTcs I JOCTH-

JKEHMS PEMUCCHUM IIPOBEJICHUE 1-11 IMHUU TEPAIIUU 110 OJTHON

W3 CIEAYIOINX CXEM B 3aBUCUMOCTH OT NPEJINOYTCHUN U

OIBITA MEUIIMHCKOI'O LIEHTPA U JIEYAIIETO Bpaya (CXEMBI pe-

JKUMOB JIcueHUA CM. B [Ipunosxkenun A3.3):

1. #Xnopam6ynun™ 0,5 MI/KI BHYTPb, IHU 1, 15 + 06UHYTY3Y-
Ma6™ 1000 Mr BHYTPUBEHHO, JieHb 1 (100 Mr B TeyeHue 4 ),
2 (900 mr), 8, 15 (nmx 1), genp 1 (uxist 2—06). Jledenne BO3-
OGHOBIIsIETCA HA 29-11 ieHb [31].

2. #Benpamyctun™ 90 Mr/M* BHyTPUBEHHO KalleIbHO, THH 1, 2
+ puTykcuMa6™ 1 UKL 375 Mr/M? BHYTPUBEHHO KaIl€JIBHO,
JIeHb 1, moceayiomue UKL 500 Mr/M? BHYTPUBEHHO KaIlelb-
HO w1600 MI' OAKOXKHO, AeHb 1. JleueHre BO30OHOBIISIETCS
Ha 29-11 fieHs [25, 26, 32].

3. U6pyrnnn6™ 420 mr/cyT (3 Kancysbsl) BHYTPb 1 pa3 B ICHb,
€XEJJHEBHO * #pUTYKCUMa6™ 50 MI'/M? BHYTPHUBEHHO KaIlEJIbHO,
JeHb 1 muKa 2; 375 Mr/m? BHYTPUBEHHO KaIEIbHO, JIEHD 2 ITUK-
ma 2; 500 Mr/mM? BHYTPUBEHHO KaeIbHO Wik 1600 MI' OAKOXK-
HO, JICHb | ITUKJIOB 3—7, JIe4EHUE BO3OOHOBISIETCS HA 29-11 /ICHb
[33-35].

4. Pexxum FCR-Lite (#¥putykcuma6™ — 1 nuiir: 375 Mr/mM? BHYT-
PUBEHHO KaIleJIbHO, /ICHb 1, Tocaeayonye HuKIsl: 500 mr/m?
BHYTPUBEHHO KareabHO Wik 1600 MT MOKOXKHO, /IcHb 1; piy-
napabun’— 20 Mr/mM? BHyTpb, IHH 1-3; #1iuxnodocdamug™ —
150 mr/m?* BHYTPB, AHU 1-3. JleueHUE BO30OHOBISIETCS HA
29-11 fieHb) [306].

5. #Xnopam6byuun™ 10 mr/mM? BHYTPb, iHU 1-7 + pUTYKCH-
Ma6"™ 1 nurm 375 Mr/M? BHYTPUBEHHO KaIl€JIBHO, JIEHb 1,
nocsaeayomue UKIek 500 Mr/M? BHYTPUBEHHO KaIleJIbHO HIN
1600 MI' MOAKOXKHO, JeHb 1. JledeHue BO30OHOBIACTCA Ha
29-11 nens (37, 38].

6. #Beneroxnakc 20 mr/cyr, fuu 22-28 nukia 1; 50 mr/cyr
aHu 1-7 nukna 2; 100 mr/cyr guu 8—14 nuxia 2; 200 Mr/cyr
aHn 15-21 nukma 2; 400 Mr/cyr gun 22-28 nukna 2, nanee
400 mr/cyt B TeueHue 12 mec + o6unyTy3yma6™ 100 mr, ieHs 1
nukia 1; 900 mr aenp 2 nukiaa 1; 1000 mr genp 8 nuina 1;
1000 mr gens 15 nukna 1; 1000 mr gens 1 rukina 2; 1000 Mr 1eHb
1 nunoB 3—6 [39).

7. BeHeToKIaKe B pexnme MmoHoTepanuu 20 mr/cyr (1-4 He-
gend), 50 mr/cyr (2-a mepens), 100 mr/cyr (3-a Hepens),
200 mr/cyT (4-a Hegens), 400 mr/cyT (5-9 HEIENA U Aajee) 10
MIPOTPECCUPOBAHUS WU PA3BUTHS HETIEPEHOCUMOI TOKCUYHO-
CTH — MALIUEHTAM, KOTOPBIM JIEYEHUE HOPYTHHHUOOM ™ HE MOXKET
OBITh HA3HAYCHO [40].

YYP - B (YOI - 3).

KoMMEHTApHH: ) NONCUNLIX NALUCHINOE MO2YIN NPUMEe-
HAMBCA MeHee UHMeHCUBHble pexcumsl IXT, mepanusa mapzem-
HbIMU TIPEnapamamii.

B uccneoosaruu MABLE conocmaenenut pexcumol BR u CIb-R y
NONCUNBIX NAUUCHINOE U NOKA3AHA 60Nee 8blCOKAL YaACmOoma
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nonHbix pemuccuii 6 2pynne BR, a maioce yeenuuenue BBI (39,0
mec npomug 29,9 mec, coomeemcmeenro; p=0,003) [32]. I1o
OAHHBIM POCCUIICKO20 DAMOOMUSUPOBAHHO20 UCCACO0BAHUA,
npumenenue pexcuma FCR-Lite n0360/1UM0 YEeUMUND MEOUAH)
BBIT noxcunsix navuermos ¢ XJJ1 0o 37,1 mec (no cpasrenuro ¢
26 mec npu npumenenuu pexcuma Clb-R) [30].

B uccneoosarnuiu Hemeykoti 2pynnot no usyderuro XJUI CLL1 1
cpasnusanice moromepanus xropamoyuuion™ (CIb), mepa-
nus Kombunaueri xnopamoyuyura™ ¢ pumyrxcumaoon™ (R-CIb)
u Kombunavuetl xnopambyuuna™ ¢ oourymysymadom™ (G-CIb)
[31]. Haubonwvwasn wacmoma obuyezo omeema (77,3%) u noa-
Holx pemuccuil (22,3%) naodarooanace 6 epynne G-CIb. Pescum
G-Clb nozeongaem 0obumoca Ipaouxavuu MOB 6 nepugpepure-
cKotl Kposu u kocmHommosze y 37,0 u 19,5% navuenmos, coom-
semcmeernHo. OOUHYMY3)Mab 6 COuemanuls ¢ Xa0pamoyuurom™
nozeonnem yseauuums BBI1 00 26,7 mec (p<0,0001 6 cpasHe-
Huu ¢ mepanueii R-CIlb u xnopamoyyunrom™). Hngysuu oour)y-
my3ymada’ creoyem nposooums npu HAIUMUU 00Cmynd K
cpeocmeam SKCMpPenHoll MeoOULUHCKO NOMOu ¢ aoexean-
HBM MOHUMOPUHZOM. Y NAUUCHINOE C OOJILULOLLMACCOLL O11Y X0/
onpasoanma npeogasa 6 uoe 1—_2 Kypcoe monomepanui xXai0-
DamOYUUROM™, HANPABIEHHOLL HA YMEHbUECHUE MACCHL 1LY XO0IU.
Aodersammas npoPuIaAKMUKA UHEPYSUOHHBIX DeaKkuuli (npeme-
OUKAUUL AHMULUCTNAMUHHBIMU NPENapamamii t 6HympueeH.--
HO 88e0eHIem Oexcamemal3ona’, eeedeHue 1-ii 003bL 8 2 amana,
NPOPURAKMUHCCKULL OMIKA3 O AHIMUUNCDINECHIUBHLIX 1pe-
napamos) no3eoniem cnpasiamsci ¢ UHPYIUOHHBIMU Deak-
yuAMU. B 6ON6IUUHCINGE CYHAeE OHIL B03HUKAIOM TOJLKO NPU
1-1i ungby3uu oourymy3ymada™, max Kax 2unepaum@pouumo3
00b14HO NOIHOCMBIO paspeutaemcs 3a 1 1eo.

B 2018 2 npedcmaenernl pe3)ibmamst 4-1emHe2o Haoaooe-
Hus 6 pamrax uccneoosarus RESONATE-2, 6 komopom cpasHiL-
8AIUCE MOHOMEPANUA UOPYMUHUOOM™ U XN0paAMOYUUIOM™ 8
1-11 aunuuy mepanuiu XJU1'y noxcunovix navuernmos (33, 34]. B uc-
Ce00BaMUL NPOOCMOHCIMPUDOBAHO SHAUUMELHOE 1PEBOCX00-
CMeo ubpymuruda™ Hao XaA0paAmOYUUIOM™, 8 MOM HUCIe 10
yposnio OB. Meouana BBII 6 epynne ubpymunuda™ we oocmue-
Hyma npu meouare npoooSNCUMENbHOCNU HAONI00eHU 6
48 mec. BBI1 3Hauumenso 6viie npu npumeHeru ubpymuH-
6a"* 60 6cex Pynnax NayUermos, 6 Mom “ucje y Nayuernos ¢
HeONAONPUAMHBIMU 2eHemuveckumu paxmopamu. OB 3Hau-
MENLHO Bbliue 6 2Pynne ubPYMuUHUOa™, uem 6 2pynne x10pamoy-
yuna*. Obuuii omeem cocmasun 86% 6 2pynne nayuermos, no-
JYUABUUX UOPYMUHUO™, U 35% — 6 2pynne nayueHmos, no)y-
YABUIUX  XA0PAMOYUUNL™, CO  CIMAMUCIUMECKU 3HAYUMOTL
pasnuyeii (p<0,0001). Tepanus ubpymurubom™ 6 1-it auruu 1e
CONPOBOAHCOANAC SHAMUMEIILHBIM TIOBIUCHUCM HACINOMbL He-
JHCCNAMECTIHBIX AGNICHULL U He MPedo8ana NPedbleaHUA NAYUCH-
moe 6 cmaruonape.

B uccneoosanuu Alliance nepsuunvie navuenmo. cmapuie
05 1em PaHOOMUUPOBANILCH Ha 3 2DYNNbl: NOAYHABULLe Mepd-
nuro 8 pexcume BR, KomOuHayuro uobpymuruba” u pumycuma-
b6a* u monomepanuro ubpymunuoom™ [35]. Jeyxnemrsan BBl 6
epynne b6enoamycmun’ + pumyrxcumaod™ cocmasuna 74%, 6
epynne ubpymunuba’™ — 87%, 6 epynne xkomouHayuu ubpymi-
Huba™ u pumyrxcumadba”™ — 88%. Yacmoma 2emamono2uteckux
HeNCNAMEbHBIX AGNeHULL 3, 4 uau 5-1i Cmenenu soiue 6 2pynne
KOMOUHAUUU GeHOamycmuna™ ¢ pumyxcumacom™ (61%), uem 6
epynne ubpymunuba™ 6 pexcume mornomepanuu (41%) u 6
2pynne ubpymunuba”™ 6 KombuHnayuu ¢ pumyrxcumadom™ (39%).

Jlobasnenue K X10pamoyuuay*™ MOHOKIOHANHO20 AHIMUmMe-
aa K CD20 ynyuuaem pesyiumamot 1eHerius npu npuemiemort
moxcuunocmuy. B 2  HepanoOMU3UpOBaHHbLIX UCCEO08a-
HuAxX [37, 38], 6bLO0PKU NAUUEHINOE 8 KOMOPBLIX PASIUMANUCH
10 KOMOPOUOHOCINIL, NOKA3AHO, MO 000AGACHUe PUMYKCUMA-
6a’ K xnopambyyuny* yeenuuusaem meouary BBII ¢ 18 0o
24 mec, kpome nayuenmos c dell 1q,y komopuoix BBII cocmasu-
aa 12 mec. Kombunayus xnopambyyunra* ¢ pumyxcumabom™
SHAYUMENLHO YCmYynaem no 3BPexmueHoCmu 6cem OCmansb-
HBIM BAPUAHMAM JICHCHU NONCUNbEX NALUeHIno8. IIpeonoumi-
mesbiblL OPy2Ue 6apuarinb. 1eHeHUSA.

B uccneoosarue CLL 14 exmouenst 432 navyuerma (cpeoruii
gospacm 72 200a, CIRS — 8 6annos, kaupenc Kpeamunumna —
06,4 ma/mun). [avuermol paroomMuUpoBarsL Ha 2PVl oLy~
Hasuiue KOMOUHAUUIO 6EHEIMOKAAKCA U OOUHYNLY3YMADA U NO-

JYUABULUE KOMOUHAUUIO XAODAMOYUURA™ U OOUHYINY3YMaAba
(216 navyuenmos 6 xkaxcooil zpynne). Tepanus nposoouaacs
Purcuposanmnvim Kypcom oaumensrocmoro 12 mec. Yepes
24 mec BBIT 00cmoBepHO Bbliue 8 2PYnne 6eHemoxnaKca u oou-
HYmy3ymaba, wem 6 zpynne Xaopamoéyyuna’™ u 0ourymy3ymaoda
(88,2 u 64,1% coomsemcmeerno). Jlanioe npeumyuecmso om-
MEHUANIOCH ) NAUUCHINOE C HAUMUCM U OMCYMCIMEUEM OeLeUUL
17p umymayuu TP53, ¢ nanuwuem u Omeymcmeuem mymaviuis

2enoe IGHV. Yacmoma obuyezo omeema cocmasuna 84,7% 6

2pynne senemornarca (6 49,5% cnyuaes — nonHas pemuccus, 6

35,2% —wacmuunan) u 71,2% 6 epynne x10pamoyyuna u ooun) -

my3ymabda (8 23,1% — nonnasn pemuccus, 8 48,1% — uacmuruHas;

p<0,001) [39].

e J[Tanmenram crapme 75-80 Jjier ¢ BepU(PULIMPOBAHHBIM
XJJI/JIMJI 1 HEBBICOKO OKHUAEMON IPO/IOJLDKUTETBHOCTBIO
JKH3HH, OOYCJIOBIEHHON BO3PACTOM, OPIdaHHOM HEJJOCTATOY-
HOCTBIO, TSDKEJIBIMH COIYTCTBYIOIIMMU  3200JI€EBAHUAMU,
PEKOMEHOBAHBI HAMMCHEC TOKCUYHBIC BAPUAHTBI TCPATTUL:
1. Monotepanus #*xnopamoynmiom™ 0,07—-0,20 MI/Kr BHYTPb

€XKCJJHEBHO B TCUCHUC 2—4 HEJl C NOWICAYIONHUM II0/J00POM J10-

3UPOBKH [41].

2. MoHOTEpANMA MOHOKJIOHAIBHBIMU aHTUTENIAMU K CD20 —
pUTYKCUMAO™ WX OOUHYTY3yMa0™ B COOTBETCTBYIOLIEI 3APETH-
CTPUPOBAHHON MHCTPYKIIUH JJO3UPOBKE [42].

3. MoHoTrepanus HOPyTHHUOOM™ B MAJIBIX 034X, COOTBET-
CTBEHHO 3aPETMCTPUPOBAHHON MHCTPYKIINHA [43].

YYP - C (VI - 4).

3.2.3. IlepBasa muHuA 1edeHus XJUI y manueHToB
¢ genenued 17p mwiu myranueu TP53
e JTanuenTtam ¢ BepupuuupoBanHpiM XJUI/JIM U3 IpyIIibl Bbl-
cokoro pucka [c del(17p) n/unm myranueit TP53] i goctu-
JKEHUA PEMUCCUU IIPU HAIMYMH BOZMOXXHOCTU PEKOMEH/IO-
BaHA Tepanus UOPYTUHUOOM™ [0 MPOTPECCUPOBAHUS WU
PAa3BUTHA HENEPEHOCUMOM TOKCUYHOCTH. I6pYyTUHNG"™ MO-
JKET IPUMEHSATBCA KK B MOHOPEKHME, TAK U B KOMOUHAITUH C
MMMYHOXUMHOIIPENAPATAMHU (6EHJAMYCTHH", PUTYKCUMAO'™;
CXEMBI PEKMMOB JIeYeHMsI CM. B [TpuioskeHnu A3.3) [33, 44].
YYP - C (YOI - 3).
e [TaruenTam ¢ BepupuurpoBaHHbIM XJUI/JIMJI 13 I'PYIIIbL BbI-
cokoro pucka [c del(17p) n/unu myrauueit TP5 3] npy HamMaum
BO3MOXKHOCTH PEKOMEHA0OBAHA TCPAIUs KOMOHMHALIUCH #Be-
HeTowIakca 20 Mr/cyt, quu 22-28 nukia 1; 50 mr/cyr quu 1-7
nukia 2; 100 mr/cyr gau 8—14 nukia 2; 200 mr/cyr aguu 15-21
nukiaa 2; 400 mr/cyT aam 22-28 nukia 2, fanee 400 Mr/cyT B
TedyeHue 12 mec u o6uHyTy3ymada™ 100 mr, eHsb 1 mukia 1;
900 mr genp 2 muina 1; 1000 mr gens 8 nuxta 1; 1000 mr
neHb 15 uia 1; 1000 mr gens 1 nukia 2; 1000 mr geHp 1 1ukK-
JIOB 3—6 (PUKCUPOBAHHOM MPOJIOKUTENLHOCTHIO 12 Mec (cxe-
MBI PEKUMOB JIedeHuA CM. B [Iprnoskenuu A3.3) [39].
YYP -B (VI - 2).
MonoapM anueHTaM ¢ BepudurmpoBanubM XJUT/JIMIT 6e3
3HAYUMOH KOMOPOWIHOCTU M3 TPYIIIBI BBICOKOTO PHUCKA
[c del(17p) n/mmm myTannen TP53] mocne Tepanun n6pyTH-
HUO0OM™ U TIPH JIOCTH>KEHUH OOBEKTUBHOTO OTBETA B 1-11 JTH-
HUH PEKOMEHJJOBAHO PACCMOTPETh BO3MOKHOCTD ITPOBE/IC-
HUA TPAHCIUIAHTALUY AJUIOT€HHBIX I€MOIIOTUYECKUX CTBO-
JIOBBIX KJICTOK B KAYECTBE KOHCOIMUIAINH [45, 40)].
YYP - B (VIAJ - 3).
KOMMEHTAPHH: ONMUMATILHBIM CPOKOM 1IPOBCOCHU INPAHC-
NAAHMAUUL C1e0Yen CHUMAms 2-1i 200 mepaniiy UoPYmuHuoom™.
e JTanuenTaM ¢ BepupuruposaHubiM XJUI/JIMJI U3 rpynisl
BBICOKOTO pucka [c del(17p) u/unu myranuent TP53], koTo-
PBIM JIeYeHHE NOPYTUHUOOM" HE MOXKET OBITH HA3HAYCHO,
MIPU HATMYUU BO3MOKHOCTH PEKOMEHAYETCA Ha3HAUCHNE
BCHETOKJIAKCA B PEXUME MOHOTEPAINU (CXEMBl PEKUMOB
sedenuys cM. B [Ipunoxenuu A3.3) [47].

YYP - B (VA1 - 3).

3.3. Bbi6op Tepanuu XJ1J1 2-i1 1 nocnepyowmx JTMHAK
Boioop mepanuu npu pevuousax X/UI sasucum om caeoyio-
UUX Paxmopos:
o mepanus 1-tiaunuu;
* 6pema HACIYNIeHUA PeuUoUsa;
* KAUHUHECKAR KapmUuMa peyuousda.
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B mepanuu peuuousa, xax u 6 mepanuit 1-it aumuu, npuriL-
nuanbLHoe 3naverue umeem onpeoenerue oenevuu 17p umymad-
yuu TP53. Ympama pyrxuyuu TP53 6 peyuouse Habarooaemcsy
20% navuernmos. I1pu soiaeneruu ympamot TP53, kax u 6 1-ii
JUHUL mepanui, Haubosee OnpasoarHbiMm AN HaA3HaAHe-
Hue uoPYmuHudAa™, ecaiu OH He NPUMEHANCA Paree.

e [TantuenTam ¢ no3aHuM peuuansom XJUJI/JIMII nocine UXT
(>24 mec nnocie NoCIEHEN TEPANIUM) IIPU OTCYTCTBUU Ji€JIE-
uuu 17p u myranuu TP53 pekoMeHayeTcsa OUH U3 CIIENYIO-
MIUX BAPUAHTOB JIEUEHHUs (CXEMBI PEKUMOB JieueHus B [1pu-
JIOKEHUH A3.3):

1. TTorop UXT 1-i1 tuHMUM [48].

2. AnsrepHaTUBHBIN pesxum UXT [48, 49].

3. M6pyrnHNG™ 420 Mr/cyT (3 Kamcyssl) BHyTPb 1 pa3 B JIcHb
€XKEZIHEBHO B TEUEHHUE BCETO KyPCa U fiasnee (TOC/IE 3aBEPIICHUS
IMKI0B BR) — 10 mporpeccupoBaHns WM PA3BUTHSA HETIPU-
eMJIEMOU TOKCUYHOCTH * BR (#¥6en1aMmycTuH™ — 90 MI'/M? BHYT-
PHUBEHHO KATIEIBHO, THU 2—3 1ukna 1; 1uu 1, 2 Tukios 2—06; pu-
TykCUMa6"™ — 375 MI/M? BHYTPUBEHHO KaIleIbHO, JIEHD 1 IIHK-
ma 1, 500 Mr/m? BHYTPHUBCHHO KameabHO win 1600 mr
[OJKOXKHO, ZIcHb 1 UKIOB 2—06. JledeHre BO30OHOBIISAETCS Ha
29-i1 ieHb, Bcero 6 IUKIOB) [50-53)].

4. Kombunanna seHeTOKTakca 20 mr/cyr (1-a4 Henens),
50 mr/cyr (2-g nepens), 100 mr/cyr (3-4 nepens), 200 mMr/cyr
(4-2 mepens), 400 mr/cyT (5-4 HEAENA U 1aJIee), IIPUEM B TE€UE-
HHE 24 MeC HaYMHaA ¢ 1-10 AHA 1-TO MK/ JICYCHNU PUTYKCH-
MaboM™ 1 pUTyKCHMa6a"™ 375 Mr/m* BHyTPUBEHHO KaIlEJIbHO
uyepes 1 HeJ| TOCIe JOCTHKEHNA TO3bI BEHETOKIAKCa 400 Mr/cyT,
nanee — 500 Mr/m? BHyTPUBEHHO KanelabHO mwin 1600 Mr moj-
KOYKHO €KEMECSIHO, BCETO 6 BBEICHUI [54].

VYP - A (VAT - 2).

KoMMeHTapHH: ) nauuermos ¢ nO30HUM PeUuoUsoM 86100
mepanui 3a6UcCUm om 6uUod, Pe3YAbmamos U nepeHoCUMOCIU
nocneonetl mepanuu, 06uye20 CoOCMOAHUSL U KOMOPOUOHOCMIUL
navuenma, a maxice npeonoumeHuts 1 6OIMONCHOCME K-
xu. IToemoprusie ayoapaburcooepicaujue Kypcor 603MONCHbL
npu Yo, Ymo npu nposeoetii IMoi mepanuil 8 Kavecmee
1-ti munuy ne Hado0aNUCs AGNCHUA SHAMUMENLHOU MOKCUY-
HOCINU — MANCNBLE 3AMANCHBLC YUMONCHUL, NOBeKUUE 3a CO-
001l MHO20MECAUHbIE NePePbIBLL 6 NleHeHUlL, PA3EUmLe MANe-
JBIX  UHGDEKUUOHHBIX OCN0NCHeHUll. B xauecmee mepanuu
211 MUHULL MONICHO UCNOIB30BAINDb MY JHce CXem). Y nauuenmos ¢
UUmMmoneHuaMU moxcem ovims dgpgpexmueer pexcum R-HDMP
(pumyrxcumad™ 6 cowemariuis ¢ 6bLICOKUMU 003AMU KOPMUKO-
CMepPoUo0s /i CUCIEMHO20 UCNONL308aHUA) [55]. B uccneoosa-
Huax Il pasor nonyuerst yoeoumenvrule OamHoie 00 3Ppexmues-
nocmu pexcuma BR (6enoamycmun™ + pumyxcumao™). ¥ nayu-
eHIMOB, panee NOAYUABUIUX XAOPAMOVUUL, MOZYM  Oblmb
appexmusro. mepanus 6eHOAMYCMUHOM™, pexcumol BR u
FCR-Lite. Pe3ynomamot 3 UCcie008amuil c6U0emenrscmeyion o
8bICOKOIL dPPexmusHocmu ubpymuHuda™ 6 mepanuu peyuou-
606 X/II [50-53]. Dgpgpexmusrocms moHomepanu ubpymur-
bom™ y nayuenmos ¢ peuuousamu cocmaensem oonee 90%.
Jlpy2oti sgppexmusroil cxemoli neuerus PeyuouUeos A6NAemcs
KOMOUHALUA BEHEMOKNAKCA C PUMYKCUMAOOM™": 8 UCCe006a -
Huu MURANO BBII nocie sieuerius KomouHaieri 8eHemoxnaKca
¢ pumyrcumadom™ cocmasuna 84,.9% (6 cpasrnenui ¢ 36,3% npu
JleueHun Komounavyueri benoamycmuna’ u pumyxcumaoda’”)
[54]. BBI1 3nauumensto 8oluie 60 6Cex KIUHUMECKUX U OUON021L -
HeCKUX N00ZPYNNAX NAUUCHMOB.

o [lanueHTaM ¢ paHHUM (MeHee 24 MecC II0oC/Ie TOC/IEAHEN Tepa-
nun) penyuausoM XJIJT/JIMJL, paHee He TOTyIaBIIMM HOPYTH-
HUO™, BHE 3aBUCUMOCTH OT HAJIUYUA Je/Ieiu 17p 1iau MyTa-
mn TP53 1o BO3MOKXHOCTH PEKOMEHIOBAHA MOHOTEPATINSA
HOPYTHHUOOM™ B COOTBETCTBUU C 3APETUCTPUPOBAHHON UH-
crpyknwmeii [50, 51].

YYP - B (VAA - 2).

e [lanuenTaM ¢ paHHUM (MeHee 24 MecC II0oc/1e TOC/IEAHEN Tepa-
uy) peryausom XJUI/JIMIL, panee He Oy4aBIIUM UOPYTH-
HUO™, BHE 3aBUCUMOCTH OT HATTMYUA JieJIeliu 17p niam MyTa-
uuu TP53 B KaueCTBE AJIBIEPHATUBBI UOPYTUHUOY™ MOXKET
OBITb PEKOMEH/I0BAHA KOMOMHAIMS BEHETOKIAKCA 20 MI'/CyT
(1-a nexena), 5O mr/cyr (2-a nepens), 100 mr/cyr (3-a Heje-
na), 200 mr/cyr (4-a nepens), 400 mr/ cyr (5-4 Hepend U fa-
JIee), IPUEM B TeUEHUE 24 MeC HAYMHaA C 1-10 AHA 1-T0 UK
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JIEYEHHUS PUTYKCUMAO0M™ 1 pUTyKCHMab6a™ 375 mr/m* BHYT-
PMBEHHO KaIleIbHO Yepes 1 HeJ| IOC/Ie JOCTHKEHUA O3Bl Be-
HeTok1akca 400 mr/cyT, ganee — 500 Mr/m? BHyTPUBEHHO Ka-
nesnbpHO win 1600 MI TOAKOXKHO €KeMECAYHO, BCero 6 BBejie-
HUH  JUI1  TIPUMEHEHUS  (PUKCHUPOBAHHBIM  KypCOM
JUINTEJIBHOCTBIO 24 MeC (CXEMBI PEKMMOB JICUCHHUSA CM. B
IIpunoxenun A3.3) [54].

YYP - B (VA - 2).

[TaruenTaM ¢ paHHuM (MeHee 24 MeC IIOCJIE NOCIEAHEN TePa-
nun) penugusom XJU1/JIMIL UMEIOINUM IPOTUBOIIOKA3AHUS
K HA3HAYCHUIO MOPYTUHUOA™, BHE 3aBUCUMOCTU OT HATUYUA
jgenenuu 17p nin myranuu TP53 10 BO3MOXKHOCTH PEKO-
MEH/IOBaHA KOMOMHAIMA BeHeTOKIakca 20 mr/cyr (1-a He-
gend), 50 mr/cyr (2-a Hepens), 100 mr/cyr (3-4 Henens),
200 mr/cyr (4-a nepens), 400 mr/ cyr (5-4 Hejend U ajnee),
NIpUEM B T€YeHUE 24 MeC HAYMHAA C 1-10 1HA 1-TO IUKIa
JIEYEHUS] PUTYKCUMAO0OM™ 1 pUTYKCUMab6a™ 375 MI/M? BHYT-
PUBEHHO KaIlelIbHO Yepes3 1 HeJ| TOC/Ie JOCTHKEHUA O3Bl Be-
Hetoknakca 400 mr/cyr, ganee — 500 Mr/mM? BHYTPUBEHHO Ka-
nenbpHo win 1600 MI ITOAKOXKHO €KeMeCAYHO, BCero 6 BBejie-
HMI (CXEMBI PEKUMOB JIeueHUsA CM. B [Ipunoxenun A3.3) [54].
YYP -B (YOI - 2).

[MamuenTam ¢ XJUI/JIMJI Mmosioxe 65 et 6e3 3HAYNMOI KO-
MOPOUJHOCTH, KOTOPBIE B CBSI3W C PAHHUM PEIUINBOM WIN B
CBA3M C BBIABJICHUEM IIPU PELUIUBE ACACIUU 17D 1/Wimu My-
Tauuu TP53 nosnydann uOpyTHHUG™ MM KOMOUHALUIO BEHE-
TOKJIAKCA C PUTYKCUMAOOM™, IPU JOCTIKEHUU OOBEKTUBHO-
T'O OTBETA HA TEPATTHIO PENNINBA PEKOMEHKYETCA PACCMOT-
peTb  BO3MOXHOCTb  @JUIOTEHHOM  TPAHCIIAHTALIUU
IreéMOIIO3TUYECKUX CTBOJNIOBBIX KIETOK (aIOTTCK) B Kaue-
CTBE KOHCOMU/IAIINH [45, 46].

YYP - B (YA - 3).

Manuentam ¢ XJUI/JIMJL, y KOTOPBIX HAOIIOLAICA PELIUINB BO
BpeMs NpueMa UOPYTHHHOA™, IPU HAIMYHUN BO3MOXKHOCTH
PEKOMEHIYeTCA KOMOMHALNA BEHETOKIAKCA U PUTYKCUMA6a™
(CXeMbl PEXKUMOB JieyeHus CM. B [Tpunoskennn A3.3) [47, 54].
YYP - B (YA - 3).

[MTaruenTaM, HOay4aAIOUUM PUTYKCUMAO™ 110 IOBOJY PELIUH-
Ba 1160 pedpakrepHoro TeyeHus XJIJ1/JIMJI, npu CIOXKHO-
CTH OCYIIECTBJICHUA BEHO3HOTO JTIOCTYITA HAYNHASA CO 2-1 JIO-
3Bl MOJKET OBITh PEKOMEHIOBAHO IIPUMEHEHUE MTOJKOKHON
dopmbl putyKCrMa6a”™ B (GUKCUPOBAHHOM 03¢ 1600 mMr
(cxemMbl PEXUMOB JieueHus cM. B [Ipunoxkenun A3.3) [30].
YYP - A (YOJ - 2).

JleyeHuEe MAUMEHTOB C PAHHUM PELUAUBOM (MeHeE 24 MeC
MOCJIE TIOCTIEJHEN TEPATIUM JTUOO BO BPEMS IpUeMa HOPYTU-
Hu62a™) o0 pedpakrepHbM Teuenuem XJIJ1/JIMJI BHe 3aBU-
CHMOCTHU OT HaNMW4us ienennu 17p mnn myraunu TP53 peko-
MEHJYeTCA IPOBOJAUThL B MEJUIIMHCKUX OPIaHU3ALMAX,
06/1aJAI0M X HEOOXOAUMBIMH PECYPCAMHU /I OOECTIEYEHUA
JJAHHO¥ TPYIIIEI TAI[MEHTOB CBOEBPEMEHHON 3(PPEKTUBHON
U OE30MMACHON TEPANUEN B JOCTATOYHBIX OObEME U ITUTEIb-
HOCTH B COOTBETCTBUH C IIPE/ICTABIEHHBIMU BBIIIIE PEKOMEH-
JAIMAMH (C TIPUMEHEHUEM HOPYTHHNOA™, BEHETOKIAKCA U
JIP.) WIX BO3MOKHOCTBIO BKJIIOUEHHS MTALIMEHTOB B KIIMHUYE-
CKHE UCCIeioBanus [16, 29].

YYP - C (YO - 5).

3.4. ConyTcTBYlOWaA U conposBoauTesibHaA Tepanua

[ManuenTam ¢ XJUJI/JIMJT Ha 1I060M TAIIE JIEYEHUS], Y KOTO-
PBIX BBIABJIEH YPOBEHD IgG<5 1'/11 1 OTMEYAIOTCA PELUANBUI-
pyromue 6aKkTepuaaIbHbe NH(PEKIINNA, PEKOMEHTOBAHO DU
HAJIMYUUA BO3MOKHOCTH IIPOBEEHUE ITOCTOAHHOM 3aMECTH-
TEJIbHOM TEPANUY BHYTPUBEHHBIM Ig /I CHUKEHUA PUCKA
MHQEKITNOHHBIX OCJIOKHEHHUH [506].

YYP -A (YOO - 1).

KoMMeHTapHM: uHPeKUULU AGNAIOMCA 2NABHOLL NPUYUHOLL

emepmuy 10—15% navuenmos ¢ XJUIL B Heckonskux pamnoomus-
3UPOBAHHBIX UCCTIeO0BAHUAX NOKAZAHO, Y10 NOCMOAHHAA 30
MECMUMensHas mepanus 6HympueeHnoim Ig sggdexmuero
CHUMCaem 4acmomy OaxmepuansHoix umngpexyuil. dgpgpexm
HAUb0/1ee 3HAUUM 8 NOOZPYNNE NAUUEHINOE C 2UNO2AMMAN00)-
JuHemueri U PeyuouUSUPYIOUUMU UHDEKUUAML, NOIMOMY 3ame-
CIMUMensHas mepanus 6 Hacmosauee 6pems pexomenoyemcs
MONLKO IMOLL KAMe2opuLL NauueHmos.
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Brympusennoiil Ig nasnauaemcs 6 6Uoe paszosulx UHseKUULL 6
0ose 200-400 me/ke 1 pa3s 6 mecay, 6 mevernue 200d. Lleas mepa-
nuu cocmoum 6 noooepacarun yposHa IgG Ha yposre >5 /. I1pu
10000pe 003bL U KPAMHOCINL 66€0CHULL OPUSHINUDYIOMCA HA 1L~
KOBYIO U MUHUMANBHYIO KOHUeHmparuo IgG. Konmpoas nuko-
6011 Konuenmpauuu IgG oCyuecmenaom He paree uem uepes
cymxu nocae 1-20 6HYmpueenno2o 66eoeHus Ig. MuHuUMAansHyo
KOHUEHMPAUUIO ONPEOeNIO HenocheocmeeHHo nepeo ceoyro-
wyum eeoeruem Ig. Munumansvran konyenmpavus IgG 0onxncHa
cocmaganms >5 2/a. [106mopHsie onpeoeneHus MUHUMALLHOL
KoHyenmpavuu nposodam 1 pas 6 3—6 mec. [locmosmiyio 3ame-
CIMUMensHY10 mepanuto Ig 3aseputarom npu omcymcmeun ms-
JHCENBIX OAKMEPUANLHBIX UHDeKULE 6 meueHue 200d.

e BeceMm nmanuenTam ¢ XJUI/JIMJI nociie yCTaHOBIEHUA AUarHO3a
PEKOMEHAYETCA IIPY OTCYTCTBUU IIPOTUBOIIOKA3AHMIMA I1PO-
BEICHUE BAKIUHALUU [57—-59]:

* CE30HHAS BAKUMHAIMSA BAKIUHON I TPOMUIAKTUKU
rpumna (TOIbKO MOCIE BOCCTAHOBJIECHUA YPOBHA B-mumpo-
LIUTOB, T.€. YePe3 9 MeC MOCIIE TEPATTUU MOHOK/IOHATbHBIMU
anTurenamu Kk CD20);

* IBYKPATHAA BAKUMHALWA BAKLUHOMN I NPO(PUIAKTUKNA
ITHEBMOKOKKOBOI MH(DEKIIMU MTPU OTCYTCTBUH IIPOTHUBOIIO-
KA3aHUIM.

YYP - C (YOI - 5).

KoMMeHTApuH: 71HEeGMOKOKKOBAS UMMYHUSAUUSL  OC)-
wecmensemca 08ykpamio. Cnaudiia 6600UMCA 8AKUUHA O/
NPOPURAKMUKL NHEBMOKOKKOBOI UHPeKrUuuL, cooepicauias
13 n1neemMOKOKKOBbIX anmuzeHos. 4epes 2 mec oCyujecmeniom
86e0eHUe NTHEBMOKOKKOBOU NOMUCAXAPUOHOLL BAKUUHDL, COOep-
acauett 23 nHeeMOKOKKOBbIX anmuzend. [TheeMOKOKKo8as pe-
saxuunanus nposooumcs 1 pas 6 5 iem.

IIpumernenue 8axyur nPOMUE UHKANCYAUPOBAMMHBLX Op2a-
HUBMOB, maKux Kax Streptococcus pneumoniae, Haemophilus in-
Jluenzae u Neisseria meningitidis, pexomeroo8ano 60 MHO2UX
cmpanax navuermam ¢ X1 00 xumuomepanuu (1e meree wem
3a 2 Hed) UL Nocie B0CCMAHOBLCHUL UMMYHHOL CUCIeMbL
nocne mepanuu (e panee wem uepes 3 mec). Dmo 0cob6eHHo
BAJNCHO /L NAUUEHINOB C PYHKUUOHANHOLL ACNICHUCI UL OJIA

https://doi.org/10.26442/18151434.2020.3.200389

4. Peabunurtauuma

* Beem marmenTam ¢ XJUI/JIMJT Ha BCEX 3Tanax Tepanuu 3a60-
JIEBAHUA, 4 TAKKE TIOCJIC 3aBEPIICHUA JICKAPCTBEHHOTO JIeYe-
HUS PEKOMEHTYIOTCA KOMIUIEKCHAS PEAOMIMTAINA, A TAIOKE
NIPH HEOOXOANMOCTH TIOAACPKUBAIONTAS TEPATINA JUIA Y/TydIIe-
HHS PE3YJIBTATOB JIEYEHHS 1 KA9€CTBA JKU3HHU MaliueHTa [62].
YYP - C (VAL - 5).

KOMMEHTAPHM: CNeUUaNbHbIX Mem0006 Peaduiumarun
npu XJU1/ JIMJI ne cyujecmeyem. Peabunumauiis nayuemnimos ¢
XIUT 0onacHa HOCUMb KOMNACKCHBILL Xapakmep, OX6amboleds e
MONLKO MeOUYUNHCKUe, HO U COUUANLHO-NCUXON02UYECKUE
acnexmot A0anmaluiL Nayuenma K HopmansHoil scusiu. Taxas
peabunumarusn mpeodyem Kpome MeouUUHCKoLl nomousu 00a3a-
MebHO20 YUACIUA COUUANLHBIX PAOOMHUKOS U NCUXOL0206.

https://doi.org/10.26442/18151434.2020.3.200390

5. NMpodmnakTuka

Memoooes npogpunarxmuru XJU1L/JIM/I 6 nacmosujee epems re
cyuecmeyem, noCKONbK)Y Heu3eecmer IMuol02uteckull ar-
mop uaL Paxmopot, 6e0yufue K Paseumuio 3aooneeanus.

e Becem nmanuenTaMm ¢ XJUJI/JIMJI Ha IPOTSZKEHUHN BCEW JKU3HU
HaryeHTa (KaK B IEPHOJ, JICYEHU, TAK U BHE €I0) PEKOMEH-
JLyeTcs JINCIIaHCEPHOE HABIIo/IeHHE y remartosiora [12, 16].
YYP - C (VAZ - 5).

KoMMeHTApHM: uacmoma HAOMI00eHUs NAUUeHIMOE C
XI1/JIMJT nocne 3asepuieniisn Jiewetiis 3aKoH00amensHo He pez-
aamenmuposanad. B meuenue 1-20 200a nocne 3asepuieriis
JIeHUCHUA NAUUCHIN O0NICCH HAOIO0AMBCA Y 2eMAMO024 He pe-
ace 1 pasa 6 3 mec./lanee uacmoma Hado0eHUA Y CIMAHAGIUEA -
eMcsL 2eMamosl020M UHOUBUOYAILHO 6 3A6UCUMOCI 01 00U4e-
20 COCMOAHUA U CAMOYYBCMBUA NAUUCHINA, OCIONCHEHULL DO

mex, ) K020 NAGHUDYeMCa CAeHIKMoMuUs. Memoouka nociedo-
6amebHOL 08YKPAMMOLL 6AKUUNAUUL CHOPMUPOBANAC IMNU-
punecki Ha OCHOBAHUL 1MO20, HINO 0MEem Ha 23-8ANeHMH)10
saxuuny craobee, wem Ha 13-eanenmmyro. C 0py2oil cmopomul,
23-8aneHmmnasn 8aKyUHa N03601em PACUUUPUNL UMMYHHLLL
omeem u ) CUUMG e2o.

3.5. OueHKa oTBeTa Ha nevyeHue

e Becem nanuentam ¢ XJUUI/JIMJI pekoMeHayeTcCs OlIcHKA Te-
parmu 1o kpurepusim IWCLL 2018 1. (em. pasjen 6.3) mpu Te-
panuy OrpaHUYEHHON JUINTEILHOCTH (HE MEHEE YEM YePE3

2 MeC IOCJIE €€ OKOHYAHMSA), IIPH HENIPEPBIBHOM WIH IIOJJIEP-

JKUBAIONIEH Tepanuu (He MeHee YeM yepes 2 MeC IOCJIe J10-

CTIDKEHUA MAKCUMAJIbHOI'O OTBETA) [12].

YYP - C (YA - 5).

KoMMeHTAPHM: MAKCUMAbHBILL OMEem Onpeoessemcs kaK
omeem, KOmopulil He CIMaHOBUMCA JYHlLe 8 meueHue 1nocaeo-
HuUx 2 mec mepanuu. MH2ubumopst CUzHAansHo20 nymi B-Kkie-
MOUHO20 peyenmopa 6ul3vl6arom nepepacnpeoemesroHuli
JUMPBouumo3. Iepcucmupyrouquiti MumPouumos npu mepanuus
UGPYMuUHUOOM"™ He AGNACMCA NPUSHAKOM pedpaKmepHocmi.
HDmo cocmosne 0603HAUACTNCA KAK HACMUYHbLILL 0MEer C AUM-
pouyumosom. CPoK HOPMARUSAUUL YDOBHA JIUMPOUUINOE 8aDb-
upyem 6 pazHulx UCCAe008aHUAX 0M 4 00 12 mec, 00HAKo npu
npumerHerun UoPYMmuHuoa” AUmM@POUUIMO3 Moxucem nepcucmu-
poeamns 6 meueriue 12 mec u 60s1ee, umo 1e Guaem Ha 1npoHo3.
Y paoa navuenmos yposers Mum@bouumos HuKo20a He 6036pa-
uiaemcs K Hopme.

3.6. O6es60nmBaHue

e JTanuenTam ¢ XJUI/JIMJI npy BOBHUKHOBEHUN OCTPOI'O WIH
XPOHHUYECKOTO HOIEBOTO CUH/IPOMA PEKOMEHIYETCS I1PO-
BECTH JIMATHOCTUKY IIPUYMHBI GOIEBOI'O CHH/IPOMA U TIOCIIE-
JIYIOMIYIO NATOI'€HETUYECKYIO HIIM CUMIITOMATUYECKYIO TEPa-
ITHIO 6OJIEBOTO CHHIPOMA B COOTBETCTBUMU C CYIIECTBYIOIH-
MU IPOMHUIBHBIMU PEKOMeHTausmu [60, 61].

YYP - C (YOI - 5).

TIpozpammol peabunrumavuu paspadamot8aromcs uUHOUSUOIY-
AN6HO 8 3ABUCUMOCTNU O BLIAGICHHBIX OC/LONCHEHULL IeKapC-
6E1H020 JleHeHs, CONYMCmeyIoueli namono2uu, COUUAIHbEX U
NCUXONIOUMCCKUX NPOOJIEM.

Peabunumarus npu 603HUKHOBEHUL OCNONCHEHULL 3a00/1e60-
HUS U 1eUCHUSA 1TPOBOOUINCSL 8 PAMKAX COOMBEMCMBYIOUIUX HO-
30710211,

Tloooepocusarouyas mepanus npu HeoOX00UMOCIU 1POBO-
OUMCA 1O MeC) ICUINENLCMBA N00 HAO/IO0eHUeM 6DaAMA-2e-
MAMOon02a Utk 6Paua-onKoio2a. Bpau-zemamonoz un epay-
OMKOZI02 O MECINY ICUMENBCMBA PYKOBOOCBYCMCI PeKOMEeH-
oavuamu, KoOmopwie Odmb. CREUUANUCTIAMU  VUPEICOCHUS,
npOBOOUBILE20 Sleuete.

6e0enHOLl mepanuil, 00CMUZHYM0o20 OMeemd Hd Mepaniiio, Ho
He 00/ICHA COCMAaanamo menee 1 pasa 6 200.

IIpu ducnarceprom HAO00CHUL KPOME OCMOMPa NaLjUeH-
ma u coopa anamHe3a HeoOXoOUMO BbINOIHAMG OOUULL AHANU3
KPOBLU C UCCCO0BAHUCM JICLIKOUUMADHOLL PPOPM)IbL, 4 AKIICe,
ecau 3a001e6aHue conposoNICOanoCs MUMPBaoeHonamuers, ur-
CMPYMEHMANLHOC UCCACO0BAHUE NePUPEPUMECIUX IUMPANLL-
yeckux 31086 (Y3H unu KT). Ocmanstsie memoost 06¢n1e006amus
MOV NPUMEHATNGCA 110 YCMOMPEHUIO 2eMAINOI02(.
¢ [TanuenTaM, y KOTOPBIX IIPOBOAWIOCH/IIPOBOJUTCS JICYCHUE

110 ooy XJIJI/JIMJI, peKOMEHAYETCS BBIIIOJHEHUE PETY-

JIAPHBIX MJIAHOBBIX CKPUHUHIOBBIX OOCIIEIOBAHMIT U3-32a TTO-

BBIIICHHOT'O PUCKA PA3BUTHSI BTOPBIX OIyXOJIEH [63, 64].

YYP - B (YOI - 3).
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OpraHusauua oKa3aHUA MeaAULIMHCKON NOMOLUU

MeauuMHCKasA IIOMOIb, 3d UCKIIOYEHUEM MEJUITUHCKOM I10-
MOIIU B PAMKAaX KIMHHUYECKON alpo6aiiu, B COOTBETCTBUU C
degepanbHbM 3aKOHOM OT 21.11.2011 Ne 323-®3 (pen. ot
25.05.2019) «O6 0CHOBAX OXPAaHbI 3I0POBbA I'PAXKAAH B Poc-
curcKor defeparuy» OPraHu3yeTcsa U OKa3bIBACTCH:

1) B COOTBETCTBUU C MOJIOKEHUEM OO0 OPraHU3ALIMU OKA34-
HUA MEAUIAHCKON IIOMOIIM 110 BUAM MEAUIIMHCKON IIOMOIIIH,
KOTOPOE YTBEPKAAETC YIIOJIHOMOYECHHBIM (PEEPAIbHBIM OP-
I'AHOM MCIIOJIHUTE/IbHOIM BIACTH;

2) B COOTBETCTBUHU C ITOPAIKOM OKA3dHUsI IIOMOIIHU I10 IIPO-
dumo «JemaTonorus», 0643aTENbHBIM U1 UCIIOTHEHN HA TEP-
puropuu PP BceMu METUITMHCKUMHA OPTaHU3AIUAMUY;

3) Ha OCHOBE HACTOAIINX KIMHUYECKUX PEKOMEH/IALIN;

4) C y4€TOM CTAHAAPTOB MEAULIMHCKON ITIOMOILH, YTBEPKIEH-
HBIX YIIOJIHOMOYEHHBIM (PEICPATIBHBIM OPrdHOM UCIIOTHUTEb-
HOU BJIACTH.

[lepBryHas CIEHUATU3UPOBAHHAA MEJIUKO-CAHUTAPHAS I10-
MOIIlb OKA3bIBAETCA BPAYOM-T'E€MATOJIOTOM 1 UHBIMU BPAYdMHU-
CIEIUAIUCTAMU B IIEHTPE aMOYIaTOPHOHM TeMaTOJIOrHYe-
CKOJ1/OHKOTIOTMYECKOH TTOMOIIN JIN6O B IIEPBUYHOM I'€MATOJIO-
IMYECKOM /OHKOJIOIMYECKOM KaOHHeTe, [IEPBUYHOM
IreMATOJIOTHYECKOM OTJEICHUH, ITOJTUKINHUYECKOM OTJEICHUN
OHKOJIOTMYECKOI'O JUCIIAHCEPA.

[pu BeigBaeHny y nanuenTa XJUL/JIMJI win nopospenuu Ha
HET'0 BPAYU-TEPAIICBTHI, BDAYN-TEPAIICBThI Y4ACTKOBBIC, BPAYU
oOmIell NMPAKTUKU (CEMEHHBIE BPAuM), BPAUYU-CIELIUATIUCTBI,
CpENHUE METUIIMHCKUE PAOOTHHUKU B YCTAHOBJICHHOM HOPSAIKE
HAINPAB/IAIOT IALHUEHTA Hd KOHCY/IBTAaLUIO B LEHTP aMOyJIaTOP-
HOHM T€MATOJOTHYECKOI/OHKOIOTUYECKON MOMOIHU 1160 B
IIEPBUYHBIN I'€MATOJIOTMYECKUN KAOUHET, IIEPBUYHOE IE€MATO-
JIOTUYECKOE OT/IEIEHUE MEJIUITMHCKOM OPraHr3aIyuu /I OKA34-
HUS €MY IEPBUYHOM CIICLUATIM3UPOBAHHON MEJUKO-CAHUTAP-
HOM TTOMOIIIH.

Bpau-remartosnor aMOys1IaTOPHOI'O WIKM CTALIMOHAPHOI'O 3BCHA
reMaTOJIOrMYECKOM IOMOLIM OPIaHU3YET BBIIIOJHEHUE JAUATHO-
CTUYECKUX MCCIEOBAHUI, HEOOXOUMBIX JIJI1 YCTAHOBICHUS
JUATHO34, BKIIOYasd PACIPOCTPAHEHHOCTD U CTAQHIO 3200J1€Ba-
HUAL

B ciiydyae HEBO3MOXHOCTU IIPOBEJECHUA AUATHOCTUYECKUX
HCCIEJOBAHUIN ITALIMEHT HAIIPABIAETCA JIEYAIUM BPAYOM B Me-
JUILIUHCKYIO OPIaHU3AINIO, OKA3bIBAIOIYIO MEJUITMHCKYIO I10-
MOIIb IAUUEHTAM C IT€MATOJOIMYECKUMU 3200I€BAHUAMMU /I
YCTAHOBJIEHUS IMATHO3A U OKA3aHU CIIEIUAIM3MPOBAHHOI, B
TOM YHCJIE BBICOKOTEXHOJIOIMYHOM, MEAULIMHCKONU ITOMOIIH.

[Ipu BeaBnennun XJU1/JIMJI nay nof03pEHNN Ha HETO B XO/I€
OKA43aHUs CKOPOW MEAUIIMHCKON ITIOMOIIY ITAIIMEHTA IIEPEBO-
JAT WIK HAIIPABIAIOT B MEAULIMHCKHAC OPraHU3ALMU, OKA3bl-
BAIOIINE MEJUITMHCKYIO IIOMOIIb ITAIUEHTAM C F€EMATOJIOTHYE-
CKUMU 32060JIEBAHUAMU, I ONPEETICHUA TAKTUKYA BEJECHUA U
HEOOXOJUMOCTH IPUMEHEHUS JJOIIOJHUTEIBHO JPYTUX METO-
JIOB CHELUAIU3UPOBAHHOI'O IIPOTUBOOITYXOIEBOI'O JIEYEHUS.

Cenuaam3upoBaHHas, B TOM YHUCJIE BBICOKOTEXHOJIOIMYHA,
MEJUIIMHCKASA IIOMOIIb OKA3bIBACTCH BPAYAMHU-IE€MATOIOTAMU B
MEJIMLIMHCKUX OPTaHMU3ALUAX, OKA3BIBAIOIINX MCIULIMHCKYIO
nomouip nanuenTam ¢ XJIJI/JIMJL, uMeomux JUIeH3HI0, He-
00XOIUMYIO MATEPUAIBHO-TEXHUUECKYIO 633y, CEPTUPULIPO-
BAaHHBIX CIIELHUATMCTOB, B CTALMOHAPHBIX YCJIOBUAX U YCJIOBUAX
JIHEBHOT'O CTAIIMOHAPA U BKIIOYACT NPOPUIAKTHKY, JUATHOCTH-
KY, JIEYEHHE I'€MATOTIOINYECKUX 3a00JIEBAHMIL, TPEOYIOIUX HC-
IIOJIb30BAHUA CIIEIUAIBHBIX METO/OB U CJIOKHBIX YHUKAJIbHBIX
MEIULUHCKUX TEXHOJIOTUH, 4 TAKKE MEIULIUHCKYIO PEaOUINTA-
LIUIO.

B MeAMLIMHCKOIN OPraHU3alUM, OKA3bIBAIOWECH MEIUIIUH-
CKYIO ITOMOIIb narpenHTam ¢ XJUJI/JIMJI, TakTUKa MEAUITUHCKOT'O
00CI€eI0BAHYS U JICUCHUS YCTAHABIUBACTCS BPAYAMU-TEMATO-
JIOI'aMU C IIPUBJICYEHUEM IIPU HEOOXOAUMOCTHU JIPYIUX BPAYECH-

CHELMAJIUCTOB, IIPH HEOOXOAUMOCTU — C IIPOBEACHUEM KOHCH-
Jiiyma. Pemenune KoHCcmInyMa Bpadei opopMIIseTCs IPOTOKO-
JIOM, IOAIIUCBIBAECTCA YYACTHUKAMU KOHCUIMYMA BPA4Y€l U BHO-
CUTCA B MEJULIMHCKYIO JJOKYMEHTALUIO ITALUEHTA.

[Tokazanus K rOCIUATAIU3ALNKI B KDYITIOCYTOYHBIA WU JTHEB-
HOM CTAIMOHAP MEAUIIMHCKON OPraHuU3aIiU, OKA3bIBAIOIEHN
CIENUAIM3UPOBAHHYIO, B TOM YUCJIE€ BLICOKOTEXHOJOI'MYHYIO,
MEJULIMHCKYIO IIOMOIIb 110 Npoduo «feMatonorus», onpee-
JIAIOTCA BPA4OM-T'€MATOJIOTOM/KOHCHIMYMOM Bpaden C IpH-
BJICYCHUEM IIPU HEOOXOJAUMOCTHU JIPYTUX BpadeH-CIICIIUATIH-
CTOB,

IToxa3aHuA K 9KCTPEHHOM I'OCIIUTATU3 AL M H:

1. PasBuTHe TAKENION NHMEKINN (HEOOA3ATEIbHA IOCTIUTA-
JIA3ALMA B FeMATOJIOTMYECKUI CTALIMOHAD).

2. PazpuTHe yrpoXaOMUX KU3HU IUTONCHUN (TITYyGOKOM
AHEMHUU, FEMOPPATUYECKOTO CUH/IPOMA, HEUTPOIIEHUN).

3. Pazsurue ocnoxuenunt XJUI, Bkmouas cunipom Puxrepa,
CUMIITOMATUYECKYIO JTUM(PALEHOIATHIO U OPTAHOMETAINIO C
PHUCKOM Pa3BUTHUA TSKEJIBIX OCJIOXKHEHUI, HENPOIENKEMUIO,
Crenu(pUYECKUN INIEBPUT U XUIOTOPAKC C NPU3HAKAMHU JIbIXA-
TEJIbHOIM HEJOCTATOYHOCTH, MMAPAHEOIUIACTUYECKHE U AyTO-
UMMYHHBIC CHH/IPOMBIL, APYTHUE OCIOXKHEHUS, YIPOXKAIOIHUE
JKA3HU.

4. PazBuTre OCIOKHEHUN TEPATINU, BKIIOYAs CUH/POM JIN3U-
€4 OIIyXOJIY, TSDKETbIE MH(PY3HOHHBIE PEAKIIUN, MUETOTOKCUYE-
CKMI arpaHyJIOLUTO3 C JIMXOPAAKON U APYIUe OCIOKHEHUS,
YIPOKAIOMIUE JKU3HU.

IIoxa3aHHA K ILIAHOBOH IOCIIHTATH3 AL HH:

1. ITpoBeJicHUE TEPAIUU B CJIy4asX, TPEOYIOUIUX KPYITIOCY-
TOYHOI'O HAOMIOACHUSA 32 ITALUEHTOM I10 IPUYUHE TAKECTU CO-
CTOSIHUSA, OOYCJIOBIEHHOTO OIYXOJIBIO, WIIX 1O IPUYMHE PUCKA
OCJIOKHECHUM, CBA3AHHBIX C IIPOrPAMMON JICYCHUS WA COITYT-
CTBYIOIIMMHU 3200JIEBAHUAMM.

2. O6cneoBaHmE MAITUEHTA, BKITIOYAIOIEEe OUOTICUIO U MHBA-
3UBHBIC BMEIIATEIBCTBA, B CIYYASIX, KOI7IAa OHO HE MOXKET ObIThH
MIPOBEJIECHO AMOYIATOPHO.

IIoxa3aHUA K BBIIIHCKE ITAIIHEHTA U3 MEJHIITHHCKOM
OPraHH3AIUH:

1. 3aBepmeHne Kypca JICYEHUS WM OJHOTO U3 ATATIOB OKa3a-
HMA CHIELUAIU3UPOBAHHOM, B TOM YUCJIE BBICOKOTEXHOIOTUY-
HOWM, MEJIUILIMHCKOM IIOMOIIH, B YCJIIOBUAX KPYIJIOCYTOYHOI'O
WIA JHEBHOI'O CTAlJUOHAPA IIPU OTCYICTBUU OCJIOKHEHUU
JIeYeHUs, TPEOYIONUX MEJUKAMEHTO3HON KOPPEKITUN U /UIN
MEAULUHCKUX BMEIIATE/IBCTB B CTALUOHAPHBIX YCIOBUAX.

2. OTKa3 NalyenTa WIK €ro 3aKOHHOI'O NIPEJCTABUTENS OT
CHENUAIUZUPOBAHHOM, B TOM YHUCJIE BBICOKOTEXHOJIOIMYHOI,
MEJULIMHCKOU IIOMOLIY B YCJIOBHUAX KPYIVIOCYTOYHOI'O WA
JJHEBHOI'O CTAIJMOHAPA, YCTAHOBJIECHHON KOHCHUIIMYMOM ME/I1-
LMHCKOM OPIaHU3ALIUH, OKA3bIBAIOIIECH OHKOJIOTUYECKYIO I10-
MOIIIb, TP YCJIOBUX OTCYTCTBUS OCTIOKHEHUHI OCHOBHOT'O 3200-
JICBAHUA 1/WIN JICYCHUA, TPEOYIONUX MEIMKAMEHTO3HOM KOP-
PEKLMU U/WUIK MEAULMHCKUX BMEIIATENLCTB B CTALIMOHAPHbBIX
YCJIOBUAX.

3. Heo6XOAMMOCTD NEPEBO/IA MAITUEHTA B IPYTYIO MCMITUH-
CKyIO OPT'aHHU3AIUIO TIO COOTBETCTBYIOIEMY ITPODUIIIO OKA34a-
HUA MEIULMHCKOM ITIOMOIIY.

4. PermeHune BpaueGHON KOMUCCUN OO0 OTCYTCTBHUH ITOKA3aHU
K IIPEOBIBAHUIO MTALIMEHTA B CTALIMOHAPE B CBA3U C OECIIEPCIIEK-
TUBHOCTBIO JIEYEHHUSI U HEOOXOAUMOCTBIO OKA3AHUS TOJIBKO
NAJJIMATUBHOM ITOMOIIIH.

3aKIIOUEHUE O LEJIECOOOPAZHOCTU MEPEBOJA MALUEHTA B
NPO(UABHYIO MEAUIIMHCKYIO OPTraHM3ALUIO COCTABIAETCS
IIOCJIE NIPEABAPUTEILHON KOHCYJIBIALMHU 110 IPEJIOCTABIEHHBIM
MEJULIMHCKAM  JOKYMEHTAM M/WIM IPEJBAPUTEILHOIO
OCMOTpA NALMEHTA BPAYAMU CIIELUATUCTAMU MEAUITUHCKON
OPraHU3ALMH, B KOTOPYIO IVIAHUPYETCA IIEPEBO.
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6. lononHuTenbHaA Mchopmauvm, BJINAIOWAA HA Te4eHue U ucxopn saboneBaHuA

6.1. Craguposaxue JIMJ 6.3. OueHka oTBeTa Ha nedyeHue npu XJJ1
Cramposanue JIMJI OCyIIeCTBIETCS 110 PE3y/sraTaM oocie- O11€HKa OTBETA HA JIEYEHUE IIPOBOJIUTCS B COOTBETCTBUHU C
JIOBAHUS B COOTBETCTBUN C KPUTEPHAMH KIACCU(PUKAINHA ANN  OGHOBIECHHBIMI KPUTEPHAMH, PEATIOKCHHBIMH MEKIYHAPO-
Arbor [13]. HOI paboueti rpymmoii no XJIJI (IWCLL) B 2018 1. [12].
Crabwinzanus 3a001€BAHNS YCTAHABINBACTCS B CUTYALIMAX,
6.2. OB naumenToB B rpynnax no MM HE YJJOBJIETBOPSIONINX KPUTEPHUAM HU YACTUYHON PEMHUCCHH,

HU [TPOT'PECCHU.

Ta6nuua 6.1. CragupoBanue numcom no Ann Arbor, moaudukaumua Cotswold
Table 6.1. The Ann Arbor staging for lymphomas, Cotswold modification

Cragwua | MopaxxeHne ogHON NMMaTNYECKOM 30HbI NN CTPYKTYpPbI®

* MopaxxkeHve 2 nnn 6onee NMM@aTUHECKNX 30H Mo OAHY CTOPOHY Anadparmbl
Crtagwma Il | -+ NlokanusoBaHHOe B Npegenax 1 cermeHTa nopaxeHuve 1 akcTpanumaTUyecKkoro opraHa Unmn TKaHu 1 ero permoHapHbIx
MMdaTUYECKMX Y3M0B C NOPaXKeHNeM unm 6e3 nopakeHnAa apyrux nuMmdarmyecknx obnacTen no Ty e CTOPOHy anadparmbl

+ MopakeHne numdaTNYecKnX y3n10B UM CTPYKTYp No 06e CTOPOHbI Avadparmbl
Crtapwma lll | - NlokannsoBaHHOe B npepenax 1 cermeHTa nopaxeHue 1 aKCTpanMmaTn4ecKoro opraHa Uin TKaHu 1 ero permoHapHbIX
nMdaTUYecKnX y3noB ¢ nopaxeHmem apyrnx numdarmnyecknx obnacter no obe CTOpoHbl Anadparmbl

+ AnccemmHmpoBaHHOe (MHOrooKyCcHoe) nopaxkeHne 1 M HeCKONMbKMX 3KCTPannMMgaTnyecKnx opraHoB ¢ MopaXKeHnem

nnm 6e3 nopaxkeHnA NMMaTNYecknx y3nos
* Mi3onnpoBaHHOe nopaxXeHne 3KCTpannMmgaTniyeckoro opraHa ¢ nopaxeHneM oTAaneHHbIX (HepermoHapHbIx) MMMGaTUHecKmx y3nos
+ MoparkeHne neyveHn n/mnm KOCTHOro mo3ra

Ctagma IV

Ana Bcex cragui

A + OTcyTcTBME NpU3HakoB B-ctagum

OpvH unn 6onee 13 cneayoWMX CUMNTOMOB:
* Temneparypa Tena Bbilwe 38°C He MeHee 3 fHel noapaa 6e3 Npu3HakoB BocnaneHna

B 10,
* noxyaeHune Ha 10% maccol Tena 3a nocnegHue 6 mec
* HOYHble NPOdy3HbIe NOThI
JlokannaoBaHHOe aKCTpaHodanbHoe nopaxkeHve (npu -1l craguax):
E * IOKaNM30BaHHOEe NopaxeHue 1 aKcTpannumaTnyeckoro opraHa unm TkaHu B npeaenax 1 cermeHta 6e3 nopa>keHna MM aTnyHeckmx

y3noB
+ ctaguA | unu |l ¢ orpaHnYeHHbIM 9KCTPaHOAASbHLIM BOBMIEYEHUEM MPUMEXALLEro opraHa Uiy TKaHu

*K numdaTnyeckum CTpyKTypam OTHOCAT NnmdaTuydeckme yaibl, CeneseHKy, BUNOYKOBYIO Xeneay, KonbLo Banbaeriepa, YyepeobpasHbiii OTPOCTOK,
neriepoBbl GIALLKN.

Ta6nuua 6.2. OB nauueHToB B rpynnax no MMNn
Table 6.2. Overall survival (OS) for patients of MPI groups

Fpynna pucka Bann Yucno nauueHToB, a6c. (%) MatunetHAaa OB, %
Huskan 0-1 340 (29) 93,2
MpomexxyToyHaa 2-3 464 (39) 79,4
Bbicokan 4-6 326 (27) 63,6
OueHb BbiCcOKaA 7-10 62 (5) 23,3

Ta6nuua 6.3. OueHka oTBeTa Ha nevyeHue npu XJJ1
Table 6.3. The response assessment to CLL treatment

Mokasatenb MonHanA pemuccuna YacTtuuHana pemuccua Mporpeccuna

lMapameTpbl, xapakTepu3ayioLuue Maccy Omyxonm

NumdpapeHonaTna OtcyTcTBMe y3nos >1,5 cm YMeHblueHne =50% VYBenuyerve =50%
lenaTtomeranua Het YmeHblueHne =50% YBenuyerue =50%
KpaHunok bHbIN M HKW MeHbLUeHVe 250% OT BeNIMYUHbI
CnneHomeranva patvokaynan pasmep cenese Yme eHue 250% ot Ben ’ YBenuyerue =50%
<13 cm Ha KOTOpPYIO yBenmyeHa NCXo4HO
YBenuyerune =50%
Nnm NTbl KPOBU <4x10°n MeHbLueHne =50% OT UCXOLHOT! BHA
chovy pol Ywmel eHne =50% 0T MCXOOHOro ypol OT UCXOZHOTO YPOBHA
KoGTHBI MOSF HopmokneTouHbIn, <30% nMmdounToB, YMeHbLUEeHNEe MHUNbTPaLMN KOCTHOTO _
HeT HOAYNAPHOro NopaXKeHnA Mmo3ra Ha 50%
KOHCTUTYUMOHaNbHbIE CUMATOMbI Het Jobbie Jobble

lMapameTpbl, xapakTepuayioLume yHKLMIO KOCTHOrO Mo3ra

CHwxeHue =50%
9
TpomboumnTbI >100x10%n >100x10%n nnu nosbilLeHNe 250% OT UCXOZHOro

T UCXOLHOT
OT MCXOAHOTO no npuynHe XJ1J1

CHwxeHue =20 r/n

>110 r/n (6e3 TpaHcdy3ui >110r/n vinu noebiweHne =50%
FemornobuH W 3pUTPOMNO3TMHOB) OT UCXOHOrO OT VCXOAHOTO 1O
npuunne XJ1N
9, 0,
HeiTpochusiol >1,5x10%n >1,5x10%n nnn nosbieHne >50% _

OT ncxogHoro
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Kputepum oLeHKM KauecTBa MeAULIMHCKOW NOMOLLMY

OueHka
Ne Kputepumn Ka4ecTs:
putep atiectea BbIMNOJIHEHUA
MauveHTy ¢ nogo3pennem Ha XJUT/IMIT nnu BoiasneHHbIM XJ1/JIMJ1 npy nepBMYHOM MM NOBTOPHOM MpUEMe, OLeHKEe PemMmccunm
4 |vepes 2 Mec nocne 3aBepLUeHUA Tepanuu, KOHTPOJIbHbIX 06CNe[0BaHMAX U NOJO3PEHNM HA peunamB 3aboneBaHnA BbINOHEH [aHer
" | pasBepHyTbIN KITMHNYECKNI aHaNN3 KPOBU C onpeaesieHneM YpoBHA reMornobuHa, apuTpoLmnToB, TPOMOOLMTOB, NEAKOLMTOB,
NOACYETOM NIeNKOLUMTapHON hOPMYSIbl U KONNYECTBA PETUKYIOLMTOB
> MauuneHTy ¢ nogo3pennem Ha XJ1J1 ¢ konnyectsom B-nerikoumToB =5000 B 1 MK/ BbIMOTHEHO MMMYHOMDEHOTUNNYECKOE HaHer
" | nccnepoBaHne NMMMOLIMTOB KPOBM METOA0M NMPOTOYHON LMTOhNyopuMeTpum
3 MauuneHTy ¢ nogo3peHnem Ha JIMJ1 6e3 KNMHUYEeCcKoro NMmdoLmNTo3a B KPOBU TMOO NaLMEHTY C NOA03PEHNEM Na/Het
" | Ha TpaHcopmMaumio BbinonHeHa 6roncmA Mg aTnYeckoro yana (o4ara nopaxeHua)
4 VY nepeuyHoro nauuenTa ¢ XJ1J1/JIMJT ¢ nopo3peHvem Ha TpaHcopmaLuuio NoslyYeH rmcToNnorMyeckmii npenapaT KOCTHOro Mo3ra OaHer
" | (BbINONHeHa TpenaHobuoncMA KOCTHOro Mo3ra)
MepBu4HOMY NnaumeHTy npu yctaHoske anarHosa XJ1/JIMJT nnbo naumeHTy ¢ BepuduumpoBaHHbiM XJT/JIMIT nepen Havanom
5. | TePanm, oueHKe pemmccun yepes 2 Mec nocre 3aBepLUeHMA Tepanum, a Takxe Npy NoA03peHnn Ha peunave 3abonesaHmA NaHet
" | BbinonHeHbl KT rpyaHOM KNeTky, opraHoB GPIOLLHON MOIOCTM M Manoro Tasa (C KOHTpPacTUpoBaHMEM) UK peHTreHorpadvA
OpraHoB rpyAHON KNeTkun B 2 Npoekumax 1 Y3W numdaTnyecknx y3nos 1 BHYTPEHHUX OpraHoB
6 Y naumnenTta ¢ XJIJI/JIMJ1, nony4atowero Tepanuio orpaHN4eHHoON ANNTENbHOCTY, BbINOIHEHA OLeHKa Tepanvu no KpUutepuam Oa/Her
" | IWCLL 2018 r. He meHee 4eM 4epe3 2 Mec Nocne OKOHYaHUA Tepanvu
7 VY naumwenTa ¢ XJU/JIMJ1, nony4atoLlero HenpepbIBHYIO UM NOAAEPXUBAIOLLYIO Tepanuio, BbINO/IHEHA OLeHKa Tepanum DaHet
" | no kputepmam IWCLL 2018 r. He MeHee YeM Yepe3 2 MeC Nnocne AOCTVXXEHNA MaKCUManbHOro oTeeTa
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* CTY/IEHTBI METUITUHCKIX BY30B.
MeToxoaorus c60pa JOKA3aATETbCTB
MeTobl, HCIIOAb30BAHHBIE JI/IA COOPA/CETEKITHH JOKA-
3aTeIbCTB: TIONCK IyOINKAINI B CIEITUATN3UPOBAHHBIX TIEPHO-
JIMUECKUX TIEYaTHBIX U3JAHMSIX C UMITAKT-(hbakropom 6oee 0,3.
IIOMCK B 3JIEKTPOHHBIX 0A3aX JAHHBIX

JIOKa3aTeNnbHOM 62301 /11 PEKOMEHIAIINA ABIAIOTCA TyO/In-
Kaluy, souiezimuye B KOKpaHOBCKYIO GUOIMOTEKY, 6A3bI JJAHHBIX
PubMed u MEDLINE. Ilmy6una nnoucka cocrasisiina 30 j1er.

MeToapl, HMCIOJb30BAaHHBIC JJid AHAJU3a J0Ka3a-
TEIbCTB:

* 0630pbI OITyOIMKOBAHHBIX METAaHAIU30B;
* CUCTEMATUYECKUE OO30PBI C TAGIUIIAMH JIOKA3ATEIbCTB.

MeTozpl, UCIIONb30BAHHBIE IS KAYECTBA U CHUJIbL JJOKA3a-
TE/IbCTB:

Ta6nuua A1. LLikana oueHku Y[ anA meToAoB AMarHOCTUKM (AMarHoCTUYECKUX BMellaTeslbCcTB)
Table A1. Scale for assessing the strength of evidence for diagnostic methods (diagnostic interventions)

vyoa Pacuwudposka
1 CuctemaTtumyeckne 0630pbl UCCNEQOBAHMI C KOHTPOIEM pedhepeHCHbIM METOAOM WU cucTemMaTnyeckmin 063op PKA
C NpUMEHeHneM MmeTaaHannsa
2 OTaenbHble UccnenoBaHuA C KOHTPONeM pethepeHCHbIM METOAO0M unu otaenbHble PKU u cuctemaTtnyeckme 063opbl
vcenenoBaHuin noboro ansanHa, 3a ncknovernem PKU ¢ npumeHeHnem metaaHanmsa
VccnepoBaHmA 6e3 nocnenoBaTelbHOro KOHTPONA ped)epeHCHbIM METOAOM UM UCCNeA0BaHNA ¢ peddepeHCHbIM METOA0M,
3 He ABNAKLWMMCA HE3aBMUCUMbIM OT UCCedyemMOoro MeToAa Umn HepaHaAoOMU3NPOBaHHbIE CPaBHUTENbHbIE UCCeO0BaHUA,
B TOM YMCIe KOrOPTHbIE UCCNeaoBaHNA
4 HecpaBHUTeNbHbIE UCCNEAOBAHUA, ONUCAHNE KITIMHUYECKOro cnyyasn
5 VmeeTcA nuib 060CHOBaHNE MeXxaHM3Ma AeVCTBMA UM MHEHME 9KCNepToB

Mpumeyanue. PKW — paHaooMmn3npoBaHHble KIMHUYECKNe UCCnefoBaHusA.

(NMpodunakTU4ecKuX, neve6Hbix, peabunIMTaLuoHHbIX BMELLATENbCTB)

(prevention, treatment and rehabilitation interventions)

Ta6nuua A2. LLikana oueHku YA anA meToaos NpounakTUKm, Ne4eHnA U peabunurtaumm

Table A2. Scale for assessing the strength of evidence for prevention, treatment and rehabilitation methods

1cecnenoBaHnA «Crny4ari—KOHTPOb»

yan Pacwudposka

1 CuctemaTtunyeckmin 063op PKW ¢ npymeHeHnem meTaaHannsa

5 OT1penbHble PKU 1 cuctematnyeckue 0630pbl uccrnenoBaHnii Noboro ansaHa, 3a ncknoveHnem PKU,
C NpYMEeHeHemM MeTaaHanmnaa

3 HepaHaoMun3npoBaHHble CpaBHUTENbHbIE MCCNEA0BAHNA, B TOM Y/CIEe KOrOPTHbIE UCCNenoBaHna

4 HecpaBHuTeNbHbIE MCCNEA0BaHNA, ONUCaHNe KIMHUYECKOro ClyYan Unm cepumn cryyaes,

nnn MHeHne aKcnepToB

5 MmeeTcA nuwwb 060CHOBaHNE MexaHM3Ma AeNCTBMA BMeLlaTenbeTBa (QOKIMHUYECKME NCCNeaoBaHNA)

(prevention, diagnosis, treatment and rehabilitation interventions)

YYP Pacwudposka

Ta6nuua A3. Likana oueHku YYP anA metonos npoduiakTMKY, AMarHoCTUKU, NNeYeHUA U peabunurauum
(npodunakTU4eckKux, ANarHoOCTUYECKMX, NNe4e6HbIX, peabuNMTauMoHHbIX BMeLLaTeIbCTB)
Table A3. Scale for assessing the strength of recommendations for prevention, diagnosis, treatment and rehabilitation methods

CunbHaA pekomeHpaumvA [Bce paccmaTpuBaemble KpUTepun 3hheKTUBHOCTM (MCXOAbI) ABNATCA BaXKHLIMU,
A BCE VICCNe0BaHVA UMEIOT BbICOKOE UMW YA0BNETBOPUTENBHOE METOA0NOMMYECKOE Ka4yecTBo,
VX BbIBOAbI MO MHTEPECYIOLLMM MCXOAAM ABNAIOTCA COrNacoBaHHbIMM]

YcrnoBHaA peKoMeHaauua [He Bce paccmaTpuBaemble KpUtepum apeKTUBHOCTY (UICXOLb!) ABMAIOTCA BaXKHbIMY,
B He BCe VCCMe0BaHNA VMEIOT BbICOKOE MW YA0BNETBOPUTENIbHOE METOAOIOTMHECKOE Ka4ecTBo,
W/Mnn UX BbIBOAbI MO MHTEPECYIOLLMM UCXOAAM He ABIAIOTCA COrfacoBaHHbIMM]

Cnabana pekomeHgaumsa [OTCYTCTBME [OKA3ATEIbCTB Haaiexallero Ka4ecTsa, BCe paccmaTpuBaemMble Kputepum
C ahdekTBHOCTH (VICXO.E!.bI) ABNAKOTCA HEBa>KHbIMU, BCE UCCNefoBaHNA MMEKOT HU3K0oe MeToa0/10rm4eckoe Ka4ecTeo,
1 UX BbIBOAbI MO MHTEPECYIOLLNM UCXO0AAM He ABNAKTCA COrnacoBaHHbIMU]
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® KOHCEHCYC 3KCIIEPTOB;
® OLICHKA 3HAYUMMOCTH JOKA3ATC/IbCTB B COOTBETCTBUU C PEH-

TUHI'OBOI CXEMOM JJOKA3aTEIbCTB (Ta6/L A1-A3).

B HACTOAIINX KIMHUYECKUX PEKOMEHAAUAX NPUBEICHDI
VI 1 YYP B COOTBETCTBUM C PEKOMEHAAMAMU 110 Pa3padboTKe
U AKTYAIM3ALUNA  KIMHUYECKUX PEKOMEHJAUMI  (IIPUKA3
Mumnsgpasa Poccuu ot 28.02.2019 Ne103n).

MeToon0THA BATHIN3ANIUH PEKOMEHIAITHH

MeToabl BATHIU3AIUH:

* BHELIHAA SKCIIEPTHAS OLICHKA,;
* BHYTPEHHAA SKCIICPTHAA OLICHKA.

Onucanve METOAHMKH BATHIU3ALHH PEKOMEH AN

Hacrosmue peKOMEHAAIUU B IIPEABAPUTEIBLHOM BEPCUU Pe-
LIEH3UPOBAHBI HE3ABUCUMBIMU 3KCIIEPTAMU, KOTOPBIX IIOIIPO-
CHUJIM IPOKOMMEHTUPOBATH, HACKOJIIBKO KA4ECTBEHHO UHTEP-
MIPETUPOBAHDI JOKA3ATENbCTBA U PAa3PA0OTAHBI PEKOMEHAALINH.
Taxoke MPOBEJIEHA SKCIIEPTHASL OLIEHKA U3JIOKEHHUS PEKOMEH/1a-
LU U UX JOCTYIIHOCTH JUIg IOHUMAHUSL.

PexoMeHIaIun 06CyKICHBI U O/I0OPEHBI BEIYIIUMH CIIEIHA-

MpunoxxeHue A3. CBA3aHHble AOKYMEHTbI

Her

JIMCTAMU TPOMUIBHBIX (DE/IEPANTBHBIX IIEHTPOB PD 1 MpaxTH-
KYIOIIMMU Bpadyamu. [IpOEKT KIMHUYECKUX PEKOMCH/IALINIT paC-
CMOTPEH Ha COBEMAHUAX paboueit rpynmnsl B 2017-2018 T,
¢opyme 3KCIIEPTOB MO BONIPOCAM JUATHOCTUKU M JICYCHUA 3710-
Ka4ECTBEHHBIX JINM(ONPONN(PEPATUBHBIX 32607€BAHUN «JTUM-
Gopym», EXKETOJHON POCCUACKON KOH(PEPEHIINHU C MEKIyHA-
PO/IHBIM YYaCTHEM «3JI0KAYECTBEHHBIE JIUM(POMBI», 4 TAKKE B
pamkax IV Konrpecca remartonoros Poccuu.

IopAAOK OOGHOBICHHS KIMHUICCKUX PEKOMEHIAIHIT

AKTyaIM3anys IpoBOINTCSA HE pexe yeM 1 pa3 B 3 1ojia Win
TP OABJICHUN HOBOW MH(POPMAITUH O IMATHOCTUKE M TAKTHUKE
BEJIEHUS MALMEHTOB, crpagaomux XJJI/JIMJI, HO He uaie
1 paza B 6 mec. Pernenrie 06 OGHOBICHUH TPUHUMACT MUH3/I-
pas Poccruu HAa OCHOBE NPEIOKEHUN MEJULTMHCKUX IIPOdec-
CHOHAJIBHBIX HEKOMMEPUECKNX OpraHuzannil. COopMupOBaH-
HBIE NTPE/IOKEHUA JOIDKHBI YYUTBIBATD PE3YIBTATBI KOMITIEKC-
HOH OLEHKH JIEKAPCTBEHHBIX IPENAPATOB, MEIAUIUHCKUX
W3JICIINIT, A TAKKE PE3YIBTAThI KTMHUYECKOM arTpO6aIIAN.

MpunoxeHue A3.1. 3HayeHMe mapkepoB Bupyca renaturta B npu XJ1J1

Knetkn XJIJI MOTYT OBITH JJOIOJTHUTEIBHBIM PE3EPBYAPOM JUIS
Bupyca renarura B. JlarenTHas nH(eKuys, BeisBanHas HBV, Bbi-

ABAETCA Y AleHToB ¢ XJUT game. 3Hauenue mapkepos HBV-un-
ek 1 IIPEATIONATaeMbIE ACHCTBUA IPEICTABICHDL B TA0/L A3.1.

Ta6nuua A3.1. 3HayeHue MapkepoB BMpYCHoro renatuta B
Table A3.1. The value of markers of hepatitis B virus
Pacwudposka HB: AHTM-HBc AHTM-HBs [OHK HBV DevicTBuUA
He koHTakTuposan ¢ HBV - - - - MpoBecTn BakumHaumio. MNMpoTrnBonokasaHui k aHTM-CD20 HeT
BakunHaumA nposeaeHa - - + - MpoTuBonokasaHuii kK aHTM-CD20 HeT
PekoHBanecueHT - + + - MpoTmBonokasaHuii kK aHTn-CD20 HeT
KoHTponb OHK HBV kaxnable 2 mec BO Bpema Tepanuu
BoamoxHoe naTeHTHoe S 0 GO & WP D i) v
I ——— - + - + aHTK-CD20, Ha3Ha4eHne NPOTVBOBMPYCHOM Tepanum
npu noasneHun HBsAg nnn JHK HBV

HeakTvBHOE HOCUTENLCTBO + . _ . HasHayeHne NpoTUBOBMPYCHbIX MpenapaTos BO BpemA Tepanuu
HBsAg - - aHTN-CD20+ + roa nocne oKoH4YaHuA
e ym— + 5 - . OTkasaTbcA oT aHTU-CD20 1nv NpoTUMBOBMPYCHAA TepanuA

P - [0 Tepanuu, BeCb Nepurog, eveHnsa + 1 roa nocrne oKoH4YaHua™
*Mpn HeobxoaMMOCTU Ha3HaveHna aHTM-CD20 nokasaH NOCTOAHHbIN Npuem aHTekasupa*™ 0,5 Mr/cyT. QHTeKaBMp** Ha3HayaloT Ha BECb Nepuos
neveHvA/noaaepXXMBatoLLen Tepanuu 1 He MeHee 1 roga nocne 3aeeplUeHna MMMYHOCYNPECCMBHOM Tepanumn Npy HEOAHOKPATHbLIX OTPULIATESIbHbIX
pesynbTarax TectmpoBanua Ha JHK Bupyca renatuta B B kpoBu. OnTrmManbHasA NPOAC/IKUTENBHOCTL TEpanMu 3HTeKaBMpoM** nocne 3aBepLueHnA
Tepanun putykcumabom™* He onpegenera. Ecnun naumenTy ¢ XJ1J1 cneundunyeckan TepanvA He nokasaHa, B NpounakTM4ecKoM Ha3HauyeHnm
3HTeKaBMpa™ HeT HeobXxoAMMOCTU. JTaMMBYANH HE AOMKEH NPUMEHATLCA Y nauneHTos ¢ XJ1J1, TOCKONbKy peyb BCerga MaeT o AUTENbHOM npueme
NPOTMBOBUPYCHbIX NpenapaTos. K KOHLY 2-ro roga npuema naMmuByamnHa K 3ToMy npenaparty ycTtonumeo 6onee 40% wrammoB HBV, k kKoHuUy 4-ro rona
npuema — 70% wrammoB HBV. MNpun pasBuTumM yCTONYMBOCTUN K IHTEKABMPY** NOKa3aH Nepexop, Ha TeHOhoBMpP**.

MpunoxxeHue A3.2. NokasaHuA K Hayany nedyeHua XJUV/JIIMN

Teparma XJIJI/JIMJI fO/KHA HAYMHATBCA TIPH HATTMYMHN KAK
MMHHUMYM 1 U3 CIIEYIOINUX [TOKa3aHUI 110 Kpurepusm [WCLL
2018 1.[12]:

1. Cragusa C o J. Binet.

2. OauH WUy 60JIee CUMITTOMOB MHTOKCHUKAITVH:

e moTepst >10% MacCh Tema 32 6 MEC (CC/TU MAIUEHT HE TPUHU-

MaJI MEPBHI /IS TIOXY/IEHNA);

e cmabocTh (odmee coctoanre no ECOG 2, HeTpyj0CciioCO6HOCTD);
* cyoebpribHas INXOPA/IKA B TEUEHUE 2 HEJ| 6€3 IPU3HAKOB

MH(EKIIN,
® HOYHBIE IIOTBI, COXPAHAIONNECS Hosiee 1 mec, 6e3 NIPU3HAKOB

MH(EKINN.

3. Hapacramomas aHeMHus U/WIM TPOMOOLUTOIEHUH, 00-
YCJIOBJIEHHAS! MH(PWIBTPAITUEN KOCTHOTO MO3Ta.

4. AyTOMMMYHHAsI aHEMUSA U/WINA TPOMOOIIMTONICHUSA, PE3N-
CTEHTHAs K TIPETHU30JIOHY.

5. BosbIime pasMepsl CeIe3eHKH (>6 CM HIDKE PEOEpHOIT Jy-
I'M), ABHOE YBEJTMYCHHUE OPIaHA.

6. MaccuHast (>10 ¢M B MAKCUMQJILHOM JMAMETPE) U/WJIH
HapaCTAIOMAs TMMQPATCHOIATHS.

7. Bpems yiBoeHus 4rc/Ia TUMOIIUTOB MEHee O MeC.

8. DKCTPAHOJATIBHOE TIOPAKEHNE, CUMIITTOMHOE UJIN BJIUAIO-
mee Ha PyHKIUIO MOPAKEHHOIO OPraHa.
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MpunoxeHue A3.3. Pexxumbl nekapcTBeHHoro neveHuAa XJ1J1

MoHoTepanua

MoHoOTepanus XJI0PaMOyIIIOM ™ — KypCOBO¥ (popmar
o Xnopam6yumn™ — 10 mr/m? BHyTpb B 1—7-11 JTHHL.

Jleuenure BO30OOHOBSIETCS Ha 29-11 /ICHB.

MoHOTepans XJIOPaMOYyIFIOM ™ — IIOCTOAHHBIH (hopmar
e Xnopamoyun™ — 0,07-0,20 MI/KI BHYTPb €KEAHEBHO B T€YE-
HUE 2—4 HEJL C TOCJIEAYIONUM ITOJO60POM JJO3BI.
MoHoTepanus #6eHJaMyCTHHOM
e #BenjaMmycTuH"™ — 90 MI/M? BHYTPHUBEHHO B 1, 2-11 THU.
Jleuyenue BO30OOHOBSIETCS Ha 29-11 JICHB.

MoHoTepanmu:a HOPYyTHHHOOM**

e U6pyruHn6"™ — 420 Mr/cyT (3 Kancynael) BHYTPb 1 pas B IEHDb
J10 IIPOI'PECCUPOBAHMA UM PA3BUTHS HENEPEHOCUMOU TOK-
CUYHOCTH.

MoHOTepanHa BEHETOKIAKCOM

e Benerokmakc — 20 mr/cyr (1-a nepens), 50 mr/cyr (2-a9 Hene-
1), 100 mr/cyr (3-a nepens), 200 mr/cyr (4-1 Henens),
400 Mmr/cyT (5-1 Hefend U gajee), JO IPOrpeCCUPOBAHNS WIN
Pa3BUTHA HEMEPEHOCUMOH TOKCUYHOCTH.

MonuxummuoTtepanua
FCR BHYTpHBEHHBIHN

e Purykcuma6™— 1 nuir: 375 Mr/M? BHYTPUBEHHO KaIeJIbHO,
JeHb 1, nocneayomue nukiask: 500 Mr/M? BHYTPHUBEHHO Ka-
nesnbHO Wi 1600 MI OAKOKHO, JeHD 1.

o #QryapabuH™ — 25 Mr/M? BHYTPUBEHHO KalleJIbHO, THA 1-3.

o #IJuxnodocdamun™ — 250 Mr/mM? BHyTPUBEHHO KaIEJIbHO,
oHU 1-3.
JleueHuie BO30OHOBIIACTCS HA 29-11 JIeHb.

FCR nnepopajbHBII

e Purykcuma6™— 1 nuxir: 375 Mr/mM? BHYTPUBEHHO KaIEJIbHO,
JeHb 1, mocneayomue nuKiask 500 Mr/mM? BHYTPHUBEHHO Ka-
neabHO Wi 1600 MI TOAKOKHO, IeHb 1.

o #Qygapabun’ — 40 mr/m? BHyTPb, 11U 1-3.

* #ITuxnodocdamua™ — 250 Mr/m? BHYTPb, JHUA 1-3.
Jleuenure BO30OOHOBSIETCS Ha 29-11 /ICHB.

FCR-Lite

e Purykcuma6™—1 1yt 375 Mr/mM? BHYTPUBEHHO Kall€JIbHO,
JeHpb 1, mocneayiomue nuiiask: S00 Mr/m? BHYTPUBEHHO Ka-
nenbHO Wi 1600 MI TOAKOKHO, JHu 1, 5.

e #@Qynapabun”™ — 20 Mr/m? BHYTPb, 1HU 1-3.

o #IJurnodochamun™ — 150 mr/m? BHYTPb, 1HUA 1-3.
Jleuenne BO30OHOBIISIETCS HA 29-11 [IEHD.

RB

e Purykcuma6™— 1 nMKIL 375Mr/M? BHYTPUBEHHO KaIEJIbHO,
nenb 1, nocnenyomue HUKIb: 500 Mr/mM? BHYTPUBEHHO Ka-
neabHOo Wi 1600 MI TOAKOXKHO, IeHb 1.

e #BeniamycTrH™ — 90 MI'/M? BHYTPUBEHHO KaIlEJIbHO, IHU 1, 2.
Jledenune BO30OHOBIACTCA HA 29-11 JICHD.

Chl-R

e PutykcuMa6™— 1 MUK 375Mr/M? BHYTPUBEHHO Kall€JIbHO,
JeHb 1, mocneayiomue nukiask: 500 Mr/mM? BHYTPHUBEHHO Ka-
1eabHO Wi 1600 MI TOAKOXKHO, IeHb 1.

o Xyopam6ynmn™ — 10 Mr/m? BHyTPb, IHU 1—7.
Jleuenne BO30OHOBIISAECTCS HA 29-11 /IEHb.

Chl-G
* Obunyryzymad™ — 1000 Mr BHyTpUBEHHO, JeHb 1 (100 Mr B
Tedenue 4 4), 2 (900 mr), 8, 15 (uux 1), ieHs 1 (LUKIB 2—-6).
* XyropaM6ynun™ — 0,5 MI'/KT BHYTPb, IHHA 1, 15.
JleyeHre BO3OOHOBIISIETCS HA 29-11 ICHb.

R-HDMP

* #PUTyKCUMA6™ — 375 MI'/M? BHYTPUBEHHO KaIleJIbHO, THU 1, 8,
15,22.

e MeTunnpeJHu30J0H™ — 1 1/M? BHYTPUBEHHO KAaIlCJIbHO,
mau 1-3.
JleueHue BO30OHOBIAETCA HA 29-11 JeHb. [IpoBOAAT 3 Kypca.

R-CD

e Purykcumab™ — 1 Uk 375 Mr/mM? BHYTPHUBEHHO KalleJIbHO,
JeHb 1, nocneayomue nuKibk 500 Mr/mM? BHyTPHUBEHHO Ka-
neabHO Win 1600 MI TOKOMXKHO, IeHb 1.

e [Tuxnodochamun™ — 750 Mr/m* BHYTPHUBEHHO KaIllEIbHO,
nieHsb 1.

e JlekcameTasoH™ — 12 MI BHyTPUBEHHO WUJIM BHYTPb, IHA 1-7.
Jleuenne BO30GHOBACTCA HA 29-11 JICHD.

HUOpYyTHHHG™ + pUTYyKCHMAO**

e U6pyrunu6™ — 420 Mr/cyr (3 Karcysbl) BHYTPb 1 pa3 B I€Hb,
€KEJTHEBHO.

* #Purykcumab” — 50 Mr/m?* BHyTPUBEHHO Kall€JbHO, IEHDb 1
LMKIA 2; 375 Mr/M? BHYTPHUBEHHO KaIeJIbHO, ICHb 2 ITUKIIA 2;
500 Mr/M? BHYTPUBEHHO KareabHO uin 1600 MT TOIKOKHO,
neHb 1 TUKIoB 3—7.

JleyeHure BO3OOHOBIISICTCST HA 29-11 JIEHB, BCETO 7 ITUKIIOB.

HUO6pyrnHNG* + BR

* U6pyTnHN6"™ — 420 Mr/CyT (3 Kancy/ael) BHYTPb 1 pa3 B ICHb
€KEIHEBHO B TEUECHME BCETO KypCa U Jjasiee (Tocje 3aBepiie-
HUA UKIOB BR) — /10 IporpeccupoBanus WM PA3BUTHUA He-
IIPUEMIIEMOM TOKCUYHOCTH.

* #BenyiaMycTUH" — 90 MI'/M? BHYTPUBEHHO KaIleJIbHO, IHU 2—3
upkia 1; gam 1, 2 uios 2-6.

e Purykcuma6™ — 375 Mr/mM? BHYTPHUBEHHO KaIl€JIbHO, JIEHD 1
rpxia 1; 500 Mr/m? BHYTPHUBEHHO KarenbHO win 1600 mr noj-
KOYKHO, IeHb 1 IIMKIOB 2—0.

JleyeHue BO30GHOB/AETCA Ha 29-11 IeHb, BCEro 6 LIUK/IOB.

BeHeToKIakc + pHTyKCHMA0O**

* Beneroxnakc — 20 mr/cyr (1-a nezgemnd), 50 mr/cyr (2-4 Hege-
1), 100 mr/cyr (3-a nHepens), 200 mr/cyr (4-a Henens),
400 mr/cyT (5-4 Hepend U iajee), IPUeM B TedeHre 24 Mec Ha-
YUHAsA € 1-r0 IHA 1-T0 ITUKIIA JIEYEHUS PUTYKCHUMA60M ™,

e Putykcuma6™”— 375 Mr/mM? BHYTPHUBEHHO KaIlEJIbHO 4Yepe3
1 HeJ nmoce JOCTKEHU 103bl BeHeTorakca 400 mr/cyr, ga-
see — 500 Mr/mM? BHYTPUBEHHO KarenpHO nin 1600 Mr noa-
KOKHO €KEMECSIYHO, BCEI'O O BBEACHMUIL

BeHeTOKIaKC + OOMHYTY3yMa0o**

* O6nnyTy3yma6™ — 100 mr, genb 1 nuxna 1; 900 Mr geHb 2 IHK-
ma 1; 1000 mr gens 8 muwia 1; 1000 mr gens 15 mukia 1
1000 mr genp 1 nuxaa 2; 1000 mr gens 1 GuKiaos 3—0.

e #BeHeToKIakC — 20 Mr/cyt, U 22—-28 nukiaa 1; 50 mr/cyr
auu 1-7 mukna 2; 100 mr/cyr anu 8—14 nukna 2; 200 mr/cyr
auu 15-21 nukna 2; 400 mr/cyr aau 22—-28 nukia 2, gauee
400 mr/cyT B TeueHue 12 mec.
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MpunoxeHue b. AnropuTmbl BeAeHUA nauueHTa

MpunoxxexHue B1. Anroputm BbiIGOpa 1-U NUHUKM Tepanuu naumeHTa ¢ XJU/JIMN

MopTtBepxaeHHbIN ararHos XJ1/NIMI

Hanuune nokasaHui K neyeHnto
no kputepuam IWCLL 2018 r.

Heneuna 17p/myTtauus TP53 BopkuparensHoe
HabnogeHne
Monopon
Kangupat Ha annoTlCK naumeHT 6e3 3HauMmon
KOMOPOUAHOCTM
Aa Hem
N6pyTUHIG FCR Xnopambyuun + o6rHyTy3ymab
V6pyTiHm6 BeHeToKNakc® + BR BeHpamycTuH + putykcumat
061HYTy3yma6 MN6pyTVHMG + pnTyKCMMab N6pyTrHMG + pnTyKCMMab
BeHeToKnaKc + 06MHYTY3ymab FCR-Lite
Xnopambyuun + putyKcumab
MoHoTtepanua aHTn-CD20-aHTuTenamu
N6pyTMHMG B Manbix A03ax
OCTUFHYT OTBET
A 4 BeHeToknakc* + o6uHyTYy3ymab
Ha Hem
AnnoTlCK Tepanus *MoHOTepanus BEHETOK/IAKCOM MOKa3aHa
NpW BO3MOXHOCTH 2-N NNHWUK naumeHTam, KOTOPbIM He MOXET 6bITb
Ha3HaueH N6pyTMHNG.

MpunoxeHue B2. Anroputm BbiGopa Tepanuu peunausa XJUV/IIMIJ1

MopateepxaeHHbIN peunguns XJJ1/JIMJT ¢ nokasaHUAMM K Havany nevyeHuns

Peunpans Ha 6Py TUHNGE

MoHoTepanyis BeHETOKNAKCOM
BeHeToknakc + 06uHyTy3ymab

Bbicokuin puck:
- feneuuns 17p/myTayma TP53
- peunane <24 mec nocne UXT

N6pyTHMG6 + BR MosTop UXT 1-i nuHMM
BeHeToKNaKc + puTyKkcumab BeHAamyCTVH + pUTyKcMmab
FCR-Lite
N6pyTnHNG + UXT

BeHeToknakc + pMTchmma6

B cnyuae goctmxeHna pemuccun
pPaccmMoTpeTb BO3MOXHOCTb
nposegeHua annoTICK
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Mpunoxexnue B. UHhopmauua aona naumeHToB

XJIJI npeacTaBaseT cCOO0H OHKOJOIMYECKOE 32060JICBAHNUC,
MOPAXKAIONIEE KIETKU KPOBU U KOCTHOI'O MO3ra. [1pn XpoHuye-
ckoM XJIJI KOCTHBIH MO3T BLIPAGATHIBAET MATOJIOTMUECKH U3ME-
HEHHBIE, HE CIIOCOOHBIE BBIIIOIHATD CBOU (PYHKITUH JIUM(POLIU-
Thl. OHU HAKATUIMBAIOTCSL B KDOBU M PA3JIMYHBIX OPTaHAX U BbI-
TECHSIOT HOPMAJIbHBIE KJIETKH KPOBU. CIIOBO «XPOHUYECKHI» B
Ha3BAHHMH YKA3BIBAET, YTO ITO 3a00JIEBAHUE IIPOTEKAET JOOPO-
KAa4ECTBEHHO.

JIMJI Ha3BIBACTCA OCOOOE IMPOSABICHUE XPOHUYECKOTrO XJIJI
P KOTOPOM MATOTOTHUYECKUE TUMQPOIUTHI HAKAIITUBAIOTCS
HE B KPOBU WIH KOCTHOM MO3I€, 4 B INM(PATHYCCKUX Y3/IaX.

Eme 10 et Ha3a/1 CUUTAIOCH, 4TO XJUJI/JIMJI 326071€BAIOT B
OCHOBHOM MOXKWIBIE JIIOAU. OZIHAKO 110 MEPE YAYYIICHUS AUar-
HOCTHUKHU OKA34JIOCh, YTO 3TO 3200/IEBAHHUE MOKET BOZHUKATD U
y MonoAbIX ymojei (40—-50 Jier), npudeM B 3TOM BO3PACTE OHO
IIPOTEKACT MECHEE OIATOIPUATHO.

Bpau moxer 3annogosputs XJIJI/JIMJL, onupasch HA BAIIU
JKA7OOBI 1 OOHAPYKUB COOTBETCTBYIOIIME CUMIITOMBI TIPU
ocMorpe. B atom ciryuae 6yneT Heo6XOAMMO IPOUTH PAsL 06-
CJIE/IOBAHUI, BKJIIOUYAS aHAIU3 KPOBU U KOCTHOTO Mo3ra. IIpu
XJUI caMbIi BaXKHBIM AaHAIN3 — 3TO AHAINU3 KPOBHU, O€3 HErO
JUArHO3 HE CTaBUTCS. B aHanM3e KpOBU BBISBIISIETCS yBEIUYE-
HUE YUCaa TUM@POUUTOB. [JUarno3 o6543aTeabHO NOATBED-
JKIAETCA CIELUAIBHBIM UCCIEA0OBAHUEM — UMMYHO(MEHOTH-
NUPOBAHUEM JTUMMPOLUTOB. MOTYT NOHA/IOOUTBCS U IPYIHE
YTOUYHSAIOIUE JUArHO3 uccaegoBanud. [Ipu JIMJI guarunos
CTaBUTCS MO PE3YIBTATAM I'MCTOJOIMYECKOIO U UMMYHOTH-

MpunoxxeHune I

Mpunoxxenue M. Lkana oLeHKK o6LLEro COCTOAHUA
nauveHta ECOG

KimHuyeckas OIeHKAa OOMIETO COCTOSHMA IMAlMEHTA C
XJUJI/JIMIJT IpOBOAMUTCS 110 LIKAJIE, Pa3pa00TAHHOIM BOCTOYHON
OOBEAMHEHHON OHKONOrnYecKon rpymnmnon (Eastern Cooperati-
ve Oncology Group) [65].

OpurunaneHoe HaspaHue: The ECOG Scale of Performance Status.

Hcrounuk: Oken MM et al. Toxicity and response criteria of
the Eastern Cooperative Oncology Group. Am J Clin Oncol
1982; 5 (6): 649-55 [65]

Turr: mKaaa OleHKHN

HazHavyeHue: KNIMHUYECKAS OLICHKA OOIIErO COCTOAHMSA ITAIUEHTA

CopepskaHHe U HHTEPIIPETAIUA

Cratyc
nMUcaHwu I TOAHUA N MNEeHT:
(6annei) OnucaHue o6Lero cocTo! aLumeHTa
0 [aumeHT NOHOCTLIO aKTUBEH, CNOCOOEH BbINOHATL BCE,

Kak 1 po 3abonesaHnA

MauneHT HecnocoBeH BbIMOHATL TAXKENYIO,

1 HO MOXET BbINOMHATL NErKylo UNn cuaavyio paboTy
(Hanpumep, Nerkyto AOMALLHIO N KaHLeNIAPCKYo paboTy)
MaumneHT neuynTtcA ambynaTopHo, cnocobeH

K CaMOOGBCIy>XMBAHMIO, HO HE MOXET BbINOMHATL PaboTy.

2 Bonee 50% BpeMeHn NPOBOAUT aKTUBHO —
B BEPTMKa/IbHOM MOSIOXEHUN
MauneHT cnocobeH NuLLb K orpaHnYeHHOMY
3 camoo6Ccny>XMBaHmo, NPOBOAUT B Kpecne
nnu noctenu 6onee 50% BpemeHn 604pCTBOBAHMA
4 MHBanua, coBepLueHHO HecrnocobeH K caMoobCnyXXmnBaHuio,
NPUYKOBAH K Kpecny unu noctenu
5 CwmepTb

MpunoxxenHue 2. kana oueHku komop6uaHoctu CIRS
KinHu4eckas OlIleHKa KOMOPOWIHOCTU MaluMUeHTa C
XJUL/JIMJT MOXET IPOBOAUTECA 11O KyMyIAIIMOHHON LIKAJIE KO-
MOPGHTHOCTH [66].
OpurnHanbHOE Hazpanue: Cumulative Illness Rating Scale
Hcrounuk: Linn BS, Linn MW, Gurel L. Cumulative illness rat-
ing scale. ] Am Geriatr Soc 1968; 16 (5): 622—6 [60]
Turr: mKaia OLEHKU
HasHaueHue: KIMHUYECKAs OIIeHKa KOMOPOUTHOCTU
O1neHKa OPraHOB U CHCTEM:
¢ 0 62JUI0B: OTCYTCTBHE 3260/ICBAHUI B 3TOM CUCTEME OPIaHOB WIN
HATMYMC ITaTOJIOTHH, KOTOPAasA HEC MCIIACT HOpMZUIbHOIZ JK1U3HE-
JEeSITENIbHOCTH, HE BIIMAET Ha TIPOrHO3 U HE TPEOYET JIEYECHMUSL.

CTOXMMUYECKOTO UCCIEAOBAHUS TOPAKEHHOI'O IUMPaATUYE-
CKOI'O y3J1a.

K coxanenuio, Ha cerogHAmHuM JeHb XJIJ1/JIMJT Heuzneunm.
OJHAKO Y HEKOTOPBIX MALIMEHTOB HEOOXOJUMOCTD B JICUCHUU
He BO3HUKaeT HUKor/1a — XJIJI/JIMJI MOXKeT OCTaBaThbCs B CTa-
OWJIBHOM COCTOSIHUM B TEUEHUE MHOTHX JIET U JIAXKE JIECATHIIC-
THUN. [IpOBEIEHO MHOI'O UCCIEAOBAHUN, B KOTOPBIX CPABHUBA-
JIMCh BBDKU/IATEIBHOE HAGJIOCHUE U PAHHEE HAYAJIO TEPAIIUHN
(Cpasy ocje YCTAaHOBAECHUS JUArHO3a). OKA32J10Ch, UTO JIeue-
HUE HA PAHHUX ITANAX HUKAKOT'O IIPEUMYIIECTBA HE JIAET, HO
BBI3BIBACT TOKCUYECCKUE I(PPEKTHL [T03TOMY TAKTUKA BEACHUS
XJIJI/JIMJI BBICTPAUBAETCA C YI4ETOM TEYEHUA ITON OOJIE3HU —
JIEYCHUE IPUMEHSAIOT 110 MEPE HEOOXOAUMOCTH, IIOCKOJIBKY OHO
€aMo 110 cebe HEOE30IACHO, U TAKTUKA BBLKUIATEILHOIO HA-
OJIIOJICHNS OCTACTCS CTAH/IAPTOM JI/ISI MHOTHX ITALIUEHTOB.

Ecmi UMEIOTCA YeTKUE IIPU3HAKU IIPOIPECCUPOBAHUA 3200~
JIEBAHUA — YCTOMYMBBIA POCT JIMM(POLIUTO3A, YBETUIEHHUE JIM-
(paTHUCCKUX Y3JI0B, CEJIC3EHKU, IIOSBJIICHUE aHEMUU U TPOMOO-
LIMTOIIEHUH, BPAY IIPEAJIOKUT ONPEAEICHHBIA KyPC JICYEHUS.

Bri6upas sieuenue, JOKTOpP YYUTHIBACT:
® COCTOAHHE OOJIE3HU (KIMHUYECKYIO KAPTHUHY U IIPOTHOCTHYE-

CKUE (DAKTOPBI);
® COCTOSIHUE ITAITUECHTA (BO3PACT, COITYTCTBYIOUIUE 3100JICBAHIA);
* KAKO€ JIEYEHUE IIPOBOAWIOCH PAHBIIE M KOIJAd HACTYIIUJI pe-

1W/IUB.

B pesynprare y 60bIIMHCTBA TAIUEHTOB 3460/IEBAHNE YIAETCA
3(pPEKTUBHO KOHTPOIMPOBATH COBPEMEHHBIMU JIEKAPCTBAMU.

e 1 Ga/UL: IETKHUE OTKJIOHEHUA OT HOPMBI WU MIEPCHECCHHBIC
B IIPOILJIOM 3400JICBAHUS;

* 2 6aju1a: 3260JIEBAHUE, IIPU KOTOPOM HEOOXOAUMO HA3HAYE-
HUE ME/TUKAMEHTO3HO TePaIny;

* 3 6aju1a: 3a60JICBAHUE, CTABIIEE IPUYNHON MHBATW/JHOCTH;

* 4 H6aju1a: JKU3HEYrpoXKaIoNiee 3a60IEBAHUE, TPEOYIONIEE ITPO-
BEJICHUS HEOTJIOKHOM TEPAIHN.

Bannbi
CopepykaHue U MHTeprpeTauua =

0 1 3 4

BonesHun ceppua

BonesHun cocynos
(KPOBEHOCHbIX 1 NNMMaTUHECKNX)
BonesHun kposu

(koCcTHOro Mo3ra, ceneseHkn
1 nepuncepr4ecKomn Kposu)

BonesHn opraHoB AbixaTesnbHOV CUCTEeMb
(Tpaxeun, 6BPOHXOB W NErkunx)

BonesHn opraHos 4yBCTB
(rnas, Hoca, yLweWn, rnoTKN 1 ropTaHn)

BonesHn opraHoB BEpXHUX OTAEN0B
nuLLeBapuTesIbHOM CUCTEeMb!

(nuweBopaa, >xenynka, ABeHaauaTUNepCcTHOM
KULLKW, NMOAXeNYA04HO Xenesbl, He BKIoyan
caxapHblin AnabeT, 1 >KeNYHOro ny3bIpA)

BonesHn opraHoB HUXXHWX OTAENOB
NULLEBaPUTENBHOWM CUCTEMDI
(TOHKOrO 1 TONCTOrO KMLLEYHMKA)

BonesHun nevexun

BonesHun novek

BonesHn opraHoB MOY€ENoIOBON CUCTEMBI
(MOYETOYHMKOB, MOYEBOIO My3bIpA,
mMoYyemncnyckaTeNbHoOro kaHana,
npencTaTesnbHON Xenesbl 1 NOIOBbIX OPraHoB)

BonesHn opraHos ONOpHO-ABUraTenbHon
cuCTeMbl (MbiLLLL, CYCTaBOB, KOCTEW)
N KOXHbIX MOKPOBOB

BonesHn opraHoB LieHTpasibHOM
1 nepndepnyecKont HEpBHOM CUCTEMDI
(ronoBHOro mMo3ra, CMHHOro MO3ra 1 HepBOB)

BonesHn opraHoB 9HOOKPVMHHOWN CUCTEMbI
1 HapyweHVA meTabonuama
(BkntoYan caxapHblii anaber)

Menxnyeckue HapylweHnA

Cymma 6annos
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