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Pa3p360T‘-II/IK KITMHNYECKOMN peKkoMeHgauuun

- Acconmaryst oHKoJIoroB Poccun
- HarimonaneHoe remaronornyeckoe 00mecTBo
- Poccuiickoe npdeccuonanpHoe 00111eCTBO OHKOT€MaTOJIOTOB

Ono6peno Hayuno-npaktuyeckum CoBetom Munzapasa PO

KnrouyeBble cnoBa

- XpoHUYECKHUI JTMMQOIUTAPHBIHN JICHKO3
- JIumdpoma u3 Magbix TUMQPOIUTOB

- UMMyHOXMMHOTEpaANUs

- Taprernas Tepanus

- Tepanus 1-i nuaun

- Tepanus 2-ii TuHUA

Cnucok cokpaliueHnmn

AJIT — anannHamMuHOTpaHChepas3a

ACT — acnmapraTamuHOTpaHcdepasa

AYTB — akTUBHPOBAHHOE YaCTUYHOE TPOMOOTIIIACTUHOBOE BPEMsI
BBII — BEDKMBaEMOCTh 0€3 IPOrPECCHPOBAHUS

JAW — noBepUTENLHBI HHTEPBAI

KT — xomnbroTepHast Tomorpadust

JIMJI — numpoma u3 Mabix TUMEGOIIUTOB

MBKIJI — MmoHOKTOHATBHBIN B-KIeTouHbINH TUMQOIIUTO3

MHO — MexayHapoAHO€ HOPMaJIU30BaHHOE OTHOLLIEHUE

MOB — MuHMMasbHasE OCTaTOYHAS OOJIE3Hb

MIIHN — MexayHapOAHBIN IPOTHOCTUYECKUN UHIEKC

OB — o01mast BEBDKUBAEMOCTb

OP — oTHOLIEHNE PUCKOB

V3U — ynbTpa3ByKOBOE UCCIIEI0BAHNE

XJII — xpoHndeckuit TUMQOIMTAPHBIN JTeHK03

Chl-G — pexuM HUMMyHOXMMHOTEpANuy, BKIIOYAIOMIMKA OOMHYTY3yMad*™* wu xmopamOyrwmmr**
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(cxeMBbl PeXKHMOB JICYCHHUS CM. B IpUIIoKeHnn A3.3)

Chl-R — pexxuM MMMyHOXHMMHUOTEpANUH, BKIIOYAOLINA PUTYKCUMA0** 1 xsopamMOymir** (cxemsbl
PESIKUMOB JICUCHHS CM. B IPHIOKEHUH A3.3)

CTC — oOmue kpuTepun TOKCUYHOCTH

FCR — pexuM HMMMyHOXHMHOTEpANUHM, BKIIOYAIOMIMNA pUTYKCUMaO**, Quymapabun™* wu
mKIopochaMua** (cxemMbl peKUMOB JICYCHHSI CM. B TIpUIIOKeHUU A3.3)

FCR-Lite — pexuM HMMyHOXMMHUOTEPANMH, BKJIFOYAONIMA pUTYKCHMaO**, duiynapaObun** wu
mukiopochamMun** ¢ peaykiuen 103 NUTOCTATUYCCKHX MPEMapaToB (CXeMbl PEKHMOB JICUCHHUS CM. B
npuioxeHnu A3.3)

FISH — dnyopecuenTHas rubpunuzamus in situ

IGHV — BapnaGenbHbIe yIaCTKU TSHKETIBIX [ENei MMMYHOTJIOOYTHHOB

IWCLL — MexnaynapomHas pabodas Tpymna MO H3YYEHHIO XPOHUYECKOTO JIMM(OIUTAPHOTO
JIerKo3a

RB — pexuM HMMMyHOXMMHOTEpANMM, BKJIIOYAIOUIUN pPUTYKCUMaO™* u OeHZaMyCTHUH (CXeMBI
PSIKUMOB JICUCHHSI CM. B MPHIIOKeHHH A3.3)

R-CD — pexuM HMMMYHOXMMHOTEPANUH, BKIIOYAIONIMA PUTYKCHMa0**, nwmkmodochamum** wu
nekcameTa3oH** (cxeMbl PeXKUMOB JICYCHUS CM. B TIpUIIokeHHH A3.3)

R-FCM - pexuM WMMYHOXHMHOTEpAIHMH, BKIIOYAOMUN pHTYKCHMa0**, durymapaOun**,
UKI0pochaMua** 1 MUTOKCAHTPOH™* (CXEMBI PSKUMOB JICUCHHS CM. B TIPUIIOKEHUHU A3.3)

R-HDMP — pexxuM UMMyHOXMMHOTEpANHU, BKIIOYAIOIIUN PUTYKCUMa0™** 1 MeTUIIPEeTHU30JI0H **
(cxeMBbI peXKUMOB JICYCHUS CM. B IpuitokeHnn A3.3)

TepMUHBbI N onpeaeneHus

ECOG - omenka o0mero cocTosHHsS TMalMEHTa TO IKajne, pa3paboranHold BoctouHoM
00bemuHeHHOM oHKOIorHueckoi rpymmoi (Eastern Cooperative Oncology Group) (cMm. npuioxenue I'1).

B-cumnromel — Hecneuu@uueckue CHMIITOMBI OIYXOJIEBOM MHTOKCUKAIMHM, BKIIIOYAIOLINE
nuxopaaky (temmeparypy Tena Beimie 38°C) Gosee 2 Heml. moAps 0e3 MPU3HAKOB BOCIIAJICHUS, HOYHbBIS
npody3Hble MOThL, Hoxynanue Ha 10% Maccel Tena 3a nocienHue 6 mec.

Jlumpoma u3 Manbix JUM@POUUTOB — 3TO B-kierounas omyxoiib U3 Manbix B-nmumdouuTtos c
UMMYHO(EHOTUIIOM XPOHUYECKOT0 JTUMQOIMTAPHOIO JIEHKO3a, XapaKTepU3YIOLAscs HaTuYheM

muMbaZieHOATHH M/WUIN CIIIEHOMETaTNH C cofiepkaHieM B-muMporuToB B nepupepuueckoii Kpou < 5
x 10%/11 6e3 MOpPOIOrHUECKUX TIPH3HAKOB TOPAXKEHUS KOCTHOTO MO3Ta.

Cungpom Puxrtepa — mosiBIeHHE KpPYNMHOKJIETOUYHOM mauMGOMBI Ha (OHE XPOHUYECKOTO
TUM(GOIUTAPHOTO JIEHKO3a.

XomKKUHCKas TpaHcpopmanusi — mnosBieHue auMpoMbl XOMKKMHA Ha (OHE XPOHHUYECKOTO
TUM(GOIUTAPHOTO JIEHKO3a.

XpoHuueckuit  JTUMQOIUTAPHBIA  JEMKO3 — 93TO ONyXOJb U3 MalbiX B-mumdouuros,

XapakTepu3yromasics npoiaudepanreil 1 HaKOIIEHHEM a0eppaHTHBIX JTUMQOUIHBIX KIETOK B KOCTHOM
MO3re, KpOBH, JUM(MOMIHBIX TKaHIX; KPUTEPHEM IIOCTAHOBKM JMAarHo3a sBiseTcs OOHapyKeHHue
abcomoTHOro B-kieTounoro numgonuTo3a B kposu (> 5 x 10%1 MOHOKIOHANBHBIX B-1umMdonuTos).
XpoHuueckuit nuMdormTapHbelii Neiiko3 u auMdoma H3 MaIbIX JUM(OIMTOB HPEICTABISIOT COOOM
pas3nuyHbIe MPOSIBICHUSI OJTHOTO U TOTO K€ 3a00JIeBaHMs.

Tpancpopmanuss — paszsutue auddy3Hol B-kIeTo4yHON KpyNMHOKIETOUHOW JMMQOMBI HIH
auM@poMbl XO/DKKMHA Ha ()OHE XPOHUYECKOTO JUM(OIMTAPHOTO JIeMKo3a WM JUMGPOMBI U3 MalbIX
TUM(OIIUTOB.
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1. KpaTkas nicdopmauums

1.1. OnpepeneHne 3aboneBaHMA WU COCTOSAAHMA (rpynnbl 3aboneBaHUW uNu
COCTOSIHUN)

Xpouudeckuit mumdonuTapubiii neiiko3 (XJUI) u mumdpoma u3 mansix aumdorutos (JIMJI) — ato
B-knerounsie omyxonu u3 Manbix B-mumdoruroB. XJUJI u JIMJI OGuonoruyecku mpencTaBisiioT co0oi
OJIHY HO30JIOTHYeCcKyl0 (opmy. OTinune MEXIy HHUMH COCTOMT B ToM, uto npu XJIJI B KpoBu

Ha0MII0NaeTCs 3HAYUTENbHEIH TuMdonuTo3 (= 5000 MOHOKIOHANBHEIX B-ITMM(OIUTOB), TOrma Kak mpu
JIMJI BbIsiBAsieTCS MOpakKeHHE TUMQPATHUUECKUX Y3JIOB, CEJIE3€HKH, HO COJEpKAaHUE KJIOHAIbHBIX B-

KIeToK B kpoBH < 5 X 10%1, oTCyTCTBYIOT MOp(hOIOTHYECKIEe NPU3HAKY TTOPAKEHH KOCTHOTO MO3Ta.

1.2. 3Tnonorua n nartoreHes 3aboneBaHUsi UNU COCTOAHUA (rpynnbl 3ab6oneBaHUn
WUIIN COCTOSIHUN)

Monexynsapubeiii  naroreHe3 XJIJI — KOMIUIEKCHBIMI MHOTIOCTYNEHYATBIA IPOLECC, KOTOPBIN
MPUBOIUT K perumkanuu kioHa B-mumdonuroB [1-3]. Tloutm BOo Bcex ciiydasx XpOHHYECKOMY
muM(oNIeKo3y TpPEeIIecTBYeT MOHOKJIOHaIbHBIN B-xierounsiii numdonuros (MBKIJI), xotopsrit
oOHapyXHMBaeTcsl BBICOKOTOYHBIMU METOJIaMU UMMYyHO(peHoTUnupoBanus y 5-15% nun crapme 40 ner,
puck paszsutrss MBKJI yBennuuBaetcs ¢ Bo3pactom [4]. MBKJI ununmupyercs KOMIIEKCOM (akTOpPOB,
KOTOPBIM BKJIIOYAaEeT MYyTallMU Psiia T€HOB, aHTUT€HHYIO CTHUMYJISIMIO, CUTHAJIbl OT MHUKPOOKPY>KEHHUS,
SNUTeHeTHYeckre MoIn(UKalUY 1, HAKOHEll, IUTOTeHeTHYecKue HapyleHus. B pesynbrare nospinsercs
KJIOH JUMGOoIuTOB ¢ ¢deHoTunoMm kineTok XJIJI. YuuTeiBas MHOTOKpAaTHO MPeoOIalaloiIyl0 4YacTOTy
MBKIJI, k pa3zsutuio XJUJI npuBOIAT AONMOJHUTENbHBIE TeHeTUUeckue HapymeHus B 1 u3 100 ciydaes
MBKIJI. Knerkn XJIJI cymecTBEeHHO BIMSIOT HA MHUKPOOKPYKEHUE, WHHUIIMUPYS TOSBICHHE 0CO00TO
MHUKPOOKPY)KCHHSI U JaKe CHEIUATN3UPOBAaHHBIX KieTok (nurse-like cells), koTopbie ompenensor ux
KJIOHAJbHYIO 3KCIIAHCHIO M JAI0T BO3MOXHOCTh IIE€PEKHMBATh T'€HOTOKCHYECKHE CTpecchl. Bpems u
XUMHUOTEPANUS TPUBOAAT K KIIOHATBHOM 3BOJIIOLIMH C HAKOIIJIEHUEM M€HETUYECKUX HAPYILIEHHM, KOTOpbIE
nenatot kineTku XJIJI Bce 60s1ee aBTOHOMHBIMU, OBICTPO AENAIIUMUCS U pePaKTOPHBIMU K TEPAITHH.

Knerkn XJIJI/JJIMJI skcnpeccupyroT B-kjaeTodHbIE aHTUTEHHBIE PELENTOPHl ¢ OTPAHUYCHHBIM
penepryapom crneuuduunoctu. [locTosHHas nmepenaya curHaia yepes STH PELENTOPhl U XapakTep 3TOH
nepeaun SIBJSIIOTCS KIFOYEBBIM (PaKTOPOM, OTNPENENSIOIINM XKH3HecrocoOHOCTh KieTok XJIJI u takxke
XapakTep pa3BUTHs 3TOHM omyxou. [Ipeanonaraercs, 4To curHanbHbIA MyTh B-KiieToyHOrO penenropa He
3aBUCUT OT aHTUT'€HOB, HO OCYHIECTBJISETCS aBTOHOMHO, BO3MOYKHO IPH B3aumojieicTBun Kietok XJUJI

apyr ¢ apyrom [5, 6].

1.3. dnupemmonorma 3aboneBaHUA WU COCTOAHUA (rpynnbl 3aboneBaHUM WU
COCTOSIHUN)

XJUJI — camblii "acThlii BUJ JIeHiKO3a y B3pocibiX. B eBpomeiickux cTpaHax 3ab0jeBaeMOCTb UM
cocraBiser 5 ciyyaeB Ha 100 Thic. yesnoBek B roJi. 3a00J€Ba€MOCTh YBETMUHUBAETCS C BO3PACTOM. Y JIHIL
crapiie 70 net oHa cocraBisger 6osnee 20 caydaeB Ha 100 Thic. yenoBek B roa. MeauaHa Bo3pacTa Ha
MOMEHT YCTaHOBJIEHHs JUarHos3a B eBponeickux crpaHax — 69 ner [7-10]. B Poccuiickoit ®@enepanuun
XJUT BeisBasiercs pexe: B 2017 r. 3abosieBaeMocTh coctaBuia 2,95 ciywas Ha 100 Thic. uesoBek,
Me/MaHa Bo3pacTa Ha MOMEHT YCTaHOBJIGHUs quarHosa — 68 et [11].

Ctpanuua 3 13 43


http://disuria.ru/

KnuHunyeckne pekomeHgaumm — XpoHu4eckuii numdoLuTapHbIi nenkos/numdoma n3 manbix numdountos — 2020-2021-2022 (31.01.2023) —
YT1BepxaeHbl MuHuagpasom PO

1.4. OcobGeHHOCTM KoAMpOBaHMA 3aboneBaHUsi WNU COCTOsIHUA (rpynnbl
3aboneBaHun unu cocrtosiHun) no MexayHapoaHOM CTaTUCTMYECKOM Knaccudukauum
6one3Hen n Npo6nem, CBA3aHHbIX CO 340POBbLEM

C91.1 — Xpouunueckuit TuMpOIUTaAPHBIN JIEHKO3

1.5. Knaccudmkauma 3aboneBaHuMs wunu cocTosiHUA (rpynnbl 3aboneBaHUU unu
COCTOSIHUN)

XJUI moxer knaccudumupoBaThes 1o cramusm (cm. pazgen 1.5.1 CraampoBaHme), a Takke IO
rpymmnam pucka (cm. pasaen 1.5.2 Onpenenerue rpymm pucka) [12].

1.5.1. CragnpoBaHue

Craguto XJIJI ycTaHaBiuBarOT Ha OCHOBaHMM (PU3MKAJIBHOTO MCCIIEJOBAHMS M aHAJIM3a KPOBH IO
kputepusm J.L. Binet (tabn. 1) [12]. Kommnberorepnas tomorpadus (KT), peHTreHOBCKOe U
yibTpa3ByKkoBoe uccnenopanue (Y3UW) ais ycraHoBiaeHUs ctaauu He Tpedyercs. CTaausi KOHCTaTUPYETCS
Ha TEKYIIMHA MOMEHT, YKa3bIBaeTCsl B AUArHO3€ M CIYKUT OPUEHTHUPOM MpHU ONpeAeseHUH MOKa3aHUil K
Tepanuu.

CramupoBanue JIMJI ocymiecTBiseTcs 1O pe3yiabTaraM OOCIEIOBAaHUS B COOTBETCTBUU C
KpuTepusaMu kiaaccudukaimu Ann Arbor (cM. pazaen 7.1 naHHbIX pekoMenmanmii) [13].

Tabnuua 1. Ctagun xpoHu4yeckoro numdouunTapHoro nenkosa no Binet

Cranus XapakTepucTUKa Meanana BEDKUBAEMOCTH, JloJist manueHToB B
Mec. neorore, %

A I'emornoous > 100 1/, > 120 60
TpoMOouuThI > 100 X 10%/m,

mopaxkeHo < 3 ynuMdaTHYecKuX
obnacreit <*>

B I'emornooun > 100 1/, 61 30
TpoMOouuThI > 100 X 10%/m,

mopaxeHo > 3 nuMQaTHYSCKUX
obnacreit <*>

C I'emormooun < 100 r/a 32 10
WA
ypoBeHb TpomboruToB < 100 x 10%n

<*> Jlum¢paTtnueckue obmacTu: melHble TUM@aTHUECKUe Y3ibl, HOJAMBIIIEYHbIE JTUM(aTHUYecKue
y3iibl (¢ 1 uiu 2 cTopoH), maxoBbie TUM@aTudeckue y3isl (¢ 1 nim 2 cTOpoH), NeUeHb, CeNe3eHKa.

1.5.2. OnpegeneHue rpynn pucka

MesxayHapoanslif nporHoctuueckuii uaaexke (MIIN) mis XJIJI pazpaboTtan Ha OCHOBaHMM aHAIM3a
BBDKMBAeMOCTH 3472 NalMeHTOB, BKIIOUYEHHBIX B 8 MCCIIENOBaHMM, KOTOpBIE NMpOBENEHHBl B EBpone n
CILIA [14]. Unnekc yuuThIBaET 5 mapaMeTpoB:

1. nannuue del(17p) n/mmu myranuii TP53,

2. MyTaIlMOHHBIN CTAaTyC T€HOB BapralelbHOro peruoHa MMyHornoOynuHoB (IGHV),
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3. yposens P2-MUKpOrnoOysmHa

4. ctagmio,
5. BO3pacT MaMeHTOB.

Kaxmomy u3 5»TuX mapamMeTpoB NPHUCBOCH 0aiul, oTpaxarouuid oTHomieHue pucko (OP)
nporpeccuu win cmeptu (tabdin. 2). MIIN ana XJUJI mo3BossieT pacnpeneauTh MallueHToB Mo 4 TrpymnnaMm:
C HU3KUM pHCKOM mporpeccupoBanus (0-1 Gamr), ¢ MPOMEKYTOUHBIM PUCKOM MpOTrpeccupoBanus (2-3
0ara), ¢ BBICOKMM PHCKOM mporpeccupoBanus (4-6 0OamioB) W C OYCHb BBICOKUM PHCKOM
nporpeccupoBanus (7-10 6amnos). O6mas BepkuBaeMocts (OB) B 3THX rpynmnax mpHBEIeHA B pasjele
7.2 nmaHHBIX pekoMeHpanwii. Mmerorcss mgamHble 0 ToM, yto MIIM mo3BosiseT cTpaTH(UIMPOBATH
nmanueHToB B peuuanse XJIJL.

Tabnuua 2. MexxayHapoAHbIA NPOrHOCTUYECKUMA UHAEKC

[TapameTp OTtpunarenbHOE 3HAUCHUE OTtHomieHue bambr
PHUCKOB

TP53 (17p) Jenenust/MyTanus 4,2 4
Craryc IGHV be3 myrammit 2,6 2
Vposens ~B2-MHKpOIJIOOyiuHa |> 3,5 2,0 2

MT/IT

Cranus B/C o Binet wiu I-I1V o Rai 1,6 1
Bo3spact > 65 ner 1,7 1
Bo3MorxHBIC 3HAUCHUS IITKAITBI 0-10

1.6. KnuHnyeckasa kapTMHa 3aboneBaHUA UK COCTOAHUSA (Fpynnbl 3aboneBaHun UnNu
COCTOSIHUN)

3a0oyieBaHre MOXET MPOTEKaTh OECCUMITOMHO WM MPOSABIATHCA — JuUMdaJeHonaTue,
YBEJIMUYEHUEM MUHAAIUH, CIUICHOMEraJlvel, TernaToMeraivued W HecnenupuyecKUMH CHMIITOMaMH,
00yCIIOBJICHHBIMU aHeMued (YTOMIISIEMOCTb, HEIOMOTaHHUE), MMMYHOCYIpeccuen (MpucoeaUHEHUuEM
MH(EKIIMOHHBIX OCJIOXXHEHUH), MHTOKCHKanuen (B-cumnrtomamu — temneparypoit Tena > 38°C 6onee 2
Hel. nmojapsia 0e3 MPU3HAKOB BOCIHAICHUS, HOYHBIMU IPO(dy3HBIMU MOTaMH, oxyaanueM Ha 10% macchbl
Teja 3a nocjenHue 6 Mec.).

2. lnarHocTtuka

Kputepumn yctaHoBneHus amarHo3a/cocTosiHus

Hns mocranoBku auarto3za XJIJI TpeOyrorcss oOumiuii aHaiau3 KpoBM M MMMYHO(EHOTHUIIMYECKOE
UCCIIEJOBAHUE C UCIOJB30BAHUEM MHOTOLBETHOM ITPOTOYHON LIUTOMETPUH, KOTOPOE MPEAINIOYTUTENBHEES
BBITIOJIHATH 10 KPOBH.

JHuarnoctuueckue kputepuu XJ1JI (BO3, 2016) [15]:

- MBKJI > 5000 B 1 MK KpoBH;

- ¢enotunn CD19+, CD5+, CD23+, CD79b+dim, CD20+dim, CD22+dim, slg dim, CD81dim,
CD160dim;

- PECTPUKIIHS JIETKUX Ienei (kamma 1ubo 1aMoaa);

- > 30% nmuMdOIIUTOB B KOCTHOM MO3T€;

- mquarHo3 XJIJI He ycTaHaBiIMBaeTcs MPU HAJIWYUM LUTONEHMU WJIM CBS3aHHBIX C 3a00JeBaHHEM
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CHMIITOMOB IIPY KOJIMYECTBE MOHOKJIOHANBHBIX B-numponunTtos < 5000/mMK1.

JluarHo3 yCTaHaBIMBAIOT MNpH BbIIBICHMH B KpoBu > 5000 B-nmumdoumtoB B 1 MK1
nepudeprudeckoil KpOBH MPU YCIOBUH, YTO JTUMQOIMTO3 coxpaHsiercs Oonee 3 mec. KionampHOCTH B-
TUMQOIUTOB JT0JDKHA OBITH MOATBEPKICHA C IIOMOIIBI0O UMMYHO()EHOTHUITUPOBAHHSL.

JIMJI nmarHOCTHpyeTCsl TpH HaIW4YUH JUM(AJACHONATHN, W/WIA CIUICHOMETAINH, W/WJIH
LUTONEHUH, BBI3BAHHOM MOpPaXEHHMEM KOCTHOTO MO3ra, IpU YCJIOBUM, YTO aOCOJIIOTHOE YHCIIO
MOHOKJIOHAJIBHBIX B-mumdonuTtoB B kpoBu He mpesbimiaer 5000 B 1 mxin. MMMyHOTHCTOXMMHYECKHIA
deHoTunn omyxoseBeix B-mumdonutoB cootrBerctByer XJIJI. JlmarHo3 moipkeH OBITh MOATBEPIKICH
onorncuet TMM(pATHIECKOTO y3J1a, KOCTHOTO MO3Ta Wi MOPAXKEHHOTO OpraHa.

2.1. Xanobbl U aHaMHe3

- Beem nanuentam ¢ nopo3penueM Ha XJIJI, a Takke BceM manueHTaMm ¢ BepuduirpoBaHHbiM XJLJT
IIpHU KaXJ0M IIPHEME y remMarosiora peKoMeHIayeTcsl cOOp aHaMHe3a U kajnoo 1npu 3a00JIEBaHUAX OPraHOB
KPOBETBOPEHUS U KPOBHU ISl OLICHKH COCTOSIHHSI TTAllMEHTa, a TAaKXKe ISl BBISIBICHUS (PaKTOPOB, KOTOPHIE
MOTYT OKa3aTh BJIMSHHE HAa BBIOOD Je4eOHOI TakTHKK nanuenTa [12, 16].

YposeHs yoeautenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KommenTapun: mpu cOope aHamMHe3a HEOOXOIUMO YTOYHHTh HAIMYHE B CEMEHHOM aHaMHE3e
3a00JIeBaHMiI OpPraHOB KPOBETBOPEHHUS W KpoBU. JKajmoOBl MOTYT OTCYTCTBOBaTh, W TOTZIAa NPH3HAKH
3a00JIeBaHMs BBISIBIISTIOTCS TP CIIydaifHOM oOcienoBaHUH. MOKET OBITh BBISIBICHO OECCHMIITOMHOE
yBEJIMYEHUE JTUMQPATUYECKUX Y3JI0B 000N Jokanu3auud. MoryT NpUCYTCTBOBAThH JHOObIE KalloObl,
CBSI3aHHBIE C BOBJICUCHHWEM OpraHoB W TkKaHed. [Ipm cOope xanod ocoboe BHUMaHHE HEOOXOIUMO
YACIUTH BBISIBICHUIO HECTIEU(DUUECKHX CUMITOMOB MHTOKCHUKAIMK (Temmeparypsl Tena > 38°C Gosee 2
HeJl. MoJpsa 0e3 MPU3HAKOB BOCHAJIEHHsI, HOUHBIX NMPOo(]y3HBIX MOTOB; MoxynaHus Ha 10% maccel Tena 3a
nocieanue 6 mec.).

2.2. ®usukanbHoe obcnenoBaHue

- Becem marmmenTtam ¢ nopospenuem Ha XJIJI/JIMJI nnu BeisBienabiM XJIJI/JIMIJT ipu nepBudHOM
WIKM TOBTOPHOM IIpHE€ME, I[pU KOHTPOJBHBIX OOCJENOBAaHUSAX M MpPU  MOJO3PEHUH  HA
peLuanB/IporpeccupoBaHie 3a00JIeBaHUsl PEKOMEH IYeTCS BBIMOJHEHHE BU3YaJIbHOTO TEPaIIeBTUYECKOTO
OCMOTpa, TEpameBTHUYECKON MaiblalMd M TEpPaneBTUUYECKOW ayCKynbTallUd JUId YTOYHEHHS
pacipoCTpaHEHHOCTH 3a00JICBAHUS U OILICHKU COCTOSIHUA MAI[MeHTa, B TOM YHCJIE OTAEIbHBIX OPraHOB U
cucrem [12, 16].

VYpoBeHb yoeauTenbHoCTH pekoMenaauii — C (ypOBEHb JOCTOBEPHOCTH I0KA3aTENbCTB — 5).

KomMMeHTapuii: mpu ocMOTpe HE0OX0MMO OLIEHUTh 0o0Iee cocTosiHue namuenrta mno mkaie ECOG
(cm. mpunosxenue ['1), a Takke OCMOTPETh MUHAATUHBI U MOJIOCTh PTA; MajbHalKsl JOJKHA BKIIOYATh B
ce0s majbHaluio BCeX AOCTYIHBIX TPy nepudpepudeckux TuM(paTHIeCKUX y3JI0B, ICUeHHU, CENIe3EHKH.

2.3. JllabopaTtopHble AnarHocTu4Yeckue nuccneaoBaHusA

2.3.1. JlabopaTtopHble uccrnegoBaHUA OJ1A OLLEHKN O0LIero COCToOAHUA naumeHTa

- Bcem manuentam ¢ nono3penuem Ha XJUJI/JIMJI wnu BeisBaenasiM XJUJI/JIMII npu nepBuyHOM
WIM TOBTOPHOM IIpMEME, IPU OLIEHKE PEMHUCCHM 4Yepe3 2 MecC. IOCIE 3aBEpIICHHs TEpaluu, IpU
KOHTPOJIBHBIX 00CIIEI0BaHUAX U MPH MOJO3PEHUH HA PEIUIUB 3a00J€BaHUs PEKOMEHYETCS BBITIOJIHUTD
pa3BepHYTHI KIMHUYECKHH aHalM3 KPOBH C OINpPEAEICHHUEM YPOBHS TeMOrjioOMHa, KOJIUYeCTBa
SPUTPOIUTOB, TPOMOOIMTOB, JEHKOLMUTOB, MOACYETOM JIEHKOLUMTApHOW (OPMYIBI M KOJHYECTBA
PETUKYJIOIMTOB JUIs BepU(PUKALMU TUarHo3a, YTOYHEHUS AaKTHBHOCTH 3a00JIeBaHUs, OIpe/esIeHUs

CtpaHuua 6 13 43


http://disuria.ru/

KnuHunyeckne pekomeHgaumm — XpoHu4eckuii numdoLuTapHbIi nenkos/numdoma n3 manbix numdountos — 2020-2021-2022 (31.01.2023) —
YT1BepxaeHbl MuHuagpasom PO

BO3MOKHOCTH NpPOBEIEHHs Tepanuu Wuiau (B ciydyae paHee IPOBEACHHON Tepamnuu) — pa3BUTHUSA
HE)KeJaTeIbHBIX sIBJICHUH NeueHus [12, 16].

YposeHb yoeautenbHoCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KomMmeHTapuu: B OKpalleHHBIX Ipenaparax mnepudepudeckoil kpou kietkun XJIJI umeror
MOP(}OJIOTHIO MaJbIX JUM(OIHUTOB C Y3KMM OOOAKOM IMTOIUIA3MBI, IUIOTHBIM SIAPOM, TJIBIOYATHIM
XpOMaTHHOM, 0€3 OTYEeTNMBOrO sApbImIKa. Pexe Bcrpedaercs MOPGOJIOTHS aKTHBHPOBAHHBIX
TUM(GOIMTOB — ¢ 0OJIee MUPOKUM 000 IKOM IIUTOTUIA3MbI CHHETO IIBETA WM KpaeBoi 6azodumueii. Cpean
TUMQOIUTOB OKOJIO 5% MOTYT COCTaBJIATH ATUIHYHBIE KIETKH (C pPAaCIIEIUICHHBIMH, CKJIaI4aThIMU
sapamMu), a Takke NpoauMEGOoIuThl — OoJiee KPYyMHbIE KIETKH C HEPAaBHOMEPHO paclpeeIeHHBIM
XpOMaTHHOM B sijipe, 1-2 HykieosiamMu, uto He npotuBopeuut auarHosy XJIUJI. [Ins XJIJI xapakrepHO
BBISIBJICHME B KPOBH pa3pylIeHHBIX KiIeTok — TeHed ['ymmpexrta. [lpum BeisiBnenuu Oosiee 55%
MpoJaUM(OLUTOB B KPOBU JUArHOCTUPYIOT MPOIUMQOLUTAPHBIN JIeHK03, BapuaHT kotoporo (B- mmm T-
KJICTOYHBIN) YCTaHABIUBACTCS MPH UMMYHO(QEHOTUTIPOBaH!H [16].

- Beem nmanmentam ¢ XJUJI/JIMJI nepex npoBeaeHneM MPOTHBOOITYXOJIEBOW Teparuu JUIsl OLIEHKH
o0IIeT0  COCTOSHMS,  ONpENeNieHHs:  HEOOXOJMMOCTH  TPOBEACHHUS  CONYTCTBYIOIIEH WM
COHpOBOJIHTCJ'IBHOfI TEpaAIMu WM PCAYKIIHU O03 IMPErapaToB pEKOMEHAYCTCSA BBINOJIHCHUEC CIICAYIOIINUX
Ja00paTOPHBIX MCCIICTIOBAHNN:

- OMOXMMHYECKOTO  OOIIETeparieBTUYeCKOT0  aHalIM3a  KpPOBH  (OTMpEACISIIOT  YPOBEHD
JAKTATIErUAPOTeHA3bl, MOUYEBOW KHCJIOTHI, MOYEBHHBI, KpeaTHHWHA, oOmiero Oeinka, aapr0yMHHa,
omwmpyOuna, acnapraramuHoTpanchepassl (ACT), anmanmnamuuoTpancdepassl (AJIT), menounoi

docdarassl, KaJus, HATPHsL, XJI0Pa, KaabIIHsl, B2-muKpor. JI06YHHHE‘) [12, 16];

- KoaryjorpamMMbl (OTNPEAEISIOT YpPOBEHb MpoTpomMOWHa, (uOpuHOTeHa, aHTuTpomOMHA III,
mIa3MuHOreHa, D-mauMepa, MexayHapoaHoe HopMmanu3zoBaHnHoe otHomieHue (MHO), aktuBupoBaHHOE
gacTUYHOE TpomoOoruiactTuHoBoe BpeMsa (AUTB), TpoMOnHOBOE BpeMs), PSMOTO aHTUTIIOOYTMHOBOTO
tecta (pssMoit mpoOsl KymOca) it yToUHEHUST HaTMYUs TeMOJIMTHYECKHUX ocmokuenuit XJIJT [12, 16];

- 0011ero (KJIMHUYECKOr0) aHanu3a mouu [12, 16].

Yposens yoeaurenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

2.3.2. JlabopaTopHble wuccnenoBaHus ANA BepuduMKaumMu auarHosa M OLEHKM
nporHocTuyeckunx cpakropos

- Ilpu nonospennn Ha XJUJI y mammeHtoB ¢ umcioM B-mumdomuroB = 5000 B 1 MK
PEKOMEHAYETCSI BBINOJHUTh HUMMYHO(DEHOTUIHPOBAHUE JUMGOLUTOB KPOBU METOJOM HPOTOYHOM
UTO(QIYOPUMETPHH C 1IeIbI0 BepuuKaiu quaraosa [17].

YpoBeHb YOeAUTEIbHOCTH PEKOMEHAaIHii — B (YpOBEHb JOCTOBEPHOCTH I0KA3aTEILCTB — 2).

KommenTapun: nuarnos XJIJI ycranaBmmBaror mpu Beissiennn = 5000 B-mumdonuTos B 1 MKn
nepudeprudeckoil KpoBU MpU YCIOBUU, YTO TUMQPOLNTO3 coxpaHseTcs 6osiee 3 mec. KnonanbHocTh B-
TUM(OIMTOB JOJKHA OBITH MOATBEPKICHA C TOMOIIBI0 UMMYHO(eHOTUIIHpoBaHus. Pexomentyemas Juist
nuarHocTuku XJIJI MuHUManbHas AMAarHOCTUYECKas MaHesb JIOJDKHA BKIIOYATh CIEAYIOUIUE MapKephl:
CD19, CD5, CD23, CD20, kanma, nsm61a. B kauecTBe TOMOTHUTENBHBIX JUATHOCTHUECKUX MapKepOB
pexomenayetrcs ucnonb3oBath CD43, CD200, CD79b, CD81. Yacto pekoMeHIyeMmble, HO
HeoOs3aTeNbHbIC TSl AUATHOCTUKH U MOHUTOPUPOBaHUS omyxoieBoii momymsituu XJIJI mapkepsr: CD22,
FMC7, CD38. Knaccuueckuit ¢enorun kinerok XJIJI xapakrepusyercs sKkcmpeccuei B-kieTodnbix
auturenoB CD19, CD20, CD22, CD79b B coueranuun c "T-kmerouneimM" wMapkepom CD5 u
akTUBAaMOHHBIM MapkepoMm CD23. OmyxojeBble KIETKHM 3KCIPECCHUPYIOT OJMH THI JETrKOoW uenu
MMMYHOTJIOOYIMHOB (Kamma win asm6/a). IHTeHCHBHOCTH 3Kcnpeccuu B-kierounsix anturenos (CD20,
CD22, CD79b), a Taxke MOBEPXHOCTHBIX HMMMYHOIJIOOYAMHOB Ha kieTkax XJIJI Hmxke, yem Ha
HOpMaJbHBIX B-nmumdorurax. TeM He MeHee MOXHO BCTPETUTh HEMAaJl0 CiydaeB, Korjaa (eHOTHUI
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OIIyXOJIEBBIX KJIETOK HE BIIOJIHE cOOTBETCTBYET XJLJL.

- Ilpu mono3penuu Ha JIMJI y manueHToB 0€3 KIMHUYECKOTO JUM(OIHMTO3a B KPOBH, a TaKXKE Y
MAIMEHTOB C MOJ03PEHUEM Ha TpaHC(POPMAIIUIO0 PEKOMEH/IYETCS BHIIOIHUTH OHOIICHIO JTUM(ATHIECKOTO
y3na (ouara MOpa)XEHWs) M IaTOJOr0-aHATOMHYECKOE HCCIeAOBaHUE OMOINCHUHHOTO (ONeparuoHHOIO)
MaTepuasia JUMQPATHYECKOTO Vy3Jla C TPUMEHEHHEM WMMYHOTUCTOXUMUYECKAX METOJOB  JUIS
Bepudukanuu nuartHosa [12, 16, 18].

Yposens yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5).

KomMmeHTapuu: B THUCTOJNOTHYECKHX Mpenaparax Mopdosiornyeckuii cyOcTpaT NpeAcTaBiIeH
maddy3HpIM  pocToM HEOONBIIMX JTUMGPOHMIHBIX KIETOK C OKpPYIJIBIMH SIpaMH, KOMKOBATBIM
XpOMaTHHOM, 0€3 OTUETIUBBIX SApHIIEK. B cpe3ax TkaHu TMMQPaTUYECKOTO y3J71a HEPEIKO MPUCYTCTBYIOT
(b oJTUKYI0TO0/I00HBIE CTPYKTYPhI — MCEBA0DOIIITUKYIIbI, TaK HAa3bIBAEMbI€ 30HBI POCTA, MPEICTABICHHBIE
YBEJIMYEHHBIM KOJUYECTBOM MapaMMYyHOOJACTOB, KIETOK ¢ Mopdosorueid npoaruM@OLUTOB C
pa3sIMUMMBIMHU  sfpblIKaMu.  [leTanpHoe  omucaHue  MOPQOJOTHYECKOW KapTHHBI — JaeTcsl B
COOTBETCTBYIOIIMX pazzenax pekomeHmanuii. [Ipu nporpeccun XJIJI pasmep 3tux 1nceBaooTUKYIOB
YBEJIMYUBAETCS, OHU MOTYT ciuBatbes. Y 3-5% mnanuentos ¢ XJIJI u JIMJI pazBuBaerca nuddysnas B-
KpynHOKJeTouHast JuMpoma mwin auMmdpoma XopkkuHa. [losiBieHrne KpymHOKJIETOYHOM TUMQOMBI Ha
¢one XJIJI nHazpiBaercs cunapomoM Puxrtepa. IlosBnenune numpomsr XomxkkuHa Ha ¢one XJUJI
Ha3bIBAETCS XOJDKKUHCKON TpaHcopmanmei. Bo Bcex ciaydasx JIOKaJbHOTO OBICTPOTO YBEIUYEHUS
TUM(aTHIEeCKUX y3JI0B WU CYIIECTBEHHOTO M3MEHEHHUS KIMHUYECKON KapTHHBI 00J1e3HM (TosBiieHus B-
CUMITOMOB — BHE3allHOW TMOTEpH Beca, HOYHOM NOTIMBOCTH) HEOOXOJMMO BBINOJHUTH OHOICHIO
TuM(paTHYEeCKOro y37la, KOCTHOTO MO3ra WJIM 3KcTpaHojanbHoro odvara. Cunzapom Puxrtepa
KOHCTATHPYETCs TOJIBKO HA OCHOBAHUU THCTOJIOTUYECKOTO UCCIEA0OBAHUS.

- [MTammmenTtam ¢ nmomospenuem Ha XJIJI/JIMJI mist oneHkrn oObeMa MOpa)k€HUsT KOCTHOTO MO3ra M
COCTOSIHUSL OCTaJbHBIX POCTKOB KPOBETBOPEHUS, HCKIIIOUEHUS MOPAXKEHHs] KOCTHOTO MO3ra JAPYyTUMU
OMyXOJSIMH U UHPEKIUAMHU, a TakkKe JUIsi TOJIydeHHS MCXOJHOTO o00paslia KOCTHOIO MO3ra,
HE0OXO0IMMOTO JIJIsl CpaBHEHHUS ¢ 00pa3lioM, MOJTYYEHHBIM MOCJe MPOBEACHUS TEPAUU PEKOMEHIYeTCs:
1) monydyeHue LUTOJOTMYECKOTO MpernapaTa KOCTHOTO MO3ra IyTeM MYHKIHMH (CTepHAIbHON MyHKIIMH),
LUTOJIOTUYECKOE (Muenorpamma) u UMMYHO(EHOTUITNYECKOE (MeTongoM MPOTOYHOM
UUTO(QIIYOPUMETPUN) HCCIEIOBaHME Ma3ka KOCTHOTO Mo3ra Ju0o 2) MOJy4eHHE THUCTOJIOTUYECKOTO
rpenapaTa KOCTHOIO MO3ra (TpenaHoOHOIICHs), MaTOJIOro-aHaTOMUYECKOe HCCIeIoBaHue OHMOTICUWHOTO
(omepanMoOHHOT0) MaTepuana KOCTHOTO MO3ra ¢ NMPUMEHEHHMEM HMMYHOTHCTOXMMHUYECKHX METO/IOB B
CIIEAYIOMHKX caydasx [17]:

- Iepel HauyaJloOM TEpaluu y MalUeHTOB, paHee HE MPOXOAUBIIUX ee (HeoOsA3aTenbHO, HO
JKEJaTeIIbHO );

- PU TIOJIO3PEHUHU Ha TpaHCPOpMAIIHIO.

VYpoBeHb yOeAUTETbHOCTH PeKOMEHAaIHii — B (YpOBEHb JI0CTOBEPHOCTH JJOKA3aTEIbCTB — 3).

KommenTtapuu: rucronoruueckuid auarso3 XJIJI ycranaBnuBaercs mpu HaJMYuU B KOCTHOM MO3Te
muddysHoro muMdouaHoro npoaudepara u3 MOHOMOPGHBIX KIETOK HEOONBIIOrO pa3Mepa C OKPYTIbIMU
ApaMi, KOMKOBAaTbIM XpPOMAaTHMHOM, B 3aBUCHUMOCTH OT YCIOBUH (HUKCAlUW — C HEOTYETIMBBIMU
SJpPBIIIKAMU WM 0€3 HMX, C TOHKOCTEHHBIMH COCYJaMHU KalWUISPHOTO/BEHYJSPHOTO THUMA; OOBIYHO
pPa3po3HEHHO pACHOJIOKEHbl KpYNHblE KIETKH ¢ Mopdojorueil mnapauMMyHOOJIaCTOB, HWHOTIJA
IPUCYTCTBYIOT TMCEeBAOGOIUINKYIbl (TponudepaTUBHbBIE LEHTPhI). [IpM HMMYHOTMCTOXHMHYECKOM
UCClIeIoOBaHUM JTUMQPOUAHBIN mMponudepar xapaktepusyercss skcmnpeccuer CD20 (rereporeHHas 1o
MHTEHCUBHOCTH, IPEUMYIIIECTBEHHO ciabas MemOpanHas peakuus), CD79a, IgM, snepHoit skcripeccueit
PAX 5, LEF1 (sanepnas peaxiusi), kodkcnpeccueir CD5 (MmemOpannas peakius) u CD23 (memOpanHas
peakuus), CD43 npu orcyrctBuu 3kcrpeccun CD10, BCL-6, Cyclin D1. Dkcnpeccust LEF1 (snepnas
JKcrpeccus) Oojiee MHTEHCHBHO BBIpaKE€HA B KJIETKAaX NpoJM(EepaTUBHBIX IIEHTPOB, B KJIETKAX C
Mop¢osorueit mponuMponutoB. s KIETOK MNpojudepaTHUBHBIX IIEHTPOB XapakTepHa Oolee
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uHTeHcUBHas dkcmpeccuss CD20, IgM, LEFI, wuHorma d4acth KIETOK MCeBIO(OJIIHKYIOB
(mponmdepaTuBHBIX HEHTPOB) HsKcmpeccupyer cyclin D1 (cmabas sanepnas peakuus). HMuzaekc
nponrdepatuBHO akTUBHOCTH Ki-67 HEBBICOKMH, OOBIYHO coCTaBiseT 5-15% MO3UTUBHBIX KJIETOK B
30HaxX MU (HY3HOTO MENKOKIETOYHOrO MHMIbTpaTa. Ilpn MMMYyHOTHCTOXMMHUYECKOM HCCIIEIOBAaHUH HA
napauHOBOM MarTepHaje MOXKET OTCYTcTBOBaTh 3kcrpeccus CDS (mo 20-25% ciywaeB). Dkcripeccueit
BCL-2 xapakTepu3yloTcsi Bce BAPHAHTHI MEIKOKIETOYHBIX B-KiIeTOUHBIX TUMQOM, KodKcnpeccus IgM u
IgD xapakrepna ans nmumonuTapHOi TUMQPOMBI 1 TUMGPOMBI U3 KIeToK MaHTUu. Dkcrpeccus LEFI
xapaktepHa mis  JguMmormTapHoi JmMdomel ¢ TpaHchopmanueir B auddysHyro B-kierounyro
KPYIMHOKIIETOUHYI0 JuMpomy (cuHIpoma Puxtepa) u mo3Bossier mnpoBectH auddepeHnnanbayo
nuarHoctuky ¢ CD5+ nuddysnoii B-kinerounoil KpynHOKIETOUHOM JTUM(OMOH.

[TonyueHue TUCTONOIMYECKOT0 MpenapaTa KOCTHOTO Mo3ra (TpenaHoOMOICHsSI KOCTHOTO MO3ra) He
TpedyeTcst uisl NoATBEpkAeHUS U popMynupoBanus nuartosa XJIJI/JIMIL

buorcust kocTHOTO MO3ra sIBIsIeTCs He00s13aTeIbHOM, HO KeNaTeIbHON MPOLIeypoH Tiepel HadyaaoMm
tepanuu. XJIJI Hepeako coderaercs € APYTMMH OIYXOJSIMH, KOTOPBIE MOIYT METAacTa3upoBaTh B
KOCTHBIA MO3T, BBISBISATHCS TOJBKO TMpPH OWONCUU U JaXe ObITb NPUUYUHOW LIMTONEHHH.
NmMmyHoxumuoTepanust B (¢uiyaapaOuH-cOAEpKallleM pPEeKUME HEPEIKO OCIOKHAETCS IUTONEHHUEH.
Hannuue wncxomHoro o6pasiia KOCTHOrO Mo3ra MO3BOJIsieT AUQQepeHIupoBaTh MNPOTrPecCCUPOBAHUE,
arula3vio,  pa3BUTHE  MUEIOJUCIUIACTUYECKOIO  CHHIPOMA/OCTPOTO  MHUEIOUAHOrO  JieHKOo3a,
ayTOMMMYHHBIE€ LIUTOTICHUH.

- Bcem mammentam ¢ XJUUI/JIMJI nepen nHavanom 1-if 1 Bcex MOCHenyHOIIMX JIMHUNA Tepanuu
PEKOMEH/IyeTCsl POBEJICHNE MOJIEKYISIPHO-IIUTOTCHETHYECKOTO HUCCIIEOBAaHUSI ¢ IPUMEHEHHUEM METO/a
dbayopectientHol rubpuau3zanuu (FISH) na neneruto 17p u onpenenenue myranuid reHa TP53, a taxoke
(mpu Hamuuu Bo3MOXxHOCTH) Ha +12; del(11q), del(13q), del(17p) mns onmpeneneHus MPOTHOCTHYECKOM
IPYIIIBI U BEIPAOOTKH TaKTHKH JieueHnus [14].

YpoBeHb yOEAUTEIBHOCTH PEKOMEHAaIiil — A (YPOBEHb JOCTOBEPHOCTH JI0KA3aTCIILCTB — 2).

KommenTtapuu: nenenust 17p sBisercs riaBHbIM UTOTEHETHUYECKUM MapKepOM, HEMOCPEICTBEHHO
BIIUSIIOIIUM Ha TEpaneBTHYECKYIO0 TaKTUKY. PekoMeHayeTcsi MpOBOIUTH CKPUHMHI Ha neneuuio 17p y
BCEX MAllMEHTOB, UMEIONIMX MOKa3aHUs K Hayaly Tepanuu, Wi rnpu Hed)(EeKTUBHOCTH CTaHAAPTHON
Tepanuu, 0OCOOCHHO Y MAalMEeHTOB MOJOXKE 55 JeT, y KOTOPBIX MOET ObITh NMpOBEACHA AJJIOTCHHAS
TpaHCIUIaHTAIHS.

B mHacrosmee Bpemsi Onarojaps MeToJaM TJyOOKOTO CEKBEHMPOBAHMSI YCTAHOBIIEHO, YTO
OOJILITMHCTBO CiIy4yaeB pedpakTepHOCTH oOycioBieHo yrparod TP53 mmbo 3a cuer nenmenwu B
COYETaHHMH C MyTaIUsIMHU, JTUOO 3a cueT Mytanuii reHa. [loatomy ceromus BeimoHernue FISH na genenuro
17p wemoctatouHo. Jlng Toro utoObl UACHTU(UUMPOBATH HAWOOJBIIEE YHCIO TAIMEHTOB C
YCTOWYMBOCTHIO K UMMYHOXHMHUOTEpAIINU, HEOOXOIMMO Takxke uccienoBats myrauuu TP53. Hammuue
MYTallud KOHCTAaTHPYETCs, €CJIU YUCIIO KIETOK ¢ MyTanuei npessimaet 10%.

- Becem namentam ¢ XJIUI/JIMJI Ha MOMEHT yCTaHOBIIEHUS AMATHO3a PEKOMEH/IYeTCsl OIPEeIeIICHNe
myranuu reHoB IGHV ms yrounenus nmporuo3a 3aboneBanus [14].

VpoBeHb YOSIUTENEHOCTH peKOMEeH AN — A (YPOBEHb JI0CTOBEPHOCTH JIOKA3aTENIBLCTB — 2).

KommenTtapun: myranuu resoB IGHV umeror nporHoctuueckoe 3HaueHue. B Hactosmiee Bpems
porHo3 y nauueHTos ¢ XJIJI oneHuBaroT 1o MeXa1yHapoJHOMY IIPOTHOCTUYECKOMY MHIeKCY it XJLJI

(cM. pasmen 5.1). Mumeke TpeOGyeT ONEHKH ypOBHS p2-mukpornoOyianHa | MYTaIl[MOHHOTO CTaTyca
IGHV, a Taxxe nuroreHeTmdyeckoro ucciaenoBanuss. OnpelneneHne 3THX IMOKa3aTeael >KenaTesbHO. Y
naieHToB ¢ Myranusamu IGHV 6e3 ¢axTopoB HeGrarompusTHOro mnportosa, pocturumx MOB-
HEraTUBHOM PEMMCCHHU MOCJEe 3 LUKIOB, BO3MOXHO COKpAalllEeHHE 103 MPEnapaToB WM YHCIa LUKIOB
FCR. Ilpu sTOoM peMuccuu y NaHHOW IPYNIbl MAIMEHTOB CTOJIb ke JJIUTENbHbl. C y4eTOM BBICOKOM
WHGOPMATUBHOM  IIGHHOCTH B OTHOUIEHMHM  BpeMeHHM 10  Tepanud,  d3(pdexktuBHOCTH
MMMYHOXMMMOTEpANNH, BPEMEHHU 10 peluanBa MyTalmoHHbI cratyc reHoB IGHV pexomennyercs mo
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BO3MOKHOCTH OIPEAEISATh, OJJTHAKO JaHHOE UCCIICIOBAHKE HE SBIISIETCA 00s3aTeNIbHBIM BHE KIIMHUYECKUX
HUCCIIENOBAHUM.

- Beem mammentam ¢ XJUUI/JIMJI yepe3 6 Mmec. mocie 3aBEpIICHUs JICUEHUS PEKOMEHIYETCs
MMMYHO(EHOTHITUPOBAHNE OMOJIOTUYECKOTO MaTepHalia METOJIOM HPOTOYHON IUTO(MIYyOPHUMETPUHU JUIS
BBISIBJICHUSI MAPKEPOB MUHUMAJIbHOU ocTtaTouHO# 60se3uu (MOB) mpu remo0:acto3ax [19].

YpoBeHb yOSAUTEIBHOCTH PeKOMEHIaIuii — A (YPOBEHb JJOCTOBEPHOCTH JI0KA3aTEIILCTB — 2).

KommenTtapuu: npu ¢puHaNBHON oLleHKe Y deKTa mocie 3apepiieHus: uMMyHoxuMuotepanmuia MOb
MIO3BOJISIET NIPOTHO3UpPOBaTh BpeMsi A0 peunguBa U OB. BOJBIIMHCTBO MPOTrHOCTUYECKHX CXEM
noctpoeHo Ha oueHke MODB B KpoBH, OJHAKO HCCIIEJOBAaHHME KOCTHOTO MO3ra IO3BOJISIET JIOCTOBEPHO
noarsepaAuTb MOB-HeraTuBHYIO MOJIHYIO PEMUCCHIO.

HeonHokpaTHO MokazaHo, YTO KOJUYECTBEHHas xapakrepuctuka MODB B kpoBu 1O 3aBeplieHHH
Tepanuu KOPPEIUPYeT C BbDKMBAEMOCTBIO M IOITOMY MOXKET HCIOJb30BaThCs KaK PYKOBOJCTBO K
neiicteuro. OcraTtounas nomyssinust kietok XJIJI B kpoBu > 1% mnpenseriaer paHHUN peUaAuB U MOXKET
CITY’)KUTh OCHOBAaHWEM JiIsi cMeHBI Tepanuu. Ocrarounas nomyssius kietok XJIJI B xposu 0,90-0,01%
XapaKTepHu3yeT IpyMiy NalUeHTOB ¢ MeAUaHON BbKKMBaeMocTH 0e3 mporpeccupoBanus (BBII) okono 3
JIeT; y KaTeropuu NaleHTOB MOXKHO pacCcMaTpuBaTh BO3MOXKHOCTh MOJACPKUBAIOLICH Teparui.
Octarouynas nomymsitust kinerok XJIJI B kpoBu < 0,01% cBHUAETENbCTBYET O BBICOKOM BEPOSITHOCTU
JUTUTEIILHON peMuccuu (> 5 ner).

[locne TpaHCIIaHTAIMM aJUIOTEHHBIX T'€MOMOATHUYECKUX CTBOJIOBBIX KieTok MObB omnpenensercs
KaXKJple 3 Mec. B TeUEHUE ro/1a WK 0 HACTYIUICHUS peluI1Ba.

[Ipumeuanue.
Hymepanus noznpa3saenoB gaHa B COOTBETCTBUU € 0(UIIUAIBHBIM TEKCTOM JOKYMEHTA.

2.3.2. ipyrue obsizatenbHble nabopaTopHble uccrnenoBaHusA

- Becem manmentam ¢ XJUJI/JIMJI nmepen npoBeneHueM 1-ii JTMHMHM MPOTHUBOOIYXOJIEBOW TEparvuu
pEKOMEHAyeTCsl OIpe/eieHre OCHOBHBIX Ipymn KpoBu mo cucteme ABO, ompenenenue antureHa D
cucTeMbl pesyc (pesyc-hakTopa), ompeneneHue (peHOTHIIa aHTUTEHOB SPUTPOLIUTOB AJISI BO3MOKHOCTH
BBIMOJIHCHHUS FeMOTPaHC()y3UH NP HATMYUH [TOKa3aHHid 710, BO BpeMs HJIH rocie Tepanuu [16].

VYpoBeHb yoeauTenbHoCTH pekoMmenaanuii — C (ypOBeHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

- Bcem mamumentam c¢ XJIJI/JIMJI mepenm mpoBemenuem tepanuu aHTuTenamu k CD20 wim
uOpyTMHUOOM™** C 1IeNbI0 YTOUHEHUS! PUCKA U B CIy4ae HEOOXOIUMOCTH MPOQPHUIAKTUKH PEaKTHBALIMH
BupycHoro remaruta [20] pekoMeHAyeTcss  BBIOJHEHHE PAa3BEPHYTOTO  BHUPYCOJOTHYECKOTO
HCcCaeA0BaHus AJi BBISIBICHUS] MapKEPOB BUpYyca rernarura B, KoTopoe 10KHO BKIIIOYATH ONPEACIICHUE:

- anturena (HbsAg) Bupyca renatuta B B kpoBu;

- aHTUTeN K moBepxHocTHOMY aHTUTreny (HBsAg) Bupyca renatuta B B kpoBy;

- anTuTen K siaepHoMy antureny (HBcAg) Bupyca renaturta B B kpoBy;

- JHK Bupyca rematura B B KpoBH MeTOJ0M NOJMMEpa3HOW LEMHOM peakiuu (KayecTBEHHOE
HCCIIeTOBaHUE).

VYpoBeHb yoeauTenbHOCTH pekomenaaiuii — C (ypOBEHb JTOCTOBEPHOCTH JIOKA3aTEIbCTB — 4).

KommenTtapuu: stomy Bompocy npu XJIJI ynensercs ocoboe BHHUMaHUe, MTOCKOIbKY KieTku XJLJI
SIBJISIFOTCA  TOTIOJIHUTEIIBHBIM PE3EpBYapoM Jjisi BUpyca remnatuta B. 3HaueHUss MapKepoB BUPYCHOIO
renatuta B mpeacraBnens! B npuioxenun A3.1.

- Bcem nepBuunbiM nanmentam ¢ XJIJI/JIMII nepen npoBeaenuem 1-ii TMHUK MTPOTHBOOITYXOJIEBOM
Tepanuy PEKOMEHAYETCS MOJEKYIIpHO-OMOJOrHYeckoe HMCCIeJOBaHWE KPOBM Ha HaJM4Yue BHpYyca
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umMmyHonepunuTa uenoBeka (Omnpenenenue antuten kimaccoB M, G (IgM, IgG) x Bupycam
ummyHonepunura yenoeka BUY-1 u BUY-2 (Human immunodeficiency virus HIV 1 u Human
immunodeficiency virus HIV 2) B kpoBH 1151 yTOUHEHHSI HEOOXOIUMOCTH OJTHOBPEMEHHOTO IPOBEICH Usl
MPOTHUBOOITYXOJICBOM U aHTUPETPOBUPYCHOM Tepanuu [16].

YposeHs yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

- Bcem mamumentam ¢ XJUUI/JIMJI Ha MOMEHT YCTAaHOBIICHHUS JIMAarHo3a, IOCHIE Kaxaou
MMMYHOCYIIPECCUBHOM TEpanmuy U IMOCe KaXA0H TSHKENIOH OaKkTepuanbHON MHQEKIMH PEKOMEHIyeTCs
OIIpeJIeTICHUE YPOBHS KIMMYyHOTIIOOYnHOB [12, 16].

YposeHs yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

2.4. UHcTpyMeHTanbHble AuarHocTuyeckme uccrneaoBaHus

- Bcem manmenTam nepen HaganoMm tepanuu XJIJI/JIMJL, npu onieHKe peMuccruu uyepe3 2 Mec. mocie
3aBepIIEHUs Tepanuy (ecIu UMENOCh MOPAKEHHE JTUM(PATHYECKUX Y3JI0B OOJIACTH CPEIOCTCHUS H/WIH
JeTOYHOW TKaHM), a TaKkKe TMpH TOJO3PESHHH Ha PEIUIUB/IPOTPECCUpPOBaHE 3a00JIeBaHUS
pexomenayercst BbinojHeHue KT rpynHO# KieTku, opraHoB OpIOIIHOW IMOJIOCTH U Majloro Tasza (c
KOHTpaCTI/IpOBaHI/IeM) IJId YTOUHCHUA HaJIU4uA U paclpOCTPaHCHHOCTHU J'II/IM(l)a}IeHOHaTI/II/I NN OLEHKU
MIPOTHBOOITYX0JIEBOTO 3 deKTa, €CIIi UCCIICTOBAaHKE BHIMOJIHEHO B AuHamMuKe [12, 16].

Yposens yoeautenbHOCTH pekoMenaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

- [ManmenTtam nepen HauvanoMm tepanuu XJIJI/JIMJL, ecau BoisBiaeHs! npotuBomnokasanus k KT, npu
OIICHKE PEMUCCUU Yepe3 2 Mec. IOCTIe 3aBEepIICHUs Tepanuu (€Ciau UMeNoCh MopakeHne TUM(PaTHUYECKUX
y37I0B  00JacTH  CPENOCTEHWs W/WIM JITOYHOM TKaHW), a TakkKe TpH TOJO3PEHHH Ha
peluauB/mporpeccupoBaiie  3a00JieBaHUS ~ PEKOMEHAyeTcsl  Juld  YTOYHEHHS  Halu4yus U
pacrpocTpaHeHHOCTH JUM(aIeHOIaTHH BBITIOJHHUTD CIIEAYIOIINEe uccaeaoBanus [12, 16]:

- peHTreHorpaduio OpraHoB rPyIHON KIETKH B 2 IPOCKITUSX;

- V31U mumparndeckux y3ioB (mepudepuuecKux, BHYTPUOPIOIIHBIX H 3a0pIOIIWHHBIX) H
BHYTPEHHUX OPTraHOB (OpraHOB OPIOIIHOM MOJOCTH U MaJIOTo Ta3a).

VYpoBeHb yoeauTenbHOCTH pekoMmenaanuii — C (ypOBeHb JJOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

- Ilarmentam ¢ momospenueM Ha XJUJI/JIMJI nubo ¢ ycranoBieHHbIM awarnozoM XJIJI/JIMIJL, y
KOTOPBIX MMEIOTCS KIMHUYECKHE MPU3HAKK CHHIpOMa Puxrepa MM XOIKKHMHCKOW TpaHCpOopMaluiu
(mporpeccupymomuii  pocT JIUM(GATHYECKUX Y3JI0B, MOTEpsl Beca, MEPCUCTHPYIOIIas JMXopaaka O0e3
MPU3HAKOB MH(EKINH, BBICOKUI YPOBEHb JIAKTATJAETUIPOTreHa3bl, TUIEPKAIbLHUEMUS), PEKOMEHIYETCs
BBITIOJIHUTh ~ MO3UTPOHHYIO  SMHCCHOHHYIO  TOMOTpagui0 ¢  IPUMEHEHHEM  TYMOPOTPOMHBIX
paauodapmmpenaparoB A HCKIIOUEHUs TpaHchopManuu JMOO Ui BBISIBICHUS 30H C BEPOATHOM
TpaHcdopmarmeit [21].

VYpoBeHb YOeAUTEIbHOCTH PEKOMEHAaIHii — B (YpOBEHb JI0CTOBEPHOCTH JJOKA3aTEILCTB — 3).

KommenTtapuu: npu 3Hauenusax SUV < 5 BepoaTtHOCTh cuHapoma Puxrepa cocrasiser okosio 3%
[22]. Onsa curnpoma Puxtepa tunuunbl 3HadeHuss SUV > 15%. Eciim MHTEHCHMBHOCTH HAKOTUICHHS
mpernapaTa OTYETIMBO pa3lInyaeTcs B Pa3HBIX 30HAX, HEOOXOIUMO BBINIOJIHEHHWE OHOICMU Haunboiee
aKTUBHOTO y3J1a WJIM Ovara.

- Bcem mnaunmentam c¢ BepuduuupoBaHHsiM XJUUI/JIMJI mepen HavamoM TepanmuM s
CBOEBPEMEHHOI'O  BBIABICHUSA COIYTCTBYIOLIEH IIaTOJIOTMU CO CTOPOHBI  CEPAECYHO-COCYAMUCTOM,
JBIXaTeNIbHOM U MUIEBAPUTEIBHOM CHCTEM U JUIS ONpeielIeHUs] He0OX0AUMOCTH UX MPO(UIAKTUKY HITH
JICYCHUS] PEKOMEH/TyeTCsl BBIITOJIHHUTH CIEAYIOIINe nccienoBanus [16]:

- QJIEKTpOKapAUOTpaduio;

- 9XOKapauorpaduio;
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- YIITPa3BYKOBYIO JOMIIIepoTrpadrio coCy0B (apTeprii U BeH) HIPKHUX KOHEYHOCTEH.
YposeHb yoeautenbHoCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5).

2.5. UHble gnarHocTtnyeckue uccriegoBaHus

- Bcem manmentam ¢ XJUUI/JJIMJI ¢ KOMOpOMIOHOCTBIO, KOTOpas MOXET MOBIHATH Ha BBIOOD
MPOrpamMMbl TIPOTUBOOIYXOJIEBOTO JICUCHUS, MEpe] HAYalIoOM TEpalud PEKOMEHIYeTCsS KOHCYIIbTaIlHsI
COOTBETCTBYIOIIETO Bpaya-CrenuagmucTa (Bpaua-kapauoJiora, Bpayda-HEeBPOJIOTa, Bpaya-
OTOpHHOJIapuHoJIora 1 Jip.) [16].

YposeHs yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

3. JleyeHue

Haznauenne u nOpUMEHEHUE JIEKapCTBEHHBIX IpPENapaToB, YKa3aHHBIX B  KIMHUYECKHX
peKOMeHJalui, HampaBlieHO Ha oOecnedyeHre NalUeHTa KIMHUYECKH A(PQPEKTUBHON M Oe3omacHoOu
MEJUIIMHCKOM MOMOIM, B CBSI3M C YE€M MX Ha3HAUEHUE U NPUMEHEHHE B KOHKPETHOM KIIMHHYECKOUN
CUTYyallUd OIpeAensieTcsi B COOTBETCTBUUM C MHCTPYKUMSIMH 10 MPUMEHEHHIO KOHKPETHBIX
JIEKapCTBEHHBIX IPENapaToB C pealu3alfeil MpercTaBlIeHHbIX B MHCTPYKLUUU MEp NMPEA0CTOPOKHOCTH
IIPU UX IPUMEHEHUH, TaK)Ke€ BO3MOKHA KOPPEKLIUA 703 C YYETOM COCTOSIHUSA MaI[UEeHTA.

3.1. Noka3aHua Kk Havyany Tepanuu B-knetouHoro XJJ1

- Bcem mammentam ¢ BepudunmpoBanabiM XJIJI/JIMJI pekoMeHnmyeTcs Hayano crenuduueckon
Tepanmuyd TOJBKO TPHU HAIMYMM TIOKa3aHW B cooTBercTBUM ¢ Kputepuwsimu [WCLL 2018 (cm.
npunoxenne A3.2) [12, 16].

Yposens yoeaurenbHoCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5).

KommenTtapun: oxosno 30% mnanueHTOB HMMEKT MeEJIEHHO mporpeccupytoniee teueHue XJUJI,
MpUYEeM MPOAODKUTEIBHOCTh HMX JKU3HM ONM3Ka K oOmenonysisiuoHHoN. Hamwuue Takoil rpymiisl
MAIMEHTOB JieJaeT 000CHOBAaHHOW TAaKTUKY BBDKHIATEIILHOTO HAOJIOJIEHUS IO MOSBICHUS MOKa3aHUM K
tepanuu. Tepanus XJIJI momkHa HauyMHATBHCSA MPU HAIMYMKM TokKazaHud mo kputepusm [WCLL 2018.
[Tarmentslt B cragum A ¢ ayTOMMMYHHOM TI€MOJIUTUYECKOM aHEMHEH WIM HAHMONaTHYECKOU
TPOMOOIIMTONIEHUYECKON MypHypoil JOKHBI MOJy4aTh JIEUEHHE MO MOBOAY ATHX OcioxHeHui. Ecnu
ayTOMMMYHHOE OCJIOXHEHHE IIJIOXO OTBEYaeT Ha TEpanui0 KOPTUKOCTEPOHJAMHU MJisi CHUCTEMHOTO
WCIOJIb30BAHUSA, BO3MOXKHO IMpHUMEHEHHe HampaBieHHOM Ha XJIJI “MMyHOXMMHOTEparuw.
beccumntomHas runoraMmarioOyiIMHEMHsl U HalWMuue MOHOKJIOHAJIBHOM CceKkpeluu camu mo cebe He
SBJIIOTCSI TIOKQ3aHUSIMU K JICYCHHIO. BBIsIBICHHE MapKepoB OTPHUIATEIBHOIO MPOTHO33, B TOM YHUCIE
nenenuu 17p He SBISETCS MOKAa3aHUEM K Hayally TeparuH.

3.2. NMepBas nuHua nevyeHunsa XJJ

Llenu sedyeHHss B MEPBYIO OUYEpEeIb OMPENCISIOTCS BO3PACTOM, a TAaKKE YHCIOM M TSHKECTHIO
COITYTCTBYIOLINX 3a00seBaHuii (Tabdm. 3).

Tabnuua 3. [logpasgeneHne Ha rpynnbl  MNAUUMEHTOB C  XPOHUYECKUM
numdounTapHbIM NIEUKO30M

Komopbunnocts, | Her 3Haunmoit 3HaunmMas Crapueckuii Bo3pacr,
BO3pACT KOMOPOUTHOCTH KOMOPOUHOCTD OpraHHbI€ aTOJIOTHH
Iens Tepanuu JlonrocpouHnas KonTpoins Han [TannuatuBHas
pemuccus, 00J1€3HbI0, HU3Kas
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‘ ‘ spanukaius MOb TOKCUYHOCTb ‘

CymiectByeT OOBEKTHBHAsl MIKaJlla ONEHKH 4YHCIa W THKECTH COIMYTCTBYIOUIMX 3a00seBaHui
(xomopoumuaoctn) — CIRS (Cumulative Illness Rating Score) (cm. mpunoxenue [2). B peambHOi
KIIMHUYECKOW MpaKTHKE OLIEHKa KyMYJIATHBHOIO MHIEKCa KOMOpOUIHOCTH He TpeOyercs. B HacTosiee
BpeMsi TIOHATHE '"3HauuMass KOMOPOWAHOCTB"' HE MOXKeT ObITh OOBEKTHBHO W BOCHPOHM3BOIMMO
onpezeneHo. B cBsA3M ¢ 3TUM pacnpezeneHue NalMeHTOB Ha TEpareBTUYECKUE TPYIIbl IPOBOAUTCS I10
pELIEeHUIO Bpaya.

Pe3ynbrarel KpynHbIX KiInHUYeckuX ucciaeaoBaHuil 2000-x rr. yOeIuTeNbHO CBUAETEILCTBYIOT O
HU3KOW 3¢ (EeKTUBHOCTH HMMMYHOXMMHUOTEpAaNuM Yy MalMeHToB ¢ jeneuueid 17p. OpHako 3TO
LUTOT€HETUYECKOE HApYIIEHUE BBIABIIAETCSA J0 Hayana Tepanuu 1-il TUHUM TOJNbKO y 7% NalMeHTOB.
Uucno manueHToB C KIMHUYECKON pedpakTepHOCThIO (IIPOrpeccHpoBaHMEM Ha (OHE JICUEHHS WU
OBICTPBIM PEIMIMBOM) TMPHUOTUZUTENIBHO B 2 pa3a 0oJiblie. DTU HAOIIOEHUS JIETIH B OCHOBY TOHSTHS
XJIJI BBICOKOTO pHUCKa.

Takum 00pa3oM, Npu MPOBEIEHUU TEPANUU |-i JIMHUU MalMEeHThl MOTYT OBITh pacrpeseeHbl Ha 3
TPYIIITHL.

1. K 1-i1 rpymnme oTHOCSATCS MOJOJble MaleHTsl (MeHee 65 ser) 0e3 neneuuu 17p w/unu MyTanuu
TP53 ¢ XopomuMm cOMaTH4YEeCKHMM cTaTycoM Oe3 comyTcTByromuX 3a0osieBaHuil. B aToit rpymme
HEOOXOJIMMO CTPEMUTHCSI K JOCTHIKEHHUIO IMOJIHOM PEMHUCCHH, MO BO3MOXHOCTU ¢ spaaukanueit MOB,
MTOCKOJIBKY TOJIBKO Takasi TaKTHKa MOKET MPHUBECTH K peajbHOMY YBEJIMYEHHIO IMPOJIOJIKUTEIBHOCTH
#u3HU. OCHOBa JIEYEHHUs TMALMEHTOB 3TOM TpyNIbl — KypcoBas UMMYHOXUMHUOTepanus. B monrpymnme
nanueHToB 0e3 myranuid reHoB IGHV xomOunamus uOpyrmHMOa** u purykcumaba*™* okazanack
3HAYMUTENbHO OoJiee A((HEeKTUBHONW M MEHEe TOKCMYHOU MO cpaBHEHHIO ¢ pexkumoM FCR. V manmentos
6e3 mytaruit reHoB IGHV mMoxker paccmaTpuBaThCsi BO3MOXKHOCTB TEpPAMU HOPYTHHHOOM™ *,

2. Ko 2-i1 rpymme oTHOCATCS AIMeHThl TPEKJIOHHOTO Bo3pacTa (crapiie 65 JeT), a TakKe MOJIOIbIe
MalMEeHThl CO MHOXKECTBOM COITYTCTBYIONIMX 3a0osieBaHWUN. B 3TOH Tpynme HYKHO CTPEMHUTBCS K
JNOCTHX)EeHHIO 3((HEKTUBHOTO KOHTPOJIS HaJ OIMyXO0JIbl0, 30eras HeoNpaBIaHHOW TOKCUYHOCTU. AHAJIOTH
IYPUHOB B 3TOM TPYIIIE JIydllle HE UCIOJIb30BATh WK MPUMEHAThH B pEAYLIUPOBAHHOM BUJIE.

3. K 3-it rpynme oTHOCATCS HanueHTsl ¢ jaenenuend 17p w/wnmm myranuenr TPS53 HezaBucumo ot
BO3pacTa U KOMOpOUAHOCTH. Tepamnueli BbIOOpa y STUX MAIMEHTOB SBJISICTCS IPUMEHEHUE HOpYTHHUO ™ *
B MOHOpEXHUME. Y MOJIOJBIX MMAIIMEHTOB MPU BO3MOXKHOCTH Tepanus HOpYyTUHHUOOM™** NOJKHA CIYKUTh
MOATOTOBKOM K TPAHCIUIAHTALIUU JJIOTEHHBIX CTBOJIOBBIX KIIETOK.

VY nanueHToB CTapyeCcKOro BO3pacTa ¢ OpraHHONM HETOCTATOYHOCTHIO Lieb JICUCHUS MajInaTUBHAS.

3.2.1. NepBasa nuHua nevenua XJIUV/JIMI y naumeHTOB Monoxe 65 net ¢ xopowum
comMaTM4yeCKUM cTaTycoM 6e3 BbiiBrieHHOW aeneuuun 17p nnu mytauum TP53

- [TammenTtam ¢ BepudunupoBanabiM XJIJI/JIMJT mosioxke 65 mer 6e3 3HAYMMOW KOMOPOHMIHOCTH
(pu3nyeckn aKTUBHBIM, 0€3 TSKENBIX COMYTCTBYIOIIUX 3a00J€BaHUMN, ¢ HOpMaIbHOU (PYHKIMEH MOoueK)
6e3 neneuuu 17p wnu mytanuu TP53 B kadecTBe 1-ii TMHUM JeUEHUS] PEKOMEHAYETCS JUTsl TOCTHXKEHUS
peMuccHu poBeieHHe UMMyHOXUMHUOTepanuu 1o cxeme FCR: (Putykcuma6** — 1 nuk: 375 mr/m? B/B
Kar., AeHb 1, nocnenyromue uukis: 500 mr/m? B/B kam. win 1600 Mr n/k, feHs 1; #Onynapabun** — 25
Mr/m? B/B Kat., qau 1-3; #luknodochamug** — 250 Mr/mM? B/B Kall., THU 1-3) (cxembl peXHMOB JICYCHUS
cMm. B mpuioxenun A3.3) [23, 24].

VpoBeHb YOSIUTENEHOCTH peKOMEeH AN — A (YPOBEHb JI0CTOBEPHOCTH JIOKA3aTENIBCTB — 2).

KoMMeHTapuu: crangapToM Tepanuu 1-if TMHUK y MOJIOJBIX MAIIMEHTOB C XOPOIINM COMAaTHYECKUM
crarycoM (kpome naruenToB ¢ del(17p) w/umu myrtanueit TP53) sansercs pexxum FCR (dnynapabun™*,
mukinodochamua**, purykcumadb**). OOHoBieHHble B 2016 1. pesynbraThl uccinemoBanus CLLS8
noka3zany, uyto B rpynne FCR 4ncio BEDKUBIIMX NPH MeauaHe HaOIroneHus, paBHOH 5,9 roja, COCTaBUIIO
78,7% mo cpaBaeHuto ¢ 66,9% B rpymnmne FC (OP 0,68, 95% noepurensusiii untepsan (1) 0,535-0,858,
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p = 0,001). Meauana BBII y nanuentoB ¢ myranusmu reHoB IGHV, nonyuyaBmux nedenue mno cxeme
FCR, nve mocturnyra [24]. Ilpu stom pexum FCR accomumpyercsi ¢ BBICOKOW 4YacTOTOH pa3BHTHUS
HEXKEJaTeNbHbIX SBJICHUH, OCOOCHHO LWTONEHHMM M WHQEKIHOHHBIX OCIOoXHEeHuH. Jleiikonenus u
HehTponeHus 3-4-i cTeneHu TsHKecTu coriaacHo oommM Kpurepusim Tokcuanoctu (CTC) Habmronanuch y
24 u 34% mnauuentos, nonyyaBmux FCR, y 25% 3adukcupoBano pazButue mHpekuuidi 3-4-ii crerneHu
TSYKECTH.

- [Tarmmentam ¢ BepuduupoBanabiM XJIJI/JIMJII monoxke 65-70 net 6e3 3HaYMMON KOMOPOHTHOCTH
(pu3muecku akTHBHBIM, 0€3 TSDKENBIX COMYTCTBYIOIIUX 3a00JI€BaHUN, C HOPMAIbHOU (DYyHKIMEH MOYeK)
6e3 nenermu 17p wim myranum TPS53, y koTopbIX HE MOXeT ObITh mpoBeaeH pexxum FCR (cxemsr
PEXKHUMOB JIedeHHs] cM. B mpuioxeHuu A3.3), B kauecTBe 1-il JNMHUM pEKOMEHAYeTCS NpPOBEICHHE
IMMyHOXHMHOTEpamuu mo cxeme RB (putykcuma6** — 1 mwmxm: 375 mr/m? B/B Kam., aeHb 1,
nocnexyronme TUKIsE: 500 mMr/m? B/B Kam. wim 1600 Mr n/k, neHs 1; #6engamyctua** — 90 mr/m> B/B
Karl., IHU 1, 2) J1st JOCTHKESHUS] PEMUCCHH (CXEMbI PSKUMOB JieueHHs cM. B nipuitoskernu A3.3) [25, 26].

YpoBeHb yOSAUTETLHOCTH PEKOMEH Al — A (YPOBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 2).

KoMMeHTapuu: npu HEBO3MOKHOCTH NpoBeaeHus pexuma FCR anprepHaTuBHBIM BapuaHToM 1-it
JIUHUMU Tepaluyd MOKeT ObIThb KoMOWHaIus OennamyctuHa*™* u putykcumaba** (BR). B uccnenoBanuu
CLL10 noxazano, urto pexxum BR menee TokcuueH mo cpaBHeHuio ¢ pexumoM FCR, xors u meHee
addextuBen. Yactora obmero orBera B 00emx rpymmax cocraBmia 95-96%. Menunana BBII Taxke
okasanach Oosbme B rpymnme FCR (55,2 mec. mpotus 41,7 mec., OP 1,643, 95% AN 1,308 — 2,064, p =
0,0003). Heitrponienuss u mHMEKIIMOHHBIE OCIOXHEHUS 3-4-i cTtenenu TspkecTH mo CTC 3HAYMTENBHO
yame peructpupoBanuck B rpynne FCR (87,7% npotus 67,8%, p < 0,001 u 39,8% npotus 25,4%, p =
0,001), ocobenno y namueHtoB crapiie 65 net (48,4% npotus 26,8%, p = 0,001). [1o wacroTe pa3zBuTHs
aHeMHUH U TPOMOOLMTONEHUH, & TAKXKE CIIy4aeB CMEPTH, CBSI3aHHOMN C JICYEHUEM, IPYIIBI CTATUCTUYECKU
3HauYuMoO He paznuyanuch (3,9% npotus 2,1%). B uccnenoanun CLL10 nokazaHo, yTo 3pPEeKTUBHOCTD
pesxkumoB BR u FCR y manuenToB crapiie 65 ner conmoctaBuMa [26]. B MHOTOIICHTPOBOM pocCHiiCKOM
HCCIe0OBAaHUHU TOKa3aHo, 4To pekuM BR pasymHo Oe3omacern u BwrICOKOA((EeKTHBEH B Tepanuu |-i
nuHun 'y marueHToB ¢ XJIJI npu HasHauenmn #OenmamyctuHa** B mose 90 Mr/M%2 B KOMOWHAIMH C
puTykcumabom** B moze 375 mr/M? B 1-M nukie 1 500 mMr/m? Bo 2-6-M IHMKIIax.

- [Nariuenram ¢ BepuduimpopanabiM XJLUJI/JIMII monoxke 65-70 netT 6e3 3HauuMOi KOMOPOHUTHOCTH
6e3 myranuii reHoB IGHV npu Hanuuuy BO3MOKHOCTH B Ka4eCTBE OJHOM W3 ONMIMK |-i TUHUU Tepanuu
MOXXET ObITh PEKOMEHOBAaHA JUI JOCTHIKEHUS PEMHCCHM Tepanus MOpyTUHHUOOM** B MOHOpEXHME B
no3e 420 mr/cyt (3 kamncysbl) BHYTpb 1 pa3 B JIeHb 10 IPOTrPECCUPOBAHMS WIIH PA3BUTHS HEMIEPEHOCUMOM
TOKCUYHOCTHU WJIM B KOMOWHAIUU C puTykcumabom™** (mbpyrunu6** — 420 mr/cyr (3 xancynsl) BHyTpb 1
pa3 B JIeHb, ©KEIHEBHO; #pUTyKcuMad™** — 50 Mr/M? B/B KaIl., ieHb 1 mukia 2; 375 mr/m? B/B Kail., IeHb 2
mkita 2; 500 mr/m? B/B kam. win 1600 Mr i/, neHp | ukioB 3-7, jedeHue BO30OHOBISETCS Ha 29-ii
JIEHb, BCETO 7 MUKIOB) (CXEMBI PEKUMOB JICUEHHS CM. B Iipuitoskenun A3.3) [27, 28].

VYpoBeHb yOeAUTEIbHOCTH PEKOMEH Al — A (YPOBEHb TOCTOBEPHOCTH JA0KA3aTEIbCTB — 2).

Kommentapun: B wucciemoBanuu E1912 mammentsr Monoxe 70 ner 06e3 ngenmenwu  17p
PaHIOMM3UPOBATINCH HA 2 TPYIIBL: MOJy4yaBIIMe MOPYTHHHO®* B KOMOMHALUMU C pUTYKCUMaOOM™** u
npoxoausinue Tepanuio B pexkume FCR. B uccnenosanue 6pu10 BritoueHo 529 nanuentoB. KomOunarus
nbpytuHnOa** n purykcumaba** 3HaumtensHo npep3onuia FCR no a¢g¢exTuBHOCTH U 0€301MacHOCTH.
Habmonanocek 3nauntensHoe ynyumenue kak BBIT (OP 0,352; 95% 1AW 0,223 — 0,558; p < 0,0001), Tak
u OB (OP 0,168; 95% U 0,053 — 0,538; p = 0,0003). Pesxxum FCR yare BbI3bIBan HelTponeHuto 3-4-ii
crenienu (44% mnpotus 23%; p < 0,0001), a Taxxke uHpexkunoHHble ocnoxHenus (17,7% npotus 7,1%:; p
< 0,0001) [27]. Haubonee cymiecTBeHHOE TpeBocxoAcTBO B ypoBHe BBIT u OB mosyueHo y manueHToB
6e3 myranuii renoB IGHV (OP 0,262; 95% AU 0,137 — 0,498; p < 0,0001). Ha ocHOBaHMM MOJTy4E€HHBIX
IaHHBIX MOpyTHHHO** B Hacrosmmiee Bpemsi pekomeHayercsi National Comprehensive Cancer Network
Kak Tepanus 1-i auHUKM y nepBuuHbIX manuentoB XJIJI 6e3 myranmit renos IGHV [29]. ¥V nanmentos c
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myrauusmu reHoB IGHV FCR BeI3piBaeT JumMTenbHbIE peMUCCHMM. B 3TOH rpynne mnanueHToB
nOpyTHHHO** HEe UMeeT 3HAYUTEIHHOTO MPEUMYIIECTBA.

- IlanmenTtam, mosyyaromuM putykeumMad™* B 1-it nmuaun nedenus XJUJI/JIMJL, mpu cioxHOCTH
OCYIIECTBIICHHUSI BEHO3HOTO JIOCTyNa HAa4YMHAS CO 2-H O3Bl MOXKET OBITh PEKOMEHJOBAHO NMPUMEHEHHE
MOJAKOXKHOU popmbl puTyKcuMada*™* B ¢ukcupoBanHoi n03e¢ 1600 Mr (CXeMbl peKXMMOB JICYCHUS CM. B
npuinoxxennn A3.3) [30].

VYpoBeHb yOSAUTEILHOCTH PEKOMEH Al — A (YPOBEHb JOCTOBEPHOCTH JA0KA3aTEIbCTB — 2).

3.2.2. NepBaa nuHua nedvenus XJUJ1 y noxunbiXx nauyMeHTOB U MaLUEHTOB C
KOMOpOuaHocTbIo 6€e3 BbissBNeHHoW aeneuuu 17p nnu mytauum TP53

- [Nanmentam ¢ BepudunupoBanubiM XJIJI/JIMJI crapme 65-70 et u mamueHTam C TSKETBIMHU
COITYTCTBYIOIUMU 3a00JICBAHUSIMU WJTU YTHETCHHEM IMOYCYHOW PyHKIMK Oe3 Jenenuu 17p uiiu MyTaruu
TP53 pexkomenayeTcst JUisl JOCTHXKEHUS PEMHUCCHM IpOBEJIEHUE |- JMHUM Tepanmuu O OJHOM U3
CIICTYIOIINX CXEM B 3aBHCHMOCTH OT IMPEAMIOYTEHUH M OIBITAa MEIUITMHCKOTO IIEHTPA U JICUaIero Bpayda
(cxeMBbI PeXKHMMOB JICYCHHUS CM. B ITpuiioskeHnn A3.3):

1. #XnopamOyuun** 0,5 mr/kr BHyTpb, AHU 1, 15 + 06unyryzyma6** 1000 mr B/B, nens 1 (100 mr B
teuenue 4 vacon), 2 (900 mr), 8, 15 (muki 1), gewp 1 (ukier 2-6). Jledenne Bo300HOBIsAETCS Ha 29-H
neHs [31].

2. #bennamyctur** 90 mr/m? B/B Kaim., nau 1, 2 T purykcuma6** 1 mmkm: 375 mr/m? B/B Karl.,
neHb 1, nocnenyronye nukisl: 500 mr/m? B/B Kart. win 1600 mMr 1/, mers 1. Jledenne BO306HOBISIETCS HA
29-it nensb [25, 26, 32].

3. U6pyruruG** 420 mr/cyt (3 Kancymbl) BHYTPb | pa3 B JIeHb, ©KEIHEBHO T #puTykcuma®** 50
Mr/m? B/B Kart., neHb | tmkina 2; 375 mr/m? B/B KarL., JeHs 2 mukia 2; 500 mr/m? B/B kam. win 1600 Mr /K,
nenb | nukiaoB 3-7, nedeHre Bo300HOBsCTCS Ha 29-i menb [33-35].

4. Pexum FCR-Lite (#purykcnma®** — 1 mukm: 375 mr/m? B/B Karl., eHb 1, TIOCITEIyIONIHE ITHKIIBI:
500 mr/m? B/B kam. wim 1600 mr mw/k, geHe 1; duymapabun** — 20 wmr/mM®> BHYTph, mHH 1-3;
#rmxnodochamun** — 150 Mr/m? BHYTps, 1Hu 1-3. Jleuenue Bozo6HOBIsETCS Ha 29-i nens) [36].

5. #Xnopam6ytmn** 10 Mr/m? BHYTpb, 1K 1-7 + purykcuma6** 1 nuxt: 375 mr/m? B/B Karl., IeHb
1, nocnenyromue nukisl: 500 mr/m? B/B Kar. win 1600 mr n/k, nens 1. Jleuenue Bo30OHOBIsETCS Ha 29-ii
nenb [37, 38].

6. #Beneroxiakc 20 mr/cyr, aau 22-28 nukia 1; 50 mr/cyt aau 1-7 nukina 2; 100 mr/cyr nau 8-14
nukia 2; 200 mr/cyt aau 15-21 mukna 2; 400 mr/cyt qaum 22-28 mukia 2, nanee 400 mr/cyt B Teuenue 12
Mec + oounyTy3ymad** 100 mr, aeup 1 nukna 1; 900 mr nens 2 nuxia 1; 1000 mr gens 8 mukia 1; 1000
Mr jaeHb 15 mukota 1; 1000 mr gens 1 mukona 2; 1000 mr gens 1 mukios 3-6 [39].

7. Beneroxnakc B pexxume Monotepanuu 20 mr/cyT (Hen. 1), 50 mr/cyr (aen. 2), 100 mr/cyt (uen.
3), 200 wmr/cyr (men. 4), 400 wmr/cyr (Hea. 5 u pganmee), OO MPOrPECCUPOBAHUS WM Pa3BUTHUS
HEMEPEHOCUMOM TOKCUYHOCTH — TMAalMeHTaM, KOTOPBIM Jie4eHHe HOpYyTHHHOOM™** He MOkKeT ObITh
HaszHaueHo [40].

VYpoBeHb yOeAUTETbHOCTH PeKOMEHAaIHii — B (YpOBEHb TOCTOBEPHOCTH JJOKA3aTEILCTB — 3).

KoMMeHTapuu: y TOXWIBIX TAIMEHTOB MOTYT TMPUMEHSITHCS MEHEe HHTEHCHUBHBIE PEXHMBI
MMMYHOXHUMHOTEPANHU, TEpaIvs TapreTHbIMU MpenapaTaMu.

B uccnenosanuu MABLE conocraBiens! pexkuMbl BR u Clb-R y moxuibIx nmaiyueHToB U mokasaHa
OoJiee BbICOKAs YacToTa MOJIHBIX pemuccuil B rpynne BR, a takxke yBennuenue BBII (39,6 mec. mpoTus
29,9 wmec. coorBerctBeHHO, p = 0,003) [32]. [lo nmaHHBIM POCCHICKOTO pPaHIOMHU3UPOBAHHOTO
uccrnenoBanus, npuMmenenne pexxuma FCR-Lite mos3onmno yBenuuunTh Meaumany BBIT moxumbix
nanuenToB ¢ XJIJI 1o 37,1 mec. (1o cpaBHeHUIO ¢ 26 Mec. npu npuMeneHnu pexxuma Clb-R) [36].

B uccnepoBanun Hemenkoid rpymmnsl nmo usydenuto XJIJI CLL11 cpaBHuMBamucCh MOHOTEpamnus
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xnopamOynmnom** (Clb), Tepanuss xomOuHanmeit xmopamOymmna** c purykcumabom™* (R-Clb) u
KoMOMHaIe xmopamoOynmia** ¢ oounyrysymadbom** (G-Clb) [31]. HauGonbmias wactota 0OIIero
oteera (77,3%) u nmomHbix pemuccuit (22,3%) nabnromanace B rpymie G-Clb. Pexum G-Clb mo3Bomsier
nobutkcs spaaukanmn MObB B mepudepudeckoit kpoBu u KOCTHOM mo3re y 37,6 u 19,5% manueHToB
cooTBeTcTBeHHO. OOMHYTY3yMab B cOYeTaHUU ¢ XJopamOymmioM™** mo3possier yBenuuntb BBIT no 26,7
Mmec. (p < 0,0001 B cpaBaennu ¢ Tepanueir R-Clb u xmopamOymmmom**). Mudy3un obunyTyzymada™*
CIIEyeT MPOBOAUTH MPH HAIAYHHM JOCTYIIa K CPEICTBAM OKCTPEHHOW MEIUIIMHCKON IOMOIIH C
aJIeKBaTHBIM MOHHTOPUHTOM. Y TMAIIMEHTOB C OOJIBIION Maccoil omyxoiu onpasaana npeadasa B Buze |-
2 KypcoB MOHOTEpaluu XJopamMOyuuaomM™**, HampaBleHHOW Ha YMEHBUIEHHME MAacChl OIYyXOJIH.
AnekBaTHasi MpopHIAKTHKAa HH(Y3HOHHBIX PEaKIUi (MpeMeIuKans aHTUTUCTAMUHHBIMU TIperiapaTaMu
U B/B BBEJCHHEM JeKcaMmeTa3zoHa**, BBejaeHue 1-ii m03b1 B 2 9Tama, NpodUIaKTUYECKUH OTKa3 OT
AQHTUTUIIEPTCH3UBHBIX IIPETapaToB) TIO3BOJIIET CHPABIATECSA C HMHQY3MOHHBIMH peaknusMud. B
OOJIBIIMHCTBE CIly4aeB OHU BO3HUKAIOT TOJBKO Mpu 1- uHy3um oOuHyTy3ymaba™*, Tak Kak
runepanM@onrTo3 oObIUHO MOJHOCTHIO pa3peniaercs 3a 1 Hex.

B 2018 r. Obutd mpencTaBieHBI pe3yiabTaThl 4-TE€THEro HAOMIOJNEHUS B PaMKax HCCIEIOBaHUS
Resonate-2, B KOTOpOM CpaBHUBAJIUCh MOHOTEpanus HOpYTHHHOOM™* 1 xinopamOyumiom™** B 1-if muHUM
tepanuu XJUJI y moxkuneix maruentoB [33, 34]. B uccnenoBannu mpogeMOHCTPUPOBAHO 3HAYUTEIHHOE
MIPEBOCXOJICTBO MOpyTHHUOa™** Haa xmopaMmOymmiom™**, B ToMm uucie no ypoaio OB. Meauana BBII B
rpymnne nopyTuHuOa** He NOCTUTHYTa IpHU MeAuaHe MPOJOJIKUTENBHOCTH HaOmoaenus B 48 mec. BBII
ObLTa 3HAYUTENILHO BBIIIE MPU MPUMEHEHUU HOpyTHHHOA** BO BcexX Ipymmnax MalueHToB, B TOM YHUCIE Y
MAIEHTOB C HEOMArompusATHRIMU reHeTndeckuMu (hakropamu. OB Obla 3HAUMTENHHO BHINIE B TPYIIIIE
nOpyrtuHuOa**, yem B rpymme xiaopamOymmia**, O0mmuii oTBeT coctaBui 86% B TpyNIe MalUEHTOB,
nosyyaBmux uHOpytuHuUO**, m 35% — B rpymnme MNaluMeHTOB, MOJYyYaBIIUX XJIopaMOymmin**, co
cTaTUCTHYEeCKH 3Hauumon pazuuned (p < 0,0001). Tepanus wubOpyruHubom™* B 1-ii JUHUM HE
COMPOBOXKIANACh 3HAUYUTEIbHBIM IIOBBIIIEHHEM YacTOTHl HEXeNaTeldbHbIX SIBJIEHUN W He TpeboBaia
npeObIBaHUS AIIMEHTOB B CTAaIlIOHAPE.

B nccnenoanun Alliance nmepBUYHbIE TTAIUEHTHI CTAPIIE 65 JET paHIOMU3UPOBAIKMCH HA 3 TPYIIIIH:
MoJTyJaBIue Tepanuio B pexxume BR, komOnHammio nbpyruHnOa** u putykcumadba™** u MoHOTEpanuio
ubpyrunudom** [35]. JIyxnetnsis BBII B rpynme Oenmamyctun** + putykcumad** cocrasuia 74%, B
rpymmne uopytunu6a** — 87%, B rpymnmne komOuHauuu uopytuHuOa*™* u purykcumaba** — 88%. Uacrora
reMaToJI0rM4eCKUX He)KeIaTeIbHBIX sIBIeHUM 3, 4 uinu 5-i creneHu Oblia BbIIIE B TPyIe KOMOMHALIMU
O6enmamyctuHa** ¢ purykcumabom** (61%), yuem B rpymme uOpyruHuOa** B pexuMe MOHOTEpanuu
(41%) u B rpynmne ubpytuHnba™* B koMOMHaIUU ¢ puTYyKcuMabom** (39%).

JloGaBiieHre K XJopamOymmry** moHoOKIOHaNbHOTO aHTHTena kK CD20 ynydmiaeT pe3ysiabTaThl
JICYEHUS NP MpUEMIIeMON TOKCHUHOCTU. B 2 HepaHaOMU3UpOBaHHBIX HccaeaoBaHusx [37, 38], BEIOOpKU
MAIMEHTOB B KOTOPBIX pa3inyainch M0 KOMOPOHIHOCTH, MOKA3aHO, YTO J0OaBIeHHE pUTYKCHMaba** k
xnopaMOyuuny** ysennuuBaet menuany BBII ¢ 18 o 24 mec., kpome nmanuenTtoB ¢ dell 1q, y koTopbix
BBII cocraBuna 12 mec. KomOunanusa xnopamOynuna** ¢ putykcumMaOom** 3HaUMTENBHO YCTYIAET IO
3¢ dEeKTUBHOCTH BCEM OCTAIbHBIM BapHaHTaM JICUEHUs MOKUIIBIX ManueHToB. [IpeanoururensHbl qpyrue
BAapUAHTHI JICUCHUSI.

B uccnenosanne CLL 14 Oputo BrimoueHo 432 marnuenta (cpeanuii Bo3pact 72 roma, CIRS 8
0aisioB, KIMpeHC KpeaTuHUHa 66,4 Mmi/muH). IlanueHTsl ObUTM paHIOMU3MPOBAaHBl HA TPYIIIHI,
MOJIy4aBIIMe KOMOMHAIIMIO BEHETOKJIakca M OOMHyTy3ymMaba U  MOJydYaBUIME KOMOMHAIIMIO
xjgopamOynuina** u oOuHyTy3ymaba (216 mnamueHTOB B KaxJIoW rpymme). Tepamust HpoBOJHIIACH
(UKCUPOBAHHBIM KYpCcOM JUTMTENBbHOCTBIO 12 Mec. Uepes 24 mec. BBII 6bu1a 10CTOBEpHO BBIIIE B IpyIIe
BEHETOKJIaKca M 0oOuMHyTy3ymala, yem B rpymne xiopamOymmia** u obunyrysymabda (88,2 u 64,1%
COOTBETCTBEHHO). [laHHOE NPEeHMYIIECTBO OTMEYAJIOCh Y IMAlMEHTOB C HAJIWYMEM U OTCYTCTBHEM
nenenuu 17p u myrauuu TP53, ¢ nanuuuem u orcyrctBueM myranuu renoB IGHV. Yacrora oburero
oTBeTa cocraBuna 84,7% B rpymnme BeHeToknakca (B 49,5% cnyuyaeB — nonHas pemwuccus, B 35,2% —
yactuuHasi) u 71,2% B rpynne xnopamOyiuia u oounyrysymada (B 23,1% — nosnas pemuccus, B 48,1%
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—vactuunas) (p < 0,001) [39].

- ITanmenTtam crapme 75-80 ner ¢ BepudunupoBanubiM XJUJI/JIMJI U HEBBICOKOW OXKHUIACMOM
MPOJOJDKUTEILHOCTHIO JKU3HU, OOYCIOBICHHON BO3PacTOM, OPTaHHOW HEIOCTATOYHOCTBIO, TSKEIBIMHU
COITYTCTBYIOIUMH 3200JI€BaHHMSIMU, PEKOMEHJOBAaHBI HAUMEHEE TOKCUYHBIC BAPUAHTHI TEPAIUU:

1. Mounotepanus #xmopamoOymunom** 0,07-0,20 Mr/kr BHYTph €KETHEBHO B TEUCHHE 2-4 HEH. C
MOCJIEYIONUM TT0A00pOM 70361 [41].

2. MoHoTepanusi MOHOKJIOHAJIbHBIMH aHTuTenamMu kK CD20 — putykcumad™* wmu oOunyTy3ymao™*
B COOTBETCTBYIOIICH 3aperUCTPHUPOBAHHOI HHCTPYKIMHU JTO3UPOBKe [42].

3. Monotepanuss uOpyruHHMOOM™** B MajblX J03aX, COOTBETCTBEHHO 3apEruCTPUPOBAHHOMN
uHCTpyKImu [43].

YposeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

3.2.3. MNepBasa nuHua nedvenus XJIJ1 y naumeHTtoB ¢ Aeneumen 17p unu myrtauuen
TP53

- [Manumentam c BepuduuupoanubiM XJIJI/JIM u3 rpynnel Beicokoro pucka (¢ del(17p) w/wnum
myrauueir TPS53) ans gocTwkeHus peMUCCHM NPH HAJIMYMM BO3MOKHOCTH PEKOMEHJOBAHA Tepamus
nOpyTHHUOOM™** 10 TPOTPEecCHUpOBAaHUS WM Pa3BUTUS HEMEPEHOCHMMON TokcuuHocTH. WOpyTnHHG**
MOXXET MPUMEHAThCS KaK B MOHOPEXKHME, TaK M B KOMOMHAIMM C HWMMYHOXMMHUOIpernaparaMmu
(bermaMycTHH**, puTYyKCHMa0**) (CXeMbI pEIKUMOB JieueHHs cM. B Tipuiioxkennu A3.3) [33, 44].

Yposens yoeautenbHOCTH pekoMenaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 3).

- Ilarmmentam c¢ BepudunupoBanubiM XJIJI/JIMJI u3 rpymmsr Beicokoro pucka (¢ del(17p) n/wmm
mytarueir TPS53) mpu Hammuuu BO3MOKHOCTH PEKOMEHI0BaHa Teparusi KoMOuHaIen #Beneroknakca 20
mr/cyt, qau 22-28 mukia 1; 50 mr/cyt aaum 1-7 nukna 2; 100 mr/cyt nau 8-14 nuxma 2; 200 mr/cyt nau
15-21 nukima 2; 400 mr/cyt nau 22-28 mukia 2, nanee 400 mr/cyt B Teuenne 12 mec. u oOunyTy3ymaba™*
100 mr, aewp 1 muxma 1; 900 mr gess 2 mukna 1; 1000 mr gess 8 nmkima 1; 1000 mr gens 15 nukma 1;
1000 mr gens 1 muxoma 2; 1000 mMr genp 1 mukinoB 3-6, GUKCUPOBAHHOW MPOJIOJDKUTEIBLHOCTRIO 12 Mec.
(cxeMbI peXKMMOB JIeUeHus M. B nipuiioskenun A3.3) [39].

YpoBeHb YOSAUTEIbHOCTH PeKOMEHAaIHii — B (YpOBEHb TOCTOBEPHOCTH IOKA3aTEILCTB — 2).

- MomoapiM manuentam ¢ BepuduiupoBanabiM XJIJI/JIMJI 6e3 3HaunMMol KOMOPOMIHOCTH U3
rpynnsl Beicokoro pucka (¢ del(17p) w/mmm myranumern TP53) mocne tepanum ubpyruHuboM™* u mpu
JNOCTHKEHUH OOBEKTUBHOIO OTBeTa B 1-ii JMHMM PEKOMEHJIOBAaHO pPACCMOTPETh BO3MOXKHOCTD
MIPOBEJICHUS] TPAHCIUIAHTALIMM aJUIOTEHHBIX TE€MOIMOJTUYECKUX CTBOJIOBBIX KIETOK B KadyecTBe
KoHcomaamuu [45, 46].

YpoBeHb yOeAUTEIbHOCTH PEKOMEHAaIHii — B (YpOBEHb JTIOCTOBEPHOCTH JJOKA3aTEILCTB — 3).

KoMMeHTapuu: onTuMaiabHBIM CPOKOM MPOBEACHUS TPAHCILIAHTALIUU CIEAyeT CUUTaTh 2-i Toj
Tepanuu UOpyTHHHOOM **.

- [Tarmentam ¢ BepudunupoBanubiM XJIJI/JIMII u3 rpynmnsl Beicokoro pucka (¢ del(17p) u/umm
mytranueir TP53), koTopsiM sedeHne HOpYTMHMOOM™* He MOXeT ObITh Ha3HAYeHO, NPH HATMYUHU
BO3MOKHOCTH PEKOMEH/YETCs Ha3HAaYeHUE BEHETOKJIAKCa B PEXHME MOHOTEpANuU (CXEMBbl PEXHUMOB
JeyeHus cM. B npuiaokenun A3.3) [47].

VpoBeHb YOSIUTENEHOCTH peKOMeH Al — B (YpOBEeHb JOCTOBEPHOCTH JIOKA3aTEIbCTB — 3).

3.3. Bbi6op Tepanuun XJ1J1 2-n n nocneayroWwWmMx NUHUN

Br160op Tepanuu npu peunausax XJIJI 3aBucut ot cneayromux GakTopos:
- Tepanus 1-i nuHuY;
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- BpCM: HACTYILNICHUA pCMINBA,
- KIIMHUYCCKas KapThuHa pCuyuarBa.

B Tepanum peumauBa, Kak M B Tepanuu |-i JMHUM, NPUHIUIHAIBHOE 3HAYEHHE HUMEET
onpenenenue nenenuu 17p u myranuu TPS53. Vrpara ynkuuu TP53 B pennmuse nHadbmomaercs y 20%
narenToB. [lpu BeissBneHmn yrpatsl TP53, kak m B 1-ii nuHMM Tepamuu, Haubosee OIpaBIaHHBIM
SBJIIETCS Ha3HaueHUe nOpyTUHHOA™ ™, eclin OH He IPUMEHSIICS PaHee.

- [Tammmentam ¢ no3gamM peruauBoM XJUI/JIMJT nocne mumMmmyHOXuMUOTEepanuu (> 24 mec. mocie
MOCJIEAHEN Tepanuu) Mpu OTcyrcTBUM jAeneuuu 17p m myrauuu TP53 pexkomenayercs oauH U3
CIICTYIOIIMX BAPUAHTOB JICUCHHS (CXEMBbI PEXKHMOB JICYCHHUS CM. B puiiokeHnn A3.3):

1. IToBTOp MIMMyHOXMMHOTEpanuu 1-ii tuaum [48].

2. AnbTepHaTHBHBIN PEKUM HMMYHOXUMHOTeparuu [48, 49].

3. U6pyrunn0** 420 mr/cyr (3 kancynsl) BHYTpb 1 pa3 B JIeHb €XKEJIHEBHO B TEUEHUE BCEro Kypca 1
nanee (mocie 3aBepuieHMss HUMkIoB BR) — no mporpeccupoBaHuss WM Pa3BUTHSL HENPHEMIIEMOU

tokcuynoctd £ BR (#oenmamyctua** — 90 mr/mM? B/B Karm., gau 2-3 twkia 1; gau 1, 2 mukinos 2-6;
putykcumado** — 375 Mr/mM? B/B KaIl., IeHb | KA 1; 500 mr/m? B/B kam. win 1600 mr w/k, neHs 1
uKII0B 2-6. JledeHne Bo300HOBIsIETCs Ha 29-i1 IcHb, Beero 6 mukiioB) [50-53].

4. KombOunamus Beretoxiakca 20 mr/cyr (wen. 1), 50 mr/cyr (men. 2), 100 mr/cyr (wen. 3), 200
mr/cyt (Hen. 4), 400 mr/cyt (Hen. S5 u nanee), npueMm B TeueHue 24 mec. HauuHas ¢ 1-ro qHs 1-ro mukia
JNedeHus PUTYKCUMaGboM** 1 puTykcumaba** 375 mr/m? B/B Kam. depe3 1 HeJ. MOCIe HOCTHKEHHS 03I
BeHeTokmakca 400 mr/cyt, nanee — 500 mr/m? B/B Kam. win 1600 Mr /K eKeMecs9HO, BCero 6 BBEICHUIA
[54].

YpoBeHb yOeAUTENBHOCTH PeKOMEHAaInil — A (YPOBEHb JOCTOBEPHOCTH JI0KA3aTCIILCTB — 2).

KoMMeHTapuu: y manueHToB ¢ MO3AHUM PELMIMBOM BBIOOp TEpANUU 3aBUCHUT OT BHJA, PE3YJIHTATOB
U TEPEeHOCHMOCTH TOCJeNHEeH Tepamnuu, OOIIEro COCTOSIHUS M KOMOPOMIHOCTH TAallMeHTa, a TaKkKe
MPEeANoYTeHUH M BO3MOXKHOCTeH kiMHUKU. [loBTOpHBIE (uynapaOuH-coaepkaiiue Kypchbl BO3MOKHBI
IIpU YCIIOBUH, YTO TPU MPOBEICHUH 3TOM Tepamuu B KadyecTBe |-l IMHUU HE HAONIONANKCH SIBICHUS
3HAYUTEIBHON TOKCUYHOCTH — TSDKEIIbIE 3aTSDKHBIE ITUTONEHUH, MOBJIEKIINE 32 COO0M MHOTOMECSYHBIE
MIepPEPHIBBI B JICUCHUH, PA3BUTHE TSDKEIIBIX HHPEKIIMOHHBIX OCIOKHEHUN. B kauecTBe Tepanuu 2-it TuHUU
MO>KHO HCIIOJIB30BaTh Ty K€ CXeMy. Y MalMeHTOB C LIUTONCHUSIMH MOKET ObITh 3 dekTuBeH pexxum R-
HDMP (purykcumab** B coueTaHuu C BBICOKUMH JI03aMU KOPTUKOCTEPOHUIOB JJsi CHUCTEMHOIO
ucnoab3oBanus) [55]. B ucciaemoanusx I1 dasel monydyensl yoeauTenbHble aHHbIE 00 3()()EKTHBHOCTH
pexuma BR (6enmamyctun** + putykcumab**). YV mamueHTOB, paHee IOJIyYaBIIMX XJIOpaMOyITui,
MOKeT ObIThb 3¢dexTuBHa Tepanus OenmamyctuHoM™*, pexumbl BR u FCR-Lite. Pesymbrater 3
WCCIIEIOBAaHUIN CBUAETEIBCTBYIOT O BBICOKOH A(PPEKTUBHOCTH HOpPYyTMHHOa™* B Tepamuu peluauBOB
XJUI [50-53]. DddexTrnBHOCTS MOHOTEpANNKU UOPYTUHUOOM™** y MAIIMEHTOB C PEeUUINBAMH COCTABIISIET
6omnee 90%. dpyroit apdexTruBHON cXxeMOl JeueHus] peuuaUBOB ABJIAETCS KOMOMHAIMS BEHETOKIIaKca C
putykcumabom**: B uccrnenqoanun MURANO BBII mocne neyenuss komMOuHanueil BEHETOKIAKCa C
putykcumabom** cocraBuia 84,9% (B cpaBHeHuu ¢ 36,3% mnpu neueHnn koMOMHanuen oeHnamycTuna™*
u purykcumaba**) [54]. BBIl Obuta 3HAYMUTENBHO BBINIE BO BCEX KIMHUYECKUX M OHMOJIOTHYCCKHUX
MOATpYIIax MalueHTOB.

- [Tarmentam ¢ panHuM (< 24 mec. nocne nocieauen tepanun) peunausom XJIJI/JIMIJIL, panee He
MOJIy4aBIIMX HOpPYTUHHO™*, BHe 3aBUCMMOCTH OT Hamuuus nenenuu 17p wim myrauuun TP53 mo
BO3MOKHOCTH PEKOMEHJO0BaHAa MOHOTepanus UOpYTHHMOOM™* B COOTBETCTBHM C 3aperucTpUpOBAHHOMN
uHctpykuueit [50, 51].

VYpoBeHb yOeIUTENbHOCTH peKOMeHAaIHii — B (YpOBEHb I0CTOBEPHOCTH JOKA3aTENBCTB — 2).

- [Tarmentam ¢ panHuM (< 24 mec. nocie nocieauei tepanun) peunausom XJUI/JIMIIL, panee He
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MOJTy4aBIINX HOPYTHMHUO™**, BHE 3aBUCMMOCTH OT HaNW4us Aeneuuu 17p wnmm myranuu TP53 B kauectBe
aJIbTepHATHBBI HOPYTUHHOY** MOXKET ObITh PEKOMEHI0OBaHa KOMOHMHAIUs BeHeTokIakca 20 mr/cyt (He.
1), 50 mr/cyr (aen. 2), 100 mr/cyr (wen. 3), 200 mr/cyt (wen. 4), 400 mr/cyt (Hen. 5 u ganee), mpueM B
TeueHue 24 Mec. HAUMHAA ¢ 1-T0 AHA 1-TO MK JeYeHHs PUTYKCUMaboM** u putykcumaba** 375 mr/m?
B/B Kal. yepe3 | HeJ. MOCIe TOCTUKEHHs 10361 BeHeTokakca 400 mr/cyt, nanee — 500 Mr/m? B/B Karl. uiu
1600 Mr /K exeMecsIHO, BCero 6 BBEACHUH JUIsl IPUMEHEHUS! (PMKCHPOBAHHBIM KYPCOM JUTUTEIBHOCTHIO
24 mec. (CXeMbl PSXKUMOB JICYCHHUS CM. B nipuiiokeHnu A3.3) [54].
VYpoBeHb YyOSAUTEILHOCTH PeKOMEHAaIHii — B (YpOBEHb I0CTOBEPHOCTH JIOKA3aTEIBCTB — 2).

- [NarmenTam ¢ panHuM (< 24 Mmec. nocie nocneaneit tepanun) peruausoM XJ1UJI/JIMIIL, nmeroninx
MIPOTUBONOKAa3aHUsl K Ha3HAuUEHUIO0 MOpYTMHHOa™*, BHe 3aBUCMMOCTU OT Haluuus Aenenuu 17p umum
mytaruu TP53 1o BO3MOXKHOCTH pEeKOMEH/I0BaHa KOMOHWHaIUsi BeHeTtokyakca 20 mr/cyt (wem. 1), 50
mr/cyt (aen. 2), 100 mr/cyt (aen. 3), 200 mr/cyt (Hen. 4), 400 mr/cyT (Hen. 5 u ganee), IpUeM B TeUEHUE
24 mec. HaunHas ¢ 1-ro aHsA 1-To MMKJIA NedeHns puTykcuMaboM™* * u putykcumaba** 375 mr/m? B/B Karl.
yepe3 1 Hen. mocne mocTHXKeHUs 103bl BeHeTtokiakca 400 mr/cyr, gamee — 500 mr/m? B/B Kar. win 1600
MT TI/K ©KEMEeCSYHO, BCEro 6 BBEICHUH (CXEMbI PSKUMOB JieueHHs cM. B nipuiioxkennn A3.3) [54].

YpoBeHb yOSIUTETHbHOCTH PeKOMEHAaIHii — B (YpOBEHb TIOCTOBEPHOCTH JIOKA3aTEIBCTB — 2).

- TMarmmentam ¢ XJUI/JIMJI monoxke 65 ner 6e3 3HAYMMOW KOMOPOMIHOCTH, KOTOPBIE B CBSI3U C
PaHHUM DPELMIUBOM WIH B CBSI3M C BBIABIEHHWEM NpH peuuauBe aenenuu 17p w/wim myrauumum TPS3
nosydyanu HOpYTHHHO™* uIuM KOMOMHALIMIO BEHETOKJAaKca C PUTYKCUMaOOM**, mpu JOCTHXKEHUU
O0OBEKTHBHOTO OTBETA HA TEPAIHIO PEUUANBA PEKOMEHIYETCS PACCMOTPETh BO3MOXHOCTH aJJIOTEHHOMN
TPaHCIUTAHTAIIMHA T€MOIOATHYECKUX CTBOJIOBBIX KJIECTOK B KadecTBe KOHcomuaanuu [45, 46].

VYpoBeHb yOeAUTEIBHOCTH PeKOMEHAaIiil — B (YpOBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 3).

- [Mammentam ¢ XJUJI/JIMJI, y koTOpbIX HaOMIOAJICS PELUIMB BO BpeMs MpueMa MOpyTHHHOa™*,
NP HAIWYUU BO3MOXKHOCTH PEKOMEHIYETCS KOMOMHAIIMS BEHETOKJIaKca M PUTYyKCUMada™** (cxembl
PESIKUMOB JICUEHHS CM. B prutoskennn A3.3) [47, 54].

YpoBeHb YOCAUTEIbHOCTH PeKOMEHAaIHii — B (YpOBEHb TOCTOBEPHOCTH JJOKA3aTEILCTB — 3).

- [TanmenTam, moJIydarOmMM PUTYKCUMa0™** 1o moBoay penuauBa b0 pedpakTepHOTO TEUCHUS
XJUI/JIMJL, mipu CIIOHOCTH OCYIIECTBICHUS BEHO3HOTO JOCTYyIa HAayMHas CO 2-M JI03bI MOXKET OBIThH
PEKOMEH/IOBAaHO TPHUMEHEHHE TOJIKOXHON (opmbl puTykcumaba** B duxcupoBanHoi mo3e 1600 mr
(cxeMbI peXXKMMOB JieueHus cM. B puioskenun A3.3) [30].

YpoBeHb YOSAUTEIbHOCTH PEKOMEH Al — A (YPOBEHb TOCTOBEPHOCTH J0KA3aTEIbCTB — 2).

- JledeHne MAIMEHTOB C paHHUM pelIuBoM (< 24 Mec. mocie NocieHel Tepanuu 100 BO BpeMs
npuema HOpyTuHHOa**) nmubo pedpakrepupiM Tedenuem XJIJI/JIMJI BHe 3aBHCHUMOCTH OT HaIM4uUs
nenermu  17p wim myrammu  TP53, pekoMmeHmyeTcs TpPOBOIUTh B MEIUIIMHCKUAX OpraHU3alusX,
oOagarmux HeoOX0AUMBIMH PECypcamMu JUIs 00eCIIeUeHUs JAHHOM TPYIIIbI MTAIIMEHTOB CBOCBPEMEHHOM
3pPeKTUBHON M O€30MacHON Tepanueil B JOCTaTOYHBIX O0BEME W JIIMTEIBHOCTH B COOTBETCTBUHU C
MIPEJICTAaBJICHHBIMU BBIIIE PEKOMEHIAIUAMU (C MPUMEHEHHeM MOpyTHHHOA**, BeHETOKIaKca U Jp.) WU
BO3MOKHOCTBIO BKJIFOYECHUS MAIIMEHTOB B KIIMHUYECKHE UcciaenoBanus [ 16, 29].

YpoBeHb yoeauTenbHOCTH pekoMeHaaruii — C (YypOBEHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

3.4. ConyTtcTBYlOLWAA U conpoBoAuTernibHasa Tepanus

- IMammentam c¢ XJUI/JIMJI Ha mo0oM »dTame Jie4eHUs, y KOTOPBIX BBISABIEH YPOBEHb
umMmyHorobynmuHa G < 5 /1 W OTMeYaroTcs pelUIMBUpYIOIIKME OakTepuanbHble WHQEKIHNH,
PEKOMEHIOBAHO IpYM HAJIMYUU BO3MOKHOCTU IIPOBEIACHUE IIOCTOSIHHOM 3aMECTUTEIILHOM Tepanuu
BHYTPUBEHHBIM UMMYHOTJIOOYJIHMHOM JIJISl CHUOKEHHSI PUCKa MH(EKIIMOHHBIX OCTIOKHEHHH [56].
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YpoBeHb yOSAUTEIBHOCTH PeKOMEH IaIuii — A (YpPOBEHb JJOCTOBEPHOCTH JI0KA3aTENIbCTB — 1).

KommenTapun: uHGEKIMH SBISIOTCS T1aBHOUW nmpuynHOM cMeptu y 10-15% manmentos ¢ XJUJI. B
HECKOJIbKUX PaHJOMHU3UPOBAHHBIX UCCIIEI0BAHUAX IOKA3aHO, YTO MOCTOSIHHASA 3aMECTUTENbHAS TEpanus
BHYTPUBEHHBIM HMMMYHOTJIOOYIMHOM 3()()EKTUBHO CHMXKAET YACTOTy OaKTepHaJbHBIX HHGMEKIUH.
D¢ ekt HanboIee 3HAYUM B MOJTPYIIE MAIUEHTOB C THIIOTaMMAarjo0yInHEMHEH U PeIUIUBUPYIOITIMH
WHQEKIMSIMH, TOTOMY 3aMECTHTENbHAs Tepamus B HACTOSIIEE BpPEMS PEKOMEHIYETCS TOJBKO 3TOU
KaTeropuu MalyueHToB.

BHyTpHuBeHHBIII IMMYHOTTIOOYTMH Ha3HA4YaeTCsl B BUZE Pa30BBIX HHBEKIUH B 103¢ 200-400 mr/kr 1
pa3 B MmecsIl B TeueHue roja. Llenp tepanum coctout B mojyiepkanuu ypoBHs I1gG Ha ypoBHE > 5 1/
[Ipu moxbope MO3bI M KPATHOCTH BBEICHHWI OPHUEHTHPYIOTCS HA MUKOBYIO W MHHHUMAIBHYIO
koHueHTpauuto [gG. Konrpoas nukoBoi koHueHTpauuu IgG ocymecTBISIIOT HE paHee YeM Yepe3 CyTKU
nocise 1-ro BHYTPUBEHHOI'O BBEJIEHUS UMMYHOTJIOOyAMHA. MUHUMAaIbHYIO KOHIIEHTPAIUIO ONPEAEISIIOT
HEMOCPEJCTBEHHO Nepe]] CAEAYIOUIUM BBEICHUEM HMMYHOII00ynMHa. MuHuManbHas koHueHTpauus 1gG
JIOJIKHA COCTaBIIATh > 5 1/11. IloBTOpHBIE ONpenienenrss MUHUMAIbHON KOHIIEHTpaluKu npoBoasaT 1 pa3 B
3-6 mec. IlocTOSHHYIO 3aMECTUTENFHYIO Tepalui0 WMMYHOTJIOOYJIMHOM 3aBEpIIAIOT MPH OTCYTCTBHH
TSDKENbIX OaKTEepUaIbHBIX HHPEKIUI B TEUEHUE Io/1a.

- Beem narentam ¢ XJIJI/JIMJI nocne ycTaHOBIIEHUS! AMarHo3a peKOMEHAYETCsl IpU OTCYTCTBUU
MIPOTHBOIOKA3aHMI MTPOBEICHUE BaKIMHAIMH [57-59]:

- CE30HHAas BaKIMHALMA BaKUUMHOW sl MPO(GUIAKTUKU TpHIIa (TOJBKO IOCJIE BOCCTAHOBIICHUS
ypoBHs B-numdouuros, T.€. uepe3 9 Mec. nocie Tepanui MOHOKJIOHAJIbHBIMU aHTuTenamMu k CD20);

- JBYXKpaTHas BaKUUHAIMS BaKIMHOW JUId TNPOQPHIAKTUKH MTHEBMOKOKKOBOW HMH(EKIUH TpU
OTCYTCTBHH NMPOTUBOIMOKA3aHUH.

Yposens yoeaurenbHoCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KoMMeHTapuu: MHEBMOKOKKOBasi MMMYHM3AIUsl OCYIIECTBIsEeTCS ABYyKpaTHO. CHavaiga BBOJIUTCS
BaKIMHA Ui TNPOQUIAKTUKM TTHEBMOKOKKOBOW HH(peKIuu, coaepxamas 13 MTHEBMOKOKKOBBIX
aHTUreHOB. Yepe3 2 Mec. OCYLIECTBISIOT BBEIECHHUE IMHEBMOKOKKOBOUM IMMOJMCAXapUIHOMW BAKIWHBI,
cojaepxarieil 23 MTHEBMOKOKKOBBIX aHTHUTeHAa. [[HEeBMOKOKKOBas peBaKIIMHAIMS TPOBOIUTCSA |1 pa3 B 5
JIeT.

[IpumeHeHre BakUUMH NPOTHB HWHKANCYJIMPOBAHHBIX OPraHU3MOB, TaKMX Kak Streptococcus
pneumoniae, Haemophilus influenzaec u Neisseria meningitidis, pekOMEHI0OBaHO BO MHOTHX CTpaHax
nanuenTam ¢ XJIJI 1o xumuoTepanuu (He MeHee ueM 3a 2 Hell.) WM IOCIe BOCCTAaHOBIICHUS UMMYHHOMR
CHUCTeMbl TOcje Tepanuu (He paHee 4yeMm yepe3 3 Mec). DTO OCOOEHHO BaXKHO Uil MAIUEHTOB C
(GYHKIIMOHATBHOW acIUIeHHeW WM I TeX, y KOro IUIaHHPYeTCs CIUIGHIKTOMus. MeToauka
MOCJIEIOBATENIFHOM JIBYKPaTHOW BaKIMHAIUMU c(POPMHUPOBAIACH SMIIUPUYECKH HA OCHOBAHUH TOTO, YTO
OTBET Ha 23-BaJICHTHYIO BakLUHY ciabee, yeM Ha 13-BaneHTHyto. C Apyroil CTOpoHsl, 23-BaJeHTHas
BAaKIIMHA MMO3BOJISIET PACIIMPUTh UMMYHHBIN OTBET U YCHIIUTH €rO.

3.5. OueHkKka oTBeTa Ha nevyeHue

- Bcem nanmentam ¢ XJIJI/JIMJI pekomennyercs ouenka Tepanuu no kpurepusm IWCLL 2018 (cwm.
paszzen 7.3 maHHBIX PeKOMEHJAlMH) MpU Tepanuy OrpaHUYEeHHON JUIMTENBHOCTH (HE MEHee 4eM uepes 2
Mec. Iocjie ee OKOHYaHUs), IPH HEeNPEepbIBHON MIIM MOJAEP)KUBAIOLIEH Tepanuu (He MeHee yeM yepes 2
Mec. TIOCIIe IOCTIKEHUSI MaKCUMaJIbHOTO 0TBeTa) [12].

VpoBeHb yoeautenbHOCTH pekoMenaauii — C (YpOBEeHb JJOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

KomMmeHTapun: MakCUMaJbHBIN OTBET ONpPENENsIeTCsl KaKk OTBET, KOTOPbI HE CTAHOBHUTCS JIydllle B
TeUeHHE NOCIeTHUX 2 Mec. Tepanuu. VHruOuMTOpsl CUTHAJIBHOTO NyTH B-KierouHoro penenropa
BBI3BIBAIOT TE€pepaclpereNuTeNbublii  mumdonuTos. Ilepcuctupyrommii nuM@onuTo3 mpu Teparnuu
nOpyTHHHOOM™** He sBIseTCd NPU3HAKOM pedpakTepHOCTH. ITO COCTOSTHME OO0O03HAyaeTcs Kak
YaCTUYHBIM OTBeT ¢ JuMdormro3oM. Cpok HOpMaIM3alUM YPOBHS JTUM(OIMTOB BapbUpPyeT B Pa3HBIX
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uccrnenoBaHusax or 4 nmo 12 mec.; oAHAKO TpPU TPUMEHEHUH HOPYTHMHHOA™* JIMMQOLUTO3 MOXKET
MEPCUCTUPOBATH B TeueHue 12 mec. u OoJiee, UTO HE BIUSIET HA MPOTHO3. Y psijia NAlMEHTOB YPOBEHb
TUMQOIIUTOB HUKOT/Ia HE BO3BpAILIAETCS K HOPME.

3.6. Obe3bonuBaHue

- [MTammmentam ¢ XJIJI/JIMJI nipyu BO3HUKHOBEHUHU OCTPOTO MJIM XPOHUYECKOTO OOJIEBOTO CHHIPOMA
PEKOMEHyeTCs TMPOBECTH  TUArHOCTHKY MNPHUYMHBI  OOJEBOrO CHHAPOMAa H  IOCIEAYIOIIYIO
MATOrCHETHYECKYI0O MM CHIIMTOMATHYECKYIO0 Tepamuio OO0JIeBOTO CHHIPOMAa B COOTBETCTBUU C
CYILIECTBYIOIIUMH POPUIBHBIMU pekoMeHnanusamu |60, 61].

YposeHsb yoeautenbHOCTH pekoMenaaiuii — C (YypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

4. Peabunutauus

- Becem nmanmentam ¢ XJIJI/JIMJI Ha Bcex Tanax Tepanuu 3a00Ji€BaHus, a TAK)Ke MOCIIE 3aBEpILICHUs
JIEKaPCTBEHHOI'O JICUEHUSI PEKOMEHIYeTCs] KOMIUIEKCHAsl peabuauTalys, a Takke Mpu HEOOXOAUMOCTH
M0/UICPKUBAIOIIAST TEPAITUS TS YITYUIICHHsI Pe3yJIbTaTOB JICUCHUS M Ka4eCTBa )KU3HU MarueHTa [62].

Yposens yoeautenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KommenTtapun: crnemuanpHeIx MeToA0B peabwmutarmu  npu  XJUI/JIMJI  He cymecTByer.
Peabunuranus nanumentoB ¢ XJIJI gomkHa HOCUTH KOMIUIEKCHBIM XapaKTep, OXBaThiBas HE TOJIBKO
MEJHUIIMHCKUE, HO M COLUAIbHO-TICUXOJIOTMYECKUE aCMeKThl aanTaluy NaueHTa K HOpMaJlbHOM JKU3HH.
Takas peaOunutarusi TpeOyeT, KpoMe MEAMIIMHCKOW TMOMOIIH, OOS3aTEIHHOTO YJacTHsl COIMAIbHBIX
paboOTHUKOB H TICHXO0JIOTOB. [Iporpammbl peabunuTanuu pa3paldaThIBAIOTCS WHAMBUAYAJIbHO B
3aBUCHMOCTH OT BBISIBJICHHBIX OCJOKHEHHM JIEKapCTBEHHOT'O JIEUEHHUs, COIYTCTBYIOUIEH MaTOJIOTHUH,
COLIMANIBHBIX U MCUXOJOTHYECKUX MPOOIIeM.

Peabunuranusi npu BOZHUKHOBEHHWHU OCJIOKHEHHMH 3a00JI€BaHMs U JICUEHHUS MPOBOJIUTCS B paMKax
COOTBETCTBYIOIIUX HO30JIOTHIA.

[lognepxuBaromas Tepanus OpU HEOOXOAMMOCTH TPOBOJUTCS IO MECTY >KUTENbCTBA O]
HaOJII0JICHUEM Bpaya-TeMaroJiora WM Bpada-OHKOJIOTa. Bpau-remMarosior Wik Bpady-OHKOJIOT 10 MECTY
JKUTEIbCTBA PYKOBOJCTBYETCS PEKOMEHAALMAMH, KOTOpbIE JaHbl CHEUUAIUCTAMU YUYPEKJICHHUS,
IIPOBOJIUBIIIETO JICUEHHUE.

5. NpodmnakrTuka

MetonoB npodunaktuku XJIJI/JIMJI B HacTosiiiiee BpeMsi HE CYIIECTBYET, MMOCKOJIbKY HEU3BECTECH
ATHONOTUYECKHH QakTop wiK (HaKTOPHI, BEAyIUE K Pa3BUTHIO 3a00JIEBAHUSI.

- Becem marmuenTam ¢ XJIJI/JIMJI Ha npoTsbkeHHHM BCEH KW3HU THalMeHTa (Kak B MEePHOJ JICUCHUS,
TaK ¥ BHE €r0) PEKOMEHIYeTCsl qUcliaHcepHoe HabmoaeHre y remarosiora [12, 16].

VYpoBeHb yoeauTenbHoCTH pekoMenaauii — C (ypOBeHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

Kommenrapun: uactota HaOmonenus nauveHtoB ¢ XJUUI/JIMJI mocne 3aBepiieHust JedeHHs
3aKOHOJATENIbHO HE perjiaMeHTHpoBaHa. B TeueHue 1-ro roma mociie 3aBeplICHUs JEUYEHHS MaLUEHT
JIoJbKeH HabmogaTbes y remartojiora He pexke 1 paza B 3 mec. [lanee wactora HaOmoaeHus
yCTaHABIUBAETCS T€MAaTOJIOTOM MHIUBUAYAIBHO B 3aBUCHMOCTU OT OOIIETO COCTOSHUS M CAMOYYBCTBUS
MALMEHTA, OCJIOXHEHUM IPOBEICHHOW TEpanuu, JOCTUTHYTOTO OTBETAa Ha TEpalvio, HO HE JOJDKHA
COCTaBJIATh MeHee | paza B roj.

[Ipun nucnancepHoM HaAOMIOJEHUM KpOME OCMOTpa MalueHTa W cOopa aHaMmHe3a Heo0XO0IUMO
BBITIONHATh OOIIMI aHanW3 KPOBH C HCCIIEIOBAaHHEM JIEHKOIMTapHOW (QOpMymbl, a Takke, €ClIu
3a00JIeBaHKE COMPOBOKAANOCH JUM(aJeHONATHEH, HHCTPYMEHTAIBHOE UCCIIe0BaHNe epr(epruIecKix
mumpatndecknx y3noB (Y3U wmu KT). OcranpHble METOIBI 00CIEIOBAaHUS MOTYT MPUMEHSTHCSA IO
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YCMOTPEHHIO FeMaToJIora.

- IlammentaM, y KOTOpPBIX MPOBOJMJIOCH/TIPOBOAMTCS JiedeHne 1o mnoBoay XJUI/JIMIL,
PEKOMEHAYETCS IPOBEICHUE PETYIISPHBIX MNIAHOBBIX CKPUHUHIOBBIX 00CIEA0BAHUN U3-3a TOBBIIIEHHOTO
pHCKa pa3BUTHS BTOPBIX omyxouieit [63, 64].

VYpoBeHb YOSAUTEILHOCTH PeKOMEHAaIHii — B (YpOBEHb I0CTOBEPHOCTH JIOKA3aTEIBCTB — 3).

OpraHusauMﬂ OKa3aHMA MeaULIMHCKOW NOMOLLM

MeauuHckasi MMOMOIIb, 32 MCKIIOYEHUEM MEIUIMHCKOW TIOMOIIM B paMKax KIMHHUYECKOM
ampoOanuu, B cooTBeTcTBUM ¢ DenepanbHbiM 3akoHOM OT 21.11.2011 N 323-®3 (pexn. ot 25.05.2019)
"O6 ocHOBax OXpaHbl 310pOBbs TpaxaaH B Poccuiickoit @enepaunn" opraHu3yeTcst U 0Ka3bIBaeTCs:

1. B COOTBETCTBHH C TOJOXKEHUEM 00 OpraHu3alliyd OKa3aHUs MEAUIIMHCKONW MOMOIIU IO BUAAM
MEIUIIMHCKON  TMOMOIIM, KOTOPOE YTBEPXKIAETCS  YINOJTHOMOYEHHBIM  (elepalbHbIM  OpPraHoM
WCTIOJTHUTEIHHON BIIACTH;

2. B COOTBETCTBHH C MOPSAIKOM OKa3aHMS TOMOIIHY 1O Mpoduiio "remMarosorus’, 00s3aTeIbHBIM TS
HCTOJIHEHUS Ha Tepputopuu Poccuiickoit denepanyii BCeMU MEIUIIMHCKUMU OPTraHU3alUsIMU;

3. Ha OCHOBE HACTOSIINX KIMHUYECKUX PEKOMEHIAIIHI;

4. ¢ y4eTOM CTaHJApTOB MEAUITMHCKON MTOMOIIIH, YTBEPKIECHHBIX YITOJTHOMOUYEHHBIM (eIepatbHbIM
OpraHOM MCTIOJHUTEIHLHOM BIIACTH.

[TepBuyHas cnenuanu3upoBaHHAS MEIMKO-CAaHUTAPHAs MOMOIIb OKa3bIBAETCS BPAYOM-T€MaTOJIOrOM
U HHBIMM BpadyaMU-CIENUATMCTAaMH B IIEHTpe aMOyJIaTOpPHON IeMaTolI0ru4ecKOoi/OHKOJIOTHYECKOM
nmoMomy Jubo0 B  TMEPBUYHOM  TIE€MAaTOJOTMYECKOM/OHKOJOTHYECKOM  KaOWHeTe, MEepBUYHOM
reMaTOJIOTMYECKOM OTAEJICHUH, TOJUKINHUYECKOM OTACIIEHUH OHKOJIOTUYECKOTO JUCIIaHCepa.

[Ipu BessBeHnu y maruenta XJUJI/JIMJI wnm momo3peHWn Ha HEro Bpayu-TEpameBThI, Bpadu-
TepaneBThl Y4aCTKOBbIE, BpauM OOIIel MpakTHUKU (CeMEWHbIE Bpauu), Bpadl-CHELHATUCTBI, CPEIHHE
MEJUIMHCKUE PaOOTHUKU B YCTAHOBJIICHHOM MOPSAIKE HAMPABISIOT MMAlIMEHTa Ha KOHCYJABTAIUIO B LIEHTP
aMOyJIaTOPHON TeMaToJIOTUYECKOM/OHKOJIOrMUeCKOH MOMOIIM 100 B MEPBUYHBIA TeMaTOJIOTHUYECKUI
KaOMHET, MEPBUYHOE TE€MAaTOJIOTUYECKOE OTIECIIEHUE MEIUIMHCKOM OpraHu3alvy Ijs OKa3aHUusi eMy
MEPBUYHOM CHEUATN3UPOBAHHON MEIUKO-CAaHUTAPHON MTOMOILIH.

Bpau-remaTtonor amOyJaTOpPHOTO WM CTAallMOHAPHOTO 3BE€HA TI'eMATOJOTHYECKOW MOMOIIH
OpraHu3yeT BBIIOJIHEHUE TUArHOCTHUYECKUX HCCIIEeI0OBAaHUI, HEOOXOAUMBIX Ui YCTAHOBJICHUS IMArHo3a,
BKJIIOYAsl PACIPOCTPAHEHHOCTh M CTAJINIO 3a00JIeBaHUSI.

B cnyyae HEBO3MOXKHOCTH NPOBEACHHS JIUATHOCTHYECKUX MCCIEAOBAaHUN MAIMEHT HaIpaBIISIETCS
JieqalliM BpauoM B MEIUIMHCKYIO OPraHHU3al1I0, 0Ka3bIBAIOIIYI0 MEIULIMHCKYIO TOMOIb MTAallUEHTaM C
reMaToJI0rH4eCKUMH 3a00JIEBaHUSIMU, Ul YCTAHOBIICHUS IMAarHO3a M OKa3aHUs CIEelUaIn3upOBaHHOM, B
TOM YHCJIE€ BBICOKOTEXHOJIOTHYHOM, MEAUIIUHCKON TOMOIIH.

[Tpu BeisBiernu XJIJI/JIMJI wiam momo3peHMH Ha HEro B XOJ€ OKa3aHWUsl CKOPOW MEIMIIMHCKOM
MOMOIIIM TAlMEHTa I[EepPEeBOJAT WJIM HANpaBIAIOT B MEAMLMHCKAE OpraHu3all{, OKAa3bIBAKOLIUE
MEJHUIIMHCKYIO MOMOIIb MAallMeHTaM C TeMaTOJIOTMYeCKUMU 3a00JeBaHUSIMU, AJISl OTPEENICHUs] TaKTUKH
BEJICHUS U HEOOXOJAUMOCTH NPHUMEHEHHUS JOTOJIHHUTEIBHO APYIrUX METOJO0B CHEIHAN3UPOBAHHOTO
MIPOTUBOOITYXOJIEBOTO JICUECHUS.

Cneunanu3upoBaHHasi, B TOM YHUCJE€ BBICOKOTEXHOJOTUYHAS, MEIUIIMHCKAs MOMOIIb OKa3bIBAETCA
BpauyaMHU-TEMATOJIOTaMH B MEIULHUHCKUX OpraHu3alysX, OKa3bIBAIOIIUX MEIUUMHCKYI0 IIOMOIb
narmenTam ¢ XJUI/JJIMJL, umerommux IUIEH3UI0, HEOOXOJMMYI0 MaTepHalbHO-TEXHHYECKYI0 0a3y,
cepTU(UIMPOBAHHBIX CHEIMAIUCTOB, B CTAIIHOHAPHBIX YCIOBHIX M YCIOBHSIX THEBHOTO CTAIllIOHapa U
BKJIIOUAeT NPO(DUIAKTUKY, AUATHOCTUKY, JI€UCHHE TeMaTOJIOTMUECKUX 3a0oJeBaHUi, TpeOyromux
HCIOJIb30BAHMS CIIEHHAIBHBIX METOJIOB M CIIOKHBIX YHMKAJbHBIX MEIUIMHCKUX TEXHOJIOTMHM, a TaKkKe
MEHUIIMHCKYIO0 peabuInTaIIHIO.
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B MenunuHCKON OpraHM3anny, OKa3bIBAIOLICH METUIIMHCKYIO rmomouls namuentam ¢ XJUI/JIMIL,
TaKTHKa MEJUIIMHCKOTO OOCIEeIOBaHMs M JICYCHUs YCTAHABIMBACTCA BpavyaMH-TeMaToJIOTaMH C
NpUBJICYEHUEM TIpU HEOOXOAMMOCTH JPYTHX Bpauel-CIEeHUANIUCTOB, IPH HEOOXOIUMOCTH — C
MpOBEACHNEM KOHCWIMyMa. PerieHne KoHCHIMyMa Bpadeld o(QopMIISIETCS MPOTOKOJIOM, TMOANUCHIBACTCS
Y4aCTHUKaMH KOHCWIMYMa Bpayell ¥ BHOCUTCS B MEAUIIMHCKYIO JOKYMEHTAIUIO MTAlIUEHTA.

[loka3zaHusd K TIOCHMTAJIM3ALMU B KPYIJIOCYTOYHBIM WJIM JIHEBHOW CTAallMOHAP MEIUIMHCKOMN
OpraHu3aluy, OKa3bIBalOUIEH CIELMAIM3UPOBAHHYIO, B TOM 4YHUCJIE BBICOKOTEXHOJIOTUYHYIO,
MEJMLUHCKYIO IIOMOIIIb 10 po IO "remaronorus", OIIPEACIIAOTCS Bpa4oM-
reMaToJIOTOM/KOHCHJIMYMOM ~Bpadeid C TPUBICYCHHEM IMPH HEOOXOJMMOCTH JPYI'HX Bpayeii-
CIICLIMAJIUCTOB.

NMoka3aHuA K 3KCTpeHHOﬁ rocnutTann3aumn.

1. PazButue Tskenor wuHpeKHUU (HeoOs3aTenbHA TOCHUTANIM3AIMS B TE€MaTOJOTUYECKUM
CTaIMoHap).

2. Pa3ButHe yrpokaromux >KU3HU IUTONEHUM (T1yOOKOW aHeMHM, FeéMOpparuyeckoro CHHApoMa,
HEHUTPOIEHUHN).

3. PasButme ocnoxuenuit XJIJI, Bxmrowas cumHIpoMm PuxTtepa, CHMITOMaTHYECKYIO
nuM(aZeHONAaTHI0O U OPraHOMETAIMI0 C PUCKOM DPAa3BUTHS TSDKENBIX OCJIOKHEHUH, HelpolsielKkeMuto,
cnenupuueckuii IMJIEBPUT U  XWIOTOpAKC C TMpPU3HAKAMHU  JIBIXaTeJbHOM  HEJOCTaTOYHOCTH,
MapaHeoIIaCTUYECKUE U ayTOUMMYHHBIE CHHJIPOMBI, IPYTHE OCJI0KHEHUS, YIPOKAIOIINE KU3HU.

4. Pa3BuTHe OCJIOKHEHUU Tepamnuy, BKIIOYas CHUHIPOM JIM3KCa OMYXOJH, TshKeIble MH(Y3UOHHbIE
peakuny, MHEJIOTOKCUYECKUA arpaHyylolUTO3 C JIMXOPAaAKOM W JApYrue OCIOXKHEHHUs, YrpOKAIOIINE
KU3HU.

NMoka3aHuA K NnnaHOBOM rocnuTanm3auuu:

1. [IpoBenenue Tepanuu B CiIydasix, TPEOYIOMIMX KPYTJIOCYTOUHOTO HAOIIO/IEHUS 3a MAlMEHTOM IO
MIPUYMHE TSHKECTU COCTOSTHUS, OOYCIIOBJICHHOTO OMYXOJblO, WJIM MO TMPUYMHE PHUCKA OCIOKHEHUH,
CBSI3aHHBIX C ITPOIPaMMO JICUSHHUS WM COMYTCTBYIOIIUMU 3a00JI€BAHUSMHU.

2. OGcnenoBaHue MalMeHTa, BKIKOYaroliee OUONICHIO U MHBAa3MBHBIE BMEIIATENIbCTBA, B CIyYasX,
KOT'/Ia OHO HE MOXET OBITh IPOBEIEHO aMOyIaTOPHO.

NMoka3aHuA K BbINMUCKE NauMeHTa u3 MeauuMHCKOMN opraHunsauunn:

1. 3aBepI_HCHI/IC KypcCa JICHCHUA HWJIM OAHOI'0 M3 3TAIIOB OKAa3aHHUA CHeI_II/IaJ'II/I3I/IpOBaHHOI71, B TOM
YHUCJIC BLICOKOTCXHOHOFHHHOﬁ, Me,I[I/ILIHHCKOfI NIOMOIIH, B YCIOBHAX KPYIJIOCYTOYHOI'O HJIM AJHCEBHOT'O
cTallMoOHapa 1pHu yCJIOBUU OTCYTCTBUA OCJI0KHEHUM JICUCHUA, Tpe6YIOH_II/IX MeIUKaMEHTO3HOU KOPPCKIUH
H/Uau MCIUIHNHCKUX BMCIIATCIILCTB B CTALITMOHAPHBIX YCIIOBUAX.

2. OTka3 manueHTa WM €ro 3aKOHHOTO npeacTaBuTCiIdA OT CHCHH&HH3HPOB&HHOﬁ, B TOM 4YHCJIIC
BLICOKOTCXHOJIOFH‘IHOIZ, MGHHHHHCKOﬁ nmoMomu B YCIOBUAX KPYINIOCYTOYHOTO WM OHEBHOI'O
cTalkoHapa, yCTaHOBHeHHOﬁ KOHCHJIINYMOM MEIUITUHCKON OpraHu3aluu, OKa3bIBaIOIIEH
OHKOJIOTHUYECKYIO ITIOMOMIb, HPH YCIOBHUU OTCYTCTBHA OCJIOKHCHUM OCHOBHOTO 3a00JIeBaHUS W/WIIH
JICUCHHUA, Tpe6yIOH_II/IX MEIUKaMEeHTO3HOM KOppEeKIUU W/WITH MCIUIMHCKNX BMCHIATCIILCTB B
CTallUOHApPHBIX YCIIOBUAX.

3. HeO6XO,[[I/IMOCTB IepesoJia IMnanueHTa B JpYryro MCEAWINUHCKYHO  OpraHUu3anuro  II0
COOTBCTCTBYIOIICMY HpO(l)I/IJ'II-O OKa3aH!sI MEOUIIMHCKOM ITOMOIIIH.

4. Pemenue Bpaqe6H0171 KOMHUCCHUH 00 OTCYTCTBUU MOKa3aHUM K Hpe6BIBaHI/IIO nmanyucHTa B
crapuoHape B CBiA3U C 6CCHCpCHCKTI/IBHOCTLIO JCUYCHUA H HCO6XO,Z[I/IMOCTBIO OKa3aHHs TOJIBKO
MaJIMaTUBHOM IMOMOIIIH.
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3akio4eHne 0  1eJecooOpa3sHOCTH TepeBoja MaleHTa B HPOQHIBHYI0 METUIMHCKYIO
OpPraHM3alMI0  COCTaBIIETCA IIOCJIE IPEIBAPUTENbHOM  KOHCYIbTAallUM IO  IPEJOCTaBICHHBIM
MCIUIUHCKUM JOKYMCHTaM /U OpeaABapUTCIIBHOIO OCMOTpa IMalMCHTa BpadaMU-CIICHUAIMCTAMU
MEIULUHCKOW OpraHu3aIiy, B KOTOPYIO IUTAHUPYETCS MEPEBO/I.

6. lononHutenbHasn VIH(bOpMaU,MSl, BIIUAIOLAA HA TeYeHne N ncxopn saboneBaHus

[Ipumeuanue.
Hymepanus nozapa3aenoB gaHa B COOTBETCTBUU € 0(UIIUAIBHBIM TEKCTOM JOKYMEHTA.

7.1. CtagupoBaHue numMcgombl U3 Manbix numMmcpounToB

CramupoBanue JIMJI ocymiecTBisieTcs 1O pe3yiabTaraM OOCIEIOBaHUS B COOTBETCTBUU C
KpuTepusMu kinaccudukaimu Ann Arbor (tabm. I'1.1) [13].

Tabnuua 7.1. CtagupoBaHue numdom no Ann Arbor, moandumkaumsa Cotswold

Cragus I |- IlopaxkeHue oiHOM nTMaTHUECKON 30HBI WIN CTPYKTYphl <1>

Cragus 11 |- Ilopaxxenue 2 unu OoJiee TMM(PAaTUYECKUX 30H MO OJIHY CTOPOHY Ara(parmsi;

- JIOKaJIM30BaHHOE B Mpejenax | cermeHTa nmopaxeHue 1 sKcTpanuM@paTHyecKoro opraHa
WJIA TKaHU ¥ €T0 PETHOHAPHBIX JIMM(ATHUECKUX Y3JIOB C TIOPAKEHUEM W 0€3 MOpaKeHHUs
IpYyrux TuM@aTrudeckux 00IacTei 1Mo Ty e CTOPOHY auadparmbl

Cramus III |- [Nopaxkenne nuMdpaTuuecKkux y310B WIH CTPYKTYP 10 00€ CTOpOHBI 1uadparmsi;

- JIOKAJTM30BaHHOE B mpenenax | cerMeHTa mopaxkeHue | sKcTpannMpaTHUecKoro opraHa
WIH TKaHA W €ro pPErHOHApHBIX JIMM(MATHYECKHX VY3JIOB C MOPAKECHUEM APYIHX
nuM@aTrHdecKux o0acTei mo 06e CTOpoHbI AuadparMpl

Cramusa IV |- JluccemuHupoBaHHOe  (MHOTOOKYCHOE) mMOpaxkeHHe 1  WIM  HECKOJbKHX
AKCTpaTUM(paTHYECKUX OPraHOB C MOpaXEHHEM WIM 0e3 MopaxeHHs JTUMQpaTHUeCKux
y3JI0B;

- M30JIMPOBAHHOE MOPAKECHHUE IKCTPATUM(DATHUECKOTO OpraHa ¢ MOPakKeHUEM OTIAJICHHBIX
(HE pernoHapHbBIX) TUM(ATHIECKUX Y3JI0B;
- MOpaKCHUE TICYCHH U/WJIM KOCTHOTO MO3Ta

Jl1s Bcex cramauil

A - OtcyrcTBHE NTpU3HAKOB B-cTaguu

B Opun unu OoJiee U3 CIEIYIOIIUX CUMIITOMOB:

- TemriepaTypa Tena Boitie 38 °C He MeHee 3 qHeil noapsan 6e3 MpU3HaKOB BOCHAJICHUS;
- HOYHbIE PO y3HBIE TOTHI;

- noxynanue Ha 10% maccel Tena 3a nocienHue 6 mec.

E Jlokanu3oBaHHOE KCTpaHOJalbHOE nopaxenue (mpu [-11 cragusx):

- JIOKaJIM30BaHHOE MopakeHue 1 3KcTpaauM@paTuyeckoro opraHa Wik TKaHU B Ipezaenax |
cerMeHTa 0e3 MopaxeHus JuM(paTHIECKUX Y3JI0B;

- ctagus I win I ¢ orpaHUYeHHBIM 3KCTPAaHOJaIbHBIM BOBICUCHUEM IIPUIIEKAIIETO OpraHa
WM TKaHU

<I> K nuMmdaTuueckum CTPyKTypaM OTHOCAT JIUMQATUUECKUE Y3IIbl, CEJIE3eHKY, BUIOUYKOBYIO
xKenesy, Koublo Banbaeiiepa, uepBeoOpa3Hblil OTPOCTOK, MEWEPOBBI OJISAIIKH.
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7.2. O6bwan BbXKMBaeMOCTb NauueHToB B rpynnax no MIMA

Ta6bnuua 7.2. O6wWwan BbXKMBaeMOCTb NauveHToB B rpynnax no MIMA

I'pynma pucka Bbann UYwucno nammeHTos, adc. (%) 5-nerusist OB, %
Huskas 0-1 340 (29) 93,2
[TpomexxyTouHas 2-3 464 (39) 79,4
Bricokas 4-6 326 (27) 63,6
OueHb BbICOKAs 7-10 62 (5) 23,3

7.3. OueHka oTBeTa Ha neyenHue npu XJ

OreHka OTBETa Ha JICYCHUE TPOBOJIUTCS B COOTBETCTBHM C OOHOBJICHHBIMH KPHUTEPHUSMHU,
npeaioxkeHHbIMI MexayHapoaHoi padoueit rpynmoi mo XJIJT (IWCLL) B 2018 r. (tadn. I'4.1) [12].

Tabnuua 7.3. OueHka oTBeTa Ha fNe4vyeHWe NpU XPOHUYECKOM NUMQOUUTAPHOM

nenkose

Tlokazarensb

[Tonnas pemuccus

YactuuHast peMHuCCHs ‘

IIporpeccus

A. [TapameTpsl, XapaKTepHU3YIOIIHE MACCy OMYXOJIU

CM

KOTOPYIO YBEIHUEHA
UCXOHO

JInmpanenonarust OTCYTCTBHE y3110B > 1.5 | Vyvensmenne = 50% |Ypemnuenue =
M 50%

l'enatomeramms Her Vmenbmenne = 50% |Ypenuuenue =
50%

CrteHOMeranus KpaHHO-KayJanbHeli | Vyensmenue = 50% | Yeeqnuenue =
pasmep cene3eHkr < 13 | ot BenruuHEL, HA 50%

JIumbouuTsl KpoBU

<4 x10%n

VMmenblrenne = 50%
OT HCXOJHOTO YPOBHS

VBenuuenne =
50% OoT BCXOTHOTO
YpOBHS

KocTHbIit MO3T HopmoxkneTounslid, < VYMeHbleHue -

30% numdonuTOB, HET | MHOUIBTPALUU

HOJIYJSIPHOTO KOCTHOTO MO3ra Ha

MOPAKCHHS 50%
KonctutynuoHnanbHbie Her JlroObie JlroObie
CUMIITOMBI

A. TTapameTpsl, XapakTepu3yrouue GyHKIHUI0 KOCTHOTO MO3ra

TpaHchy3uit u
SPUTPOTIOITHHOB)

nossimenne = 50%
OT UCXOIHOTO

Tpom6GonuTs! > 100 x 10%n > 100 x 10%n umm CHmwxkenue = 50%
noseierne = 50% | OT HCXOMHOTO TIO
OT UCXOJHOTO npuunne XJUJI

I'emornobun > 110 r/n (6e3 > 110 r/n wmm CHmwxkernne = 20

/71 OT UCXOTHOTO
o npuunHe XJIJI
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Heiirpodus > 1,5 x10%n > 1,5 X 10%1 um -
noBbiienue > 50% ot
HCXOJIHOTO

Crabunmsanus 3a00J1€BaHUS YCTAaHABIMBACTCS B CUTYAIUsX, HE YIOBIETBOPSIOMINUX KPUTEPHSIM HH
YaCTUYHOU PEMHUCCHH, HU IIPOTPECCUH.

KpI/ITepVIVI OLIeHKMN KayecTBa MeAULMHCKOMN NOMOLLU

N Kpurepun kauectna Onenka
BBITIOJTHEHHSI

1 |Ilaumenty c¢ nmomo3penueM Ha XJUI/JIMJI wnu BeisBnennsiM XJUI/JIMIIL npu | [la/Her
MEPBUYHOM WJIM IOBTOPHOM INpUEME, IIPU OIIEHKE PEMHUCCHUHU Yepe3 2 Mec. Iocie
3aBepUICHUS Tepanuy, Py KOHTPOJIbHBIX 00CIEI0BaHUAX U IIPU M0I03PEHUH Ha
penuarB 3a00JIeBaHUsl BBINIOJIHEH Pa3BEPHYTHIM KIMHUYECKUN aHAU3 KPOBU C
OTpeeIeHUEM  YpPOBHA  TE€MOIVIOOMHA,  SPUTPOLMTOB,  TPOMOOIUTOB,
JNEHKOIUTOB,  MOJCYETOM  JIEHKOIMTapHOW  (GopMylbl M KOJIMYECTBA
PETUKYJIOLUTOB

2 | Tammenty ¢ mogospenneM Ha XJIJT ¢ konmuectBoM B-neiikonuros = 5000 8 1|Hda/Her
MKIJI BBIIIOJIHEHO I/IMMyHO(beHOTI/IHI/IquKOG HNCCIICOJOBAHUC .]-H/IM(bOHI/ITOB KpOoBHU
METOJIOM TIPOTOYHOM HUTODIYOPHUMETPHU

3 |Ilanmenty ¢ mogo3penuem Ha JIMJI 6e3 knmuHuueckoro ymMdonuTos3a B kpou | la/Her
00 TAaIMEeHTy C TOJO03pEHHEeM Ha TpaHCHOpPMaIUIO BHITIOJIHEHA OHOIICHS
nuMdaTraecKkoro y3ia (ovara mopaxeHus )

4 |V nmepBuunoro mammenTa ¢ XJUJI/JIMJI ¢ momo3pennem Ha Tpanchopmaruio | [la/Her
MOJIydeH  THCTOJIOTHYECKHH  Mpemapar KOCTHOTO  Mo3ra  (BBINIOJHEHA
TpernaHoONOIICHsT KOCTHOTO MO3Ta)

5 |IlepBuuHomy marueHTy npu yctaHoBke nuarHoza XJIJI/JIMJI nu6o namuenty c | la/Her
BepudumupoBanapiM  XJIJI/JJIMJI mepen HavanoMm Tepamuu, IpU  OICHKE
pEMUCCHH 4Yepe3 2 Mec. MOCIe 3aBEepIICHUs Tepalnuu, a TaKkKe MPH M0JA03PECHUH
Ha peuuuB 3a0oneBanus BoinoiaHeHa KT rpyaHoi KieTKH, OpraHoB OpIOLIHOM
MOJIOCTH U MaJIoro Tasa (¢ KOHTPACTUPOBAHUEM) WIIM PEHTTeHOrpadusi opraHoB
IPyAHOUN KJIETKU B 2 mpoekuusax u Y3U numdarnueckux y3n0B U BHYTPEHHHUX
OpraHoB

6 |V manmenta c¢ XJUI/JJIMJL, monywatomero Tepanuio orpanuyeHHoi | [la/Her
JUIMTEJIbHOCTHU, BBINIOJIHEHA OlleHKa Tepanuu no kpurepusm IWCLL 2018 ne
MEHee YeM yepe3 2 Mec. [0CJie OKOHYaHUs Tepanun

7|V namyueHTa ¢ XJJI/JIMJI, MOJIY4arOIIEro HEIIPEPBIBHYIO niu | Jla/Her
MOAJIEP/KUBAIOILYIO TEPANNIO, BBINOJHEHA OLEHKAa TEpaluu IO KPUTEPUAM
IWCLL 2018 He meHee yeM uepe3 2 Mec. HOCIE AOCTHKEHHSI MAaKCHMAJIbHOTO
OTBETa
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npodeccop kadenaper onkonormum GI'AOY BO Ilepeiii MIMY umenn M.M. CedyenoBa Mun3mpasa
Poccun, unen npasnenus HanroHansHOTO reMaTOIOTUYECKOTo 00IIeCTBa.

10. IMognyonass Upuna BmamumuposHa, akagemuk PAH, 3acoyxeHHBINH nestens oOpa3oBanus PO,
I.M.H., Tipodeccop, 3aB. kKadeapoil OHKOJOTHH W IMaUIMATUBHON MEIUIIUHBI, IPOPEKTOP MO JICUCOHOU
pabote u MmexxayHapoaaoMy cotpyaaudectsy [ BOY JITIO PMAHITIO Munsnpasa Poccun, pencenarens
Poccuiickoro o61iecTBa OHKOreMaToJI0rOB.

11. CamoiinoBa Onbra CepreeBHa, K.M.H., Bpad-Te€MaToOJIOT, 3aBEAYyIOIIas T€MaTOJIOTHUYECKHUM
otaenenueM Hipkeropoackoit oOmactHol kimHMYecko OosbHMIBI WM. H.A. Cemainko, TiaBHBIN
BHEWTAaTHbIM Tremaronor IlpuBomkckoro ¢enepanbHoro okxpyra, wieH Poccuiickoro oOmectBa
OHKOT€MAaTOJIOTOB, WieH HalnoHaasHOTO TeMaToI0THYECKOro 00IIecTBa.

12. Crapnuk Enena AnekcaHapoBHa, K.M.H., JTOLEHT Kadeapbl axynabTeTckoil Tepanuun ®I'BOY
BO "IICII6I'MY wum. W.II. IlaBnoBa" MunsgpaBa Poccum, crapmumii Hayusblii cotpyaHuk OI'BY
"HMMUI] um. B.A. Anmazosa" Munznpaa Poccuu, wien Poccuiickoro o0miecTBa OHKOT€MAaTOIOTOB.

13. ®ananeeBa Hatanps AnekcaHapOoBHA — [.M.H., 3aB. OTJAEJICHUEM MPOTHBOOIYXOJIEBOIO
nexapctBeHHoro jedeHus MPHI[ um. A.®. [pi6a — punuan OI'BY "HMUL] paguonorun" Munzapasa
Poccnn, unmen Accoumanuu onkonoroB Poccum m  Poccuiickoit Acconmanuu - TepaneBTHUYECKHAX
paaramOHHBIX OHKOJIOTOB.

14. baitkoB Bamum BanentuHOBMY — 1.M.H., Tipodeccop Kadeapsl MaToJOTHUYECKOW aHaTOMUH,
3aBeAyromuil  aboparopueit  matomopdonornu  HUM  nmerckoil  OHKOJOTHMH, TEMaTOJOTHUHA H
TpanciianTosorun  uM. P.M. TopbGaueBoii IlepBoro Cankr-IleTepOyprckoro rocyaapcTBEHHOTO
MeIMIMHCKOTO yHuBepcutera um. akan. W.II. IlaBmoBa MunsnpaBa Poccum, uineH mnpe3ummyma
Poccuiickoro o0recTBa maToJI0T0aHATOMOB, WieH IpaBieHus Poccuiickoro o0IecTBa OHKOT€MAaTOJI0OTOB.

15. KoBpuruna Amnma MuxaitnoBaa — 1.0.H., mpodeccop Kadeapbl NaTOJOTHYECKOW aHATOMUH,
IUTOJIOTHU ¥ MOJISKYJISIpHOW Tmatosioruu  MHctuTyra mnoBbimeHus kBamupukanuu OMBA PO,
3aBenyroias narosioroanaromuueckum otaenenueM "HMMUILL rematonorun" Munsapasa Poccuu, dieH
npesuanyma Poccuiickoro oOliecTBa MaTrojoroaHaTOMOB, 4ieH MpaBieHus Poccuiickoro ooOiiecTBa
OHKOT€MaTOJIOTOB.

16. HeBonbckux Asekceid AJEeKCeeBUY — JI.M.H., 3aMECTUTENb IUpeKTopa 1o jJedeobnor MPHII um.
A.®. [{p16a — pumman ®I'BY "HMUL paguonoruun" Munsnpasa Poccun.

17. VBanoB Cepreii AnatonseBud — npocdeccop PAH, a.m.H., nupexktop MPHI] um. A.®. 1{pi6a —
¢bumnan OI'BY "HMUL papunonoruu" Munsapasa Poccuu.

18. Xaiinosa YKanna BrnaauMupoBHa — KaHIUAAT MEAMIIMHCKUX HAYyK, 3aMECTUTENb JAUPEKTOpa 1o
OpraHu3aIMoHHO-MeToanueckoi padore MPHIL] um. A.®@. [{p16a — punman ®I'bY "HMUL] paguonorun"
Munzapasa Poccun.

19. I'eBopksin Turpan I'arukoBuu — 3amecturens aupekropa HUM KOP ®I'BY HMULL Oukonorun
nMm. H.H. brioxuna

Kondnukt uHTEpecoB OTCYyTCTBYET.

ITpunoxxenne A2

MeTogonorusa pa3paboTKu KNMHUYECKMX peKOMeHaauumn

HeJ’IeBaH AYOAUTOPUS JAaHHBIX KIMHAYCCKUX peKDMeHZ[aLIPIfIZ
- Bpauu-réMarToJIoTu;
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- Bpa4u-OHKOJIOTH;
- CTYACHTBI MCOAULIMHCKHUX BY30B.

Metonosorusi coopa 10Ka3aTeJbCTB
Mertoapl, WCIOJB30BaHHBIE IS COOpa/CeNeKIMM  JI0KAa3aTeNbCTB: TIOMCK IMyONMKamuid B

CIICHUAIM3UPOBAHHBIX IIEPUOINICCKUX NTCUATHBIX U3JaAHUAX C HMHaKT-q)aKTOPOM > 0,3

[Touck B 25IeKTPOHHBIX 0a3ax TaHHBIX.
JlokazaTesnbHOM 0a30i JUIsl peKOMEHJAlMN SIBIIAIOTCA MyOauKanuu, Bomeamue B KokpeiHOBCKYyIO

o6ubmmoteky, 6a3el nanabix PubMed 1 MEDLINE. I'myOuna noucka coctasisiia 30 sier.

MeToabl, HCIIO0/Ib30BAHHBIE JIVISI AHAJIN3A JI0KA3aTeJIbLCTB:
- 0030pBI OTTyOJTMKOBAHHBIX METAaHAIU30B;
- CUCTeMaTHU4eCcKrue 0030pbl C TaOIUIIaMU JJOKA3aTEIbCTB.

MeToabl, HCIOJIL30BAHHbIE JJISl KAYECTBAa U CHIIBI J0KA3aTedbCTB:
- KOHCEHCYC JKCIIEPTOB;
- OIICHKA 3HAYMMOCTH JIOKA3aTeJIbCTB B COOTBETCTBUH C PEUTHUHTOBOM CXEMOM JTOKa3aTeNIbCTB (TaoJI.

Al-A3).

B HACTOAIMUX KIMHUYCCKUX PEKOMCHAAIUAX IMPUBEACHBI YPOBHHU JOCTOBCPHOCTHU JOKA3aTCIbCTB U

YpOBHU yOEIUTEIBHOCTH PEKOMEHJAIMII B COOTBETCTBMM PEKOMEHJIAUUsMU IO pa3paboTke W
aKTyalu3alliy KIMHUYECKUX pekoMeHaanui (mpuka3z Munszapasa Poccun ot 28.02.2019 N 103#).

Ta6nuua A1. LLkana oueHKM ypoOBHeN AOCTOBEPHOCTUM AoKasatenbctB (YAO) ansa

MeTOo40B ANArHOCTUKUN (p,uarHocmqecxwx BMeLLIaTeHbCTB)

Y1 Pacmudposka

1

Cucrematnueckue 0030pbl HCCIEIOBAaHUM C KOHTpoJeM pedepeHCHbBIM METOJIOM WU
CUCTEeMAaTUYECKUN 0030p PaHIOMH3UPOBAHHBIX KIMHUYECKUX HCCIIECIOBAHHM C MpPUMEHEHUEM
MeTa-aHalu3a

OTI[CJ'IBHBIG HCCIICA0BaHUA C  KOHTPOJIEM pe(l)epeHCHBIM METOAOM HJIKM  OTACIBHBIC
PAaHAOMU3HUPOBAHHBIC KIMHUYCCKHUE UCCIICAOBAHUA U CUCTEMATHYCCKHC O630pI)I I/ICCJ'IC,I[OBaHI/Iﬁ
JIFO0OT0 I[PI3aI>iHa, 3a HCKIIIOYCHUEM PAaHAOMH3HPOBAHHBIX KIMHUYCCKHUX HCCHCHOB&HHﬁ, C
IIPUMCHCHUECM MCTAa-aHAJIM3a

HccnenoBanus 0e3 MMOCJICA0OBATCIIbHOI'O KOHTPOJIA pe(bepeHCHLIM MCTOJOM HJIM UCCIICOAOBAHUA C
pe(bepeHCHLIM MCTOAOM, HC ABJIOIUMCS HCE3daBHUCHMBIM OT HCCICAYEMOI'O MCETOHA, WA
HCPAHAOMU3SHUPOBAHHBIC CPABHUTCIIBHBIC HCCIICAOBAHMA, B TOM YHCJIC KOI'OPTHBIC UCCIICA0BAHUA

HeCpaBHI/ITeHLHLIe HCCIICAOBAaHUs, OIIMCAHNUC KIIMHUYCCKOTO ClIydasd

Hmeercs muibs 000CHOBaHUE MEXaHU3Ma HeﬁCTBHﬂ HJIM MHCHHUC DKCIICPTOB

Tabnuua A2. Llkana oueHKM ypOBHeW OOCTOBEpPHOCTUM AokasaTtenbcTtB (YOMO) ans

MeTOAOB NpPOUIaKTUKNA, NevYeHuss u peabunutauum (NpodunakTuyeckux, nevebHbIXx,
peabunuTauMoHHbIX BMeLLIaTeNbCTB)

Y PacmndpoBka

1

Cucremaruueckuit 0630p PKU ¢ npuMeHeHrnemM MeTaaHammsa

2

Otnenvapie PKM w cucrematudeckwe 0030pbl HCCIENOBAaHWM IOOOTO Ju3aiiHa, 3a
uckmouennem PKU, ¢ npuMenennem mMera-aHaiusa
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3 HepaHI[OMI/I?;I/IpOBaHHbIe CPAaBHUTCIILHLIC HUCCICA0BAaHUsI, B TOM YUCJIC KOI'OPTHEIC
HUCCICIOBaHUA
4 HeCpaBHI/ITeJIBHBIe HUCCIICAO0BAaHUA, OIMUCAHUC KIIMHUYCCKOIO Ciliydad WM CCpUH CIIydacs,

uccaeaoBaHus "'ciydai-KOHTPOJIb"

5 Nmeercss numb 000CHOBaHME MeEXaHHW3Ma JIEHCTBHUS BMEIIATENbCTBA  (JIOKIMHUYECKUE
WCCTIE0BAHUs) WJIM MHEHHE SKCIIEPTOB

Ta6nuua A3. LLkana oueHKu ypoBHen ybeautenbHocTU pekomeHaauuun (YYP) ansa
MeToAOB NPOo¢UNaKTUKA, ANArHOCTUKU, NIeYeHUA U peabunutaumm (npodunakTuyeckmx,
ANArHOCTUYECKUX, NIeYeOHbIX, peabunuTauMoHHbIX BMeLLIaTeNbCTB)

YVyPpP Pacmmgposka

A CunpHas pexoMmeHaauus (Bce paccMarpuBaeMmble KpUTEpUH A(P(GEKTUBHOCTH  (HMCXObI)
SBJIIIOTCSI B@QXHBIMH, BCE HCCJIEIOBAaHUS HUMEIOT BBICOKOE WM YJIOBJIETBOPUTEIBHOE
METO/IOJIOTUYECKOE KayecTBO, HX BBIBOJABl IO HMHTEPECYIOUIUM HCXOJaM  SIBISIOTCS
COTJIAaCOBAHHBIMH)

B VYcnoBHas pexkoMmeHJanus (HE Bce paccMarpuBaeMble KpUTEpUH S(PPEKTUBHOCTU (MCXOJbI)
SBIIIOTCA B@)XHBIMH, HE BCE HCCIIEOBAaHMS HMMEIOT BBICOKOE WJIM YJOBJIETBOPHUTEIHHOE
METO/I0JIOTMYECKOE KAaueCTBO W/WJIM HUX BBIBOJABI MO HHTEPECYIOUIMM HCXOJaM He SBISIOTCA
COTJIAaCOBAHHBIMH)

C Cnabass pekomeHpamus (OTCYTCTBHE  JIOKAa3aTelIbCTB  HaJJIeKamero kadectBa  (Bce
paccMarpuBaeMble KpUTepud d(PPEKTUBHOCTH (MCXOMABI) SBISIOTCS HEBAKHBIMU, BCE
WCCIIEIOBaHUSI IMEIOT HU3KOE METOJ0JIOTHIECKOE KA4eCTBO M MX BBIBOJBI TI0 WHTEPECYIOIIUM
MCXO0JIaM He SIBIISTFOTCS COTIIACOBAHHBIMH)

MeT010/10THSl BAJTUAM3ALMH PEKOMEH AL
MeTo b1 BaMAU3alliH:

- BHEIIHSS SKCIIEPTHAs OIEHKA,

- BHYTPEHHSISI SKCIIEPTHAS OIICHKA.

Onucanue MeTOAUKH BAJTHIN3ALMU PEeKOMEH AU

Hacrosimue pekoMeHaluu B NpeABapUTEIbHON BepcHM OBLIM pPElEH3UPOBAHBI HE3aBUCUMBIMU
SKCIEPTaMU, KOTOPBIX MOMPOCHIH MPOKOMMEHTHPOBATh, HACKOJIBKO KaYECTBEHHO HMHTEPIPETUPOBAHBI
JI0Ka3aTeNbCTBA U pa3paboTaHbl pekoMeHaauu. Takke Obla IpoBeeHa SKCIIePTHAs OLEHKA U3JI0KEHUs
pEKOMEHAALNN U UX JOCTYIHOCTH ISl TOHUMAaHHUSL.

PexoMenaru oOCyXAEHbI U OJOOPEHBI BEIYLIUMHU CIIEHUANTUCTaMU NMPOPUIBHBIX (eaepalbHbIX
ueHtpoB P® u mpakrtuueckumu Bpadamu. [IpoeKT KIMHMYECKUX PEKOMEHJAIui ObLI pacCMOTPEH Ha
coBemanusax padoueit rpynnel B 2017-2018 rr., Ha Qopyme KCHEpTOB MO BOIMPOCAM IJHATHOCTUKHU H
JICYCHUs 3JI0Ka4eCTBEHHBIX JuMdomnpomudepaTuBHbix 3aboneBanuii  "Jlumdopym", exerognoi
poccHiickol KOH(EpPEeHIIMU ¢ MEXKIyHAPOJIHBIM y4dacTHeM "3J0KaueCTBEHHbIE JUMQOMBI", a TaKkkKe B
pamkax IV Konrpecca rematonoros Poccun.

Mopsaaok 0OHOBNEHUS KIMHUYECKUX peKoMeHZauumn

AxTyanuzanus IpoBOJUTCS HE pexke ueM 1 pa3 B 3 rojia wiu npu NOSBICHUU HOBOW MH(OpMAIIIH O
JMArHOCTHKE W TAaKTUKE BEACHUS MaIMeHToB, cTpafgaromux XJIJI/JIMJIL, Ho He yamie 1 pa3a B 6 MecsIieB.
Pemenne 00 oOHOBNEeHUHM mnpuHUMaeT MuH3apaB Poccuu Ha OCHOBE TMPENIOKEHHH MEIUIIMHCKUX
npodeccHOHANBHBIX HEKOMMepueckux opranm3anuii. ChopMUpOBaHHBIE TPEIOKEHUS  JOJDKHBI
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YUUTBIBaTh PE3yJbTaThl KOMIUIEKCHON OLIEHKM JIEKApCTBEHHBIX MPENapaTroB, MEAWLMHCKUX WU3AEIUi, a
TaKKe Pe3yNbTaThl KIMHUYECKON ampoOaIiim.

[Tpunoxenue A3

CBsizaHHble AOKYMEHTbI

Her

[Tpunoxenne A3.1

3HavyeHue mapkepoB Bupyca renatuta B npu XJ1J1
Knerkn XJIJI moryTt ObITh JONONHUTEIBHBIM pe3epByapoM sl Bupyca remnartuta B. JlatentHas
uHpexus, BeizBaHHas HBYV, BeisBmsercs y mammentoB ¢ XJIJI game. 3nHauenwe mapkepoB HBV-

MH(DEKINN U IpeanoaraeMble 1eHCTBUS IpeACTaBIeHbl B Ta0I. 3.1.

Ta6nuua A3.1. 3HayeHUe mapKepoB BMpYCHOro renatuta B

Pacmmdposka HBs- | Autu- | Aatu- | IHK [HerictBus
Ag HBc | HBs | HBV

He xontaktupoan ¢ HBV |- - - - [IpoBecTn BakIUHALIMIO.
IIpoTtuBonokaszanuii k antu-CD20 HeT

Bakuunanus npoBeneHa - - + - IIpoTtuBonokaszanuii k antu-CD20 HeT

PexonBanecuent - + + - IIpoTtuBonokaszanuii k antu-CD20 HeT

BosmorxHoe JIJATEHTHOE | - + - +/- Kontposs IHK HBV xaxneie 2 mec.

HocuTenbcTBO HBV BOo Bpems Tepanuu  aHTU-CD20,
Ha3Ha4YCHHE IPOTUBOBUPYCHOM
Tepanuu Tnpu nosiBaeHudn HBsAg wnu
JJHK HBV

HeaktuBHOoe HOCHUTENBLCTBO |+ + - + Haznauenue MPOTUBOBUPYCHBIX

HBsAg IpenapaTtoB BO BpeMs TEpalvu aHTH-
CD20+ + rog mociae OKOHYaHHUSI

XpoHuyeckuii renatut B + * * + Ortkazateca ot aHtu-CD20  wmm

NPOTHBOBUPYCHAS TEPAIHsI IO TCPAITHH,
BeCh IepHoj JedeHus + 1 ron mocie
OKOHYaHuA <*>

<*> [Ipu HeoOxoqMMOCTH Ha3HadeHus1 aHTU-CD20 noka3aH MOCTOSHHBIN pueM sHTekaBupa™* 0,5
MI/cyT. DHTeKaBUp** Ha3HA4alOT HAa BECh MEPUOJ| JICUEHUS/TOJIEpKUBAIOIIEN Tepanuu U He MeHee |
roja IIOCJIE 3aBEPIICHUS WMMMYHOCYIIPECCUBHOM TEpalMd INpU HEOJHOKPATHBIX OTPHULATEIbHBIX
pesynbrarax TectupoBanus Ha JIHK Bupyca remaruta B B kpoBu. OntuMmanbHas MpoaoKUTENTbHOCTh
TepanuK YHTEKaBUPOM™** 1ociie 3aBepIleHus Tepanuu puTykcumabom™** He omnpenenena. Eciau nmanuenty
¢ XJUJI cnemuduueckast Tepanus He MOKa3aHa, B MPO(PUIAKTUYECKOM HA3HAYEHUU HHTEKaBUpa™™ HeT
HeoOxoauMocTu. JlaMUBYIMH He JOJKEH MPUMEHAThCs y narueHToB ¢ XJIJI, mockoibKy peub Bcerja

Ctpanuua 34 u3 43


http://disuria.ru/

KnuHunyeckne pekomeHgaumm — XpoHu4eckuii numdoLuTapHbIi nenkos/numdoma n3 manbix numdountos — 2020-2021-2022 (31.01.2023) —
YT1BepxaeHbl MuHuagpasom PO

UJICT O JUTMTEIILHOM IIPUEME MPOTHBOBUPYCHBIX MpenapaToB. K KoHIy 2-ro rojia npuema JIaMUBYIMHA K
sTOMYy mpenapary ycroiunBo Oosiee 40% mrammoB HBV, k konny 4-ro roga npuema — 70% mraMmoB
HBYV. Ilpu pa3BUTHHN yCTOMYUBOCTHU K SHTEKAaBUPY™** Mmoka3aH rnepexo] Ha TeHO(HOoBUP**.

[Tpunoxxenue A3.2
MNMoka3aHua K Havyany ne4veHusa XIJ/NIMN

Tepanus XJLJI/JIMJI nomkHa HAYMHATHCS TIPH HATMYMHA KAK MUHUMYM | U3 CIIEAYIOMINX MMOKa3aHUI
no kpurepusm IWCLL 2018 [12]:

1. Cranus C o J.L. Binet.

2. OauH nim 601€ee CUMIITOMOB HHTOKCHUKAIUH:

- notepst > 10% maccel Tena 3a 6 Mec. (eciy NaueHT He IPUHUMAJ MEphI Ul TOXYyIaHus);

- cabocth (06mee cocrosane mo ECOG 2 2, HeTpyI0CIOCOOHOCTB);

- cy6deOpuIbpHas TMX0paKa B TedeHne = 2 Hell. 0e3 IPU3HAKOB HHBEKIHIL;

- HOYHBIE TIOTHI, COXpaHsromIrecs 6omnee 1 Mec., 6e3 MPU3HAKOB UHPEKITHH.

3. Hapacraromas anemust u/uinu TpoMOOIIMTOINEHUS, 00yClIOBICHHAasT MHQUIbTpalyeld KOCTHOTO
Mo3ra.

4. AyroNMMYyHHAas1 aHEMUs W/WITH TPOMOOITUTOTICHHSI, PE3UCTEHTHAS K TP €THH30JI0HY.

5. bonbiue pa3mepsl cene3eHku (> 6 cM Hibke peOepHOl 1yru), IBHOE YBEIMYEHHE OpraHa.

6. MaccuBHas (= 10 cM B MaKCHMaJIbHOM JIMAMETpe) /WM HapacTaromas TuMQaIeHOTaTHs..
7. Bpems ynBoeHus uncia JMMQOIHUTOB MEeHee 6 Mec.
8. DKcTpaHoJaNbHOE TIOpAXKEHNE, CAMITOMHOE WJIH BIIHAOLIEE Ha (PYHKIUIO MOPAKEHHOTO OpraHa.

[Tpunoxenne A3.3
Pexunmbl nekapcteBeHHoro nevenua XJJl

MoHoTepanusa

MomnoTepanus xinopamOynmioM™* — kypcoBoit Gpopmat

- Xnopam6ymun** — 10 mr/m? BHYTpb B 1-7-if 1HHU.

Jleuenue Bo300OHOBIsIETCA HA 29-11 JE€Hb.

MounoTepanust x10paMOynuaomM** — nocTossHHBINA hopMar

- XnopamOyuun** — 0,07-0,20 Mr/kr BHYTpb €XKEIHEBHO B TeueHUE 2-4 Hel. ¢ MOCIeAYIOIIUM
o00POM JI03HI.

MounoTtepanus #6eHgaMmycTHHOM * *

- #benmamyctun** — 90 mr/m? B/B B 1-i, 2-if nHH.

Jleuenue Bo300HOBIsIETCS HA 29-11 1eHb.

MonoTtepanus uopyTHHHOOM ™ *

- U6pyrunno** — 420 mr/cyr (3 xamncynel) BHYTpb | pa3 B JIeHb 1O MPOTPECCUPOBAHUS WU
Pa3BUTUS HEMIEPEHOCUMON TOKCHYHOCTH.

MoHnoTepanusi BeHETOKIaKCOM

- Beneroknakc — 20 mr/cyt (uwen. 1), 50 mr/cyt (wen. 2), 100 mr/cyt (uen. 3), 200 mr/cyt (Hen. 4),
400 mr/cyt (Hend. 5 u nanee), 10 MPOTPECCUPOBAHUS WU PA3BUTHS HETIEPEHOCUMOM TOKCUYHOCTH.
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Monuxwm MuoTepanusa

FCR BHyTpHBeHHBIH

- Putykcuma6** — 1 muxor: 375 mr/m? B/B KaL, feHs 1, nocnemyomue nukibl: 500 Mr/m? B/B Ka.
i 1600 Mr /K, neHs 1.

- #Onynapabun** — 25 mr/m? B/B Ka., qau 1-3.

- #lluknodochamua** — 250 mr/m? B/B Karr., qau 1-3.

Jleuenue Bo300HOBIIsIETCS HA 29-11 /1eHb.

FCR nepopanbHbliii

- Putykcuma6** — 1 muxor: 375 mr/m? B/B KarL, feHs 1, mocnemyromue Tukibr: 500 Mr/m? B/B Ka.
niu 1600 mr /K, neHb 1.

- #Onynapabun** — 40 mr/m? BHYTpb, THE 1-3.

- #lluxnodochamun** — 250 mr/m? BHYTpS, 1HE 1-3.

Jleyenne Bo300HOBIgETCS Ha 29-11 IE€HD.

FCR-Lite

- Putykcuma6** — 1 mukm: 375 Mr/M? B/B KaIL., IeHb 1, nocneayronme nukis: 500 Mr/M? B/B Kalrl.
ninu 1600 mr /k, oau 1, 5.

- #dnynapabun** — 20 Mr/M? BHYTpS, AHA 1-3.

- #lluxnodochamua** — 150 mr/m? BHYTpS, 1HE 1-3.

Jleyenne Bo300HOBIIAETCS HA 29-11 IEHD.

RB

- Putykcumad** — 1 muki: 375 Mr/M? B/B KaL., IeHb 1, nocneayromue mukis: 500 MI/M? B/B Kall.
nin 1600 mr /K, aeHs 1.

- #bengamyctun** — 90 mr/M? B/B Kar., auu 1, 2.

Jleuenune Bo300HOBIsIETCA HA 29-11 E€HD.

Chl-R

- Putykcumao** — 1 muki: 375 Mr/m? B/B KaIL., IeHb 1, nocneayromnue ki 500 mr/m? B/B Karl.
w1600 mr /K, neHs 1.

- XnopamOymmn** — 10 mr/m? BHYTpS, qHE 1-7.

Jleuenue Bo300OHOBISIETCA HA 29-11 JE€HD.

Chl-G

- O6bunytyzymao** — 1000 mr B/B, nens 1 (100 mr B Teuenue 4 vacos), 2 (900 mr), 8, 15 (uukn 1),
neHb 1 (Kbl 2-6).

- XnopamOyrun** — 0,5 mr/kr BHyTpb, Anu 1, 15.

Jleuenue Bo300HOBIsIETCA HA 29-11 JE€Hb.

R-HDMP

- #Putykcuma6** — 375 mr/m? B/B Kam., guu 1, 8, 15, 22.
- Metunnpeaauzonon™** — 1 r/M? B/B Kart., nau 1-3.
Jleuenre Bo300HOBIIAETCS HA 29-1 ICHD.

IIpoBoasaT 3 kypca.

R-CD

- Putykcuma6** — 1 nuot: 375 mr/m? B/B KaL, feHs 1, mocnemyomue nukibl: 500 Mr/mM® B/B Karl.
i 1600 Mr /K, neus 1.

- Luxnopochamun** — 750 mr/m? B/B Kar., 1eHb 1.
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- Jlexcamerazon™** — 12 Mr B/B Uiy BHYTpb, AHU 1-7.

Jleuenue BO300OHOBIIAETCS HA 29-11 I€Hb.

No6pytuHnO** + putykcumab™*

- U6pytunu6** — 420 mr/cyt (3 xarcynsl) BHYTpb | pa3 B 1eHb, €KeTHEBHO.

- #Putykcumado™** — 50 Mr/m? B/B Kar., aeHb | nukna 2; 375 mr/m? B/B Karr., aeb 2 mukia 2; 500
mr/m? B/B Kam. win 1600 mr 1/k, fnenb | mukios 3-7.

Jleyenne Bo300HOBIsAETCS Ha 29-11 IeHb, BCETO 7 IIUKIOB.

No6pytuan6** + BR

- U6pyturn6** — 420 mr/cyt (3 xancyinsl) BHyTpb | pa3 B IeHb €KEJHEBHO B TEUEHUE BCETO Kypca
u janee (mocie 3aBepiieHus 1UKIOB BR) — 1o mporpeccupoBanusi wnm pa3BUTHS HENpHUEMIIEMOU
TOKCUYHOCTH.

- #bengamyctun** — 90 mr/m? B/B KarL., qau 2-3 mwmkna 1; mam 1, 2 mmkinos 2-6.

- Purykcumad** — 375 mr/m? B/B Kart., gerpb | mukma 1; 500 mr/m? B/B Kat. win 1600 mr /K, neub |
LUKJIOB 2-6.

Jleyenne Bo300HOBIsAETCS Ha 29-11 IeHB, BCETO 6 ITUKIOB.

Benerokmnakc + purykcumad®*

- Beneroxnakce — 20 mr/cyt (aexa. 1), 50 mr/cyt (wen. 2), 100 mr/cyt (aen. 3), 200 mr/cyt (uen. 4),
400 mr/cyt (Hen. 5 w manee), pueM B TeueHue 24 Mec. HaumHas ¢ 1-ro mHA 1-ro NMUKIA JIEUEHUS
pUTYyKCHUMaboM**,

- Purykcumab** — 375 MTI/M? B/B Karl. yepe3 | Hen. mociie JOCTHKEeHUs A03bl BeHeTokiakca 400
mr/cyt, nanee — 500 Mr/m? B/B Kar. win 1600 MT /K eXKeMeCsS9IHO, BCEro 6 BBEICHHIA.

Benetoxnakc + 06uHyTY3ymMao**

- Obunyty3ymao** — 100 mr, gens 1 nukma 1; 900 mr gens 2 nukia 1; 1000 mr genp 8 mukia 1;
1000 mr genp 15 mukma 1; 1000 mr nens 1 mukia 2; 1000 mr gens 1 mukinos 3-6.

- #Benerokinakc — 20 mr/cyt, qau 22-28 mukia 1; 50 mr/cyt qau 1-7 nukia 2; 100 mr/cyr qau 8-14
nuka 2; 200 mr/cyt aau 15-21 mukna 2; 400 mr/cyt qaum 22-28 mukia 2, nanee 400 mr/cyt B TeueHue 12
Mec.

[Ipunoxenue b

A.I1I'OpVITMbI BeAeHUsA nauneHTa

[Tpunoxenue b1

AnropuTtm BbiOOpa nepBon NMHUK Tepanuu nauueHTta ¢ XJIJ/JIMI

<*> MoHoOTepanus BEHETOKIAKCOM II0OKa3aHa IalMeHTaM, KOTOPHIM HE MOXET OBbITh Ha3HAueH
nopyTHHUO.
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Nogrsepsaereal guarsod XA AMA

ARl MO R EA R 0 el

Senswan 17p § wytagas TPLY

PO rpvTepsaw hwCLL 2018

Da
e 5 FCR Mnapastiygan + obenyTysmiab
Vel Tt Seseronnsnc® of- BR Banaamyctin == pumymciamat
Fa—— MBpyTiml +/- purpcua Wbyt «/- purywcial
Beweromnane +f- olwyTyryaad FCR-Lite

Anno-TICK npe TI'D.M
BOJARO MO T

HnopamByuan - piryncamab
MosmaTepansa ante-CDI) anmerenamm
HEpyTiash 0 Mans 00030
Besetainane® +f- obwymyiymash

[Tpunoxxenue b2

AnropuTtm Bbibopa Tepanuu peumnauBa XJUT/JIMI

Nogreepwaenssi peunane XNTNMI ¢ noxalamiaAmd & Hadsany Nevestn

MoHOTEDANKMA BEHETORNAKCOM
Bexetornanc +/- obunyTyaymab

- penewsn 17p / myTawsn TP53
- pAUMIME < 24 MecC. noche

BuiConMi prcx:

MMy HOXMMAOTED AN

- MBpyTemnd «/- BR
- BaneToxnaxc + putyrcumal

- NoaTop MXT 1 nesmn
- BeHgadycTiH + putyrcrmald
- FCR-Lite

h

HMOpyTUMIG =/- MXT
BexeTomnaxe = puTyrcumal

B chyvae JocTienan
PEMACCH DACCMOTDETD
B0IMONHOCTE NpOBeJeHNA
annoTrCK

YnyJyweHHasa BépcTka: [letckas yponorusi B Omcke http://disuria.ru
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AnropuTtm BbiOOpa nepBon NMHMK Tepanuu naumeHTa ¢ XJUJ1/NMI

®

MoaTBepaeHHbIA
nwarHos XM

Hanunyme nokasaHmit
K NeyeHnio
No KpUTepuam
IwCLL 2018

Her

BuikuaoatensHoe
HabnoneHve

[lleneuws 17p/myTauma TP53

Ja

Monofoi naumeHT
6e3 3Ha4MMOoR
komopBuagHocTH

Kanavnat Ha annoTICK

A

XnopamByuun+obHuTyaymat
BenpamycTuH+/- putykenmat

MBpyTUHUE+/- puTyKCMMat

FCR « 6FCFZ—LilE .

VIBpyTUHAG B8R nopamByumn+puTyKcumal
HGpyTMHIND Mowotepanusa antu- CD20
PyT BeHeToknakc NBpyTUHNG+/- aﬁrrmenamu
puTykCUMab NBpyTMHUG B Manbix 403ax

Her
[lOCTUTHYT OTBET

Anno-TrCK npu

BO3MOXHOCTH Tepannﬂ BTOPOU NAHKK
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AnropuTtm Bbibopa Tepanuu peungusa XJI/JIMN

MoareepwaeHHLIR
peunaue XNIVNMI ¢

NOKA3aHMAMM K Havany
NEYEHNS
o)
Y
Ha Her
(] Peunauns Ha nBpyTuHuGe 9
b4
[l BuIcokuil puck: Her
° aeneumua 17p/mytaumna TP53 °
ono . peumaue <24 mMec. nocne
Brg'ff'g fﬁ:, C';HH < MMMYHOX/MVOTEPaNHIA
< \ R ¥ J
Y Y

WBpyTHnb +/-BR
BeHeToknakc+puTykcumat

Y

B cny4ae ocTxeHns
PEMUCCHW DACCMOTPETh
BO3MOMHOCTb
npoeegeHus annoTICK

[Tpunoxenune B
UHdopmaumsa ana naumeHToB

Xponuueckuit numbouuTapHslii  seiiko3  (XJIJI) mpencraBiaser  co00i  OHKOJIOIMYECKOE
3a0oJeBaHMe, NOpaKarollee KIeTKH KPOoBU U KOCTHOro mosra. Ilpu xponmueckom XJIJI kocTHBIH MO3r
BbIpabaThIBAET MATOJOIMYECKH H3MEHEHHbIE, HE CIIOCOOHBIE BBIMOJHATH CBOU (DYHKIMH JTUMQOLUTHI.
OHM HakarMBarOTCS B KPOBU U PA3JIMYHBIX OpraHax M BBITECHSIOT HOPMAJIbHbIE KJIETKH KpoBHU. ClI0BO
"XpOHHYECKUI" B Ha3BaHUU YKa3bIBAa€T, UTO 3TO 3a00JIeBaHUE MTPOTEKAET JOOPOKauUECTBEHHO.

JInmpomoit u3 Manbix muMponuros (JIMJI) Ha3biBaeTrcs ocoboe mposiBieHue xponuueckoro XJIJI,
IpU KOTOPOM MAaTOJIOTWYECKHE JIUMQOIMUTH HAKAIIMBAIOTCA HE B KPOBM WM KOCTHOM MO3re, a B
TUM(PATUYECKUX Y3JIax.

Eme 10 net Hazan cuntanock, uro XJIJI/JIMJI 3a001€Bat0oT B OCHOBHOM ITOKHIbIE droau. OmHako
[0 Mepe YIy4YlIeHUs AMArHOCTHKH OKa3aloCh, YTO 3TO 3a00JI€BAHME MOKET BO3HUKATh U y MOJIOJBIX
mozeit (40-50 net), mpuyeM B 3TOM BO3pacTe OHO MPOTEKAET MeHee OIaronpusTHO.

Bpau wmoxer 3amono3puts XJUI/JJIMIJL, omupasce Ha Bamm xamoOsl M 0OHapyXuB
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COOTBETCTBYIOIIIE CHUMITOMBI IpH ocMoTpe. B 3TOM ciydae Oyner HEOOXOIUMO TPOWTH psif
oOciiefloBaHmil, BKIItOYasi aHaIM3 KpoBH U KOcTHOro Mo3ra. ITpm XJIJI camblii BaXKHBIM aHANIW3 — 3TO
aHaJIu3 KpOBHM, O€3 HEro IMarHo3 He CTaBUTCS. B aHanmu3e KpoBU BBIABISETCS YBEJIMYEHHE 4YMCIIA
muMmdoruToB.  JlnarHo3  o0sA3aTENbHO  MOATBEPXKAACTCS  CIICUUAIBHBIM  UCCIEAOBAaHHEM  —
UMMYHO(EHOTHITMPOBaHUEM JUMQPOUUTOB. MOTryT TOHAZOOWTHCA W Jpyrue YTOUYHSIOMIHME JHarHO3
uccnepoBanusa.  llpu  JIMJI  nmarHo3  ctaBuTCAs IO pe3yinbTaraM — TMCTOJOTHYECKOIO U
MMMYHOTUCTOXUMHUYECKOTO MCCIEOBAHUS TIOPAKEHHOTO JIMM(PATHYECKOTO y37Ia.

K coxanennto, Ha cerogusmanid neap XJIJI/JIMJI venzneunm. OHAKO y HEKOTOPBIX MAIMEHTOB
HEOOX0MMOCTh B JieueHHH He Bo3HMKaeT Hukorga — XJUI/JIMJI moxer ocraBaTbcs B CTAOMIBHOM
COCTOSIHUM B TEYEHME MHOIMX JIET U JaXe NECATWICTUH. BBUIO IPOBEIEHO MHOIO HCCIENOBAHHN, B
KOTOPBIX CpPaBHUBAJIOCh BBDKMJATEIbHOE HAOMIOAEHME M paHHEe Hadajo Tepanuu (cpa3y Mocie
yCTaHOBJIEHUS AuarHo3a). Oka3anock, 4To JIeYeHHE Ha paHHHUX ATalax HUKAKOTro MPEeUMYILEeCTBa HE JaeT,
HO BBI3BbIBaeT Tokcuueckue 3¢ ¢ektol. [loaromy Taktuka Benenus XJIJI/JIMJI BoicTpanBaercs ¢ yuyeTom
TE€YeHHsI 3TOI 00JIE3HU — JIEYEeHHE MPUMEHSIOT 110 Mepe HEOOXOAMMOCTH, MOCKOJIbKY OHO camo Io cebe
He0e30MacHO, U TAKTUKA BBLKHUIATEIBHOTO HAOIOEHHS OCTAETCsl CTAHIAPTOM JUIsl MHOTMX HAIl[UEHTOB.

Ecniu wumeroTcss ueTkMe NpHU3HAKUM MPOrpecCUpOBaHUs 3a00JIeBaHUS — YCTOMYMBBIA pPOCT
TuM(OINTO3a,  yBEIMYEHHE  JHUM(ATUYECKUX  Y3J0B,  CEJIE3€HKH, I[OSBICHHE aHEMUU W
TPOMOOIMTONIEHUH, Bpay MPEAJIOKUT ONPEAETICHHBIN KypC JIEUSHHUS.

Bri6upas neuenue, TOKTOp YUUTHIBAET:

- COCTOSIHME 00JIE3HU (KIMHUYECKYIO KapTUHY U MPOTHOCTUYECKUE (HaKTOPBhI);

- COCTOSTHUE TIallueHTa (BO3PacT, COMYyTCTBYIONIHE 3a00JIeBaHus);

- KaKoe JIeYeHUE MPOBOJWIOCH PaHbIII€ M KOTJja HACTYIUJI PELHJINB.

B pesynapraTe y OosBIIMHCTBA TAIMEHTOB 3a0ojieBaHue yaaeTcs 3(G(EeKTUBHO KOHTPOJIUPOBATH
COBPEMEHHBIMHU JICKAPCTBAMH.

[Tpunoxenue I’

[Tpunoxenue I'1
LLikana oueHku obLero cocroaHma nauueHta ECOG

Kinuandeckas oneHka oOmiero cocrosHus mamueHta ¢ XJUIZJIMJI mpoBoauTcs 1o Imikaie,
paspabotanHoii BoctouHoli oObenunenHo# oHkonmoruyeckoit rpymnmoi (Eastern Cooperative Oncology
Group) [65].

Opurunansaoe HasBanue: The ECOG Scale of Performance Status

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

Tun: mkana oLeHKH

Haznauenue: k1MHUYECKas OIIEHKA OOIIET0 COCTOSIHUS MallieHTa

ConepxaHue 1 UHTEpIIpeTaIUs:

Cratyc Onwucanue 00IIEro COCTOSHHS MAIlMeHTa
(6ambn)
0 [TarreHT MOJTHOCTBIO aKTUBEH, CIIOCOOEH BBITIOJIHATH BCE, KaK M JI0 3a00JICBaHUS
1 [MTarrieHT HECTTOCOOCH BBIMOJIHATH TSDKEIYHO, HO MOYKET BBITIOJIHATH JIETKYIO HIIH CHASTIYIO
paboTy (Hampumep, JIETKYIO JTOMAIIHIOW WA KaHIEIIPCKYIO paboTy)
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2 [TauueHt neuntcst amOynaTOPHO, CHOCOOEH K CaMOOOCIY)KMBAaHHIO, HO HE MOJXKET
BBIMONHATE paboTy. bonee 50% BpeMeHM NpPOBOJUT AKTUBHO — B BEPTUKAIBHOM
HOJIOXKEHUH.

3 [TanieHT crOCOOEH JMIIb K OTPaHUYEHHOMY CaMOOOCITYXKHBAaHHIO, IPOBOJUT B Kpecie
i nocrenu 6osee 50% BpemeHn 60APCTBOBAHUS

4 WHBanmu, COBEpPIICHHO HE CIOCOOEH K caMOOOCITYKMBAaHHIO, IIPUKOBAH K KPECIy HIIH
HOCTENN

5 CwMmepTh

LLkana oueHkun komopouaHoctu CIRS

[Tpunoxxenue [2

Knunnueckass omenka komopOouanoctu mnamueHTa ¢ XJUI/JIMJI MoxkeT TpoOBOAUTHCS 10

KymynsnnosHo# mkaze komopouaaoctu [66].
OpurunansHoe HazBanue: Cumulative Iliness Rating Scale

Ucrounmk: Linn, B. et al. Cumulative Iliness Rating Scale. Journal of the American Geriatrics

Society [66].
Twum: mkaga oleHKU
Haznauenwne: kmuHu4YecKas orieHKa KOMOPOUIHOCTH

CopepxaHue U HHTEPIIPETALINS:

bamner

bonesnu cepaua

Bosne3nn cocynoB (KpOBEHOCHBIX U TUM(DATUUECKHX )

bone3nn kpoBu (KOCTHOTO MO3Ta, CEIE3CHKH M mepudepuueckoi
KpPOBH)

Bone3nu opraHoB AbIXaTeNnbHON CUCTEMBI (Tpaxeu, OPOHXOB U JIETKHX)

Bonesnu opranoB 4uyBCTB (T71a3, HOCA, YW, IIOTKU U TOPTaHN)

Bone3nn opraHoB BepXHUX OT/AEIOB IHUIICBAPUTEIBHON CHCTEMBI
(MIeBoa, KEMyaKa, ABCHAIIATUIICPCTHON KUIIKH, TTODKEITYI0YHON
xenesbl (He Bkimrodas CJI) u KemuHOoro my3bIps)

bone3Hn oOpraHoB HIDKHUX OT/ACJIOB MHINEBAPUTEIILHOW CHCTEMBI
(TOHKOTO M TOJICTOTO KHIIICYHHKA)

bone3nn neyenu

bone3nn nouek

bonesnu OpraHoB MOYEIOJIOBOM CHCTEMBI (MO‘IGTO‘{HI/IKOB, MOYCBOI'O
IMy3bIpA, MOUYCHUCITYCKATCIBHOI'O KaHaJIa, HpeﬂCTaTeHBHOﬁ KCJIC3bI U
ITOJIOBBIX OpFaHOB)

bone3nu OpraHOB 0H0pHO-,Z[BHl"€lT6J'ILHOfI CHUCTCMBI (MBIIJ_II_I, CYCTaBOB,
KOCTCI‘/’I) H KOKHBIX ITOKPOBOB

bone3nu opraHoB HeHTpaJIbHON U nepudepuyeckoil HEpBHOM CUCTEMBI
(roJIOBHOTO MO3ra, CHMHHOTO MO3Ta U HEPBOB)

bonesnu OpraHOB BHHOKpHHHOﬁ CUCTCMbI 1 HAPYUICHUA MeTaboJIM3Ma
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(BKJIIOUAs caxapHbIUA TUa0eT)

[Icuxuyeckue HapylmeHUs

CymmMma 6anoB

OreHka OpraHoB ¥ CUCTEM:

0 OamoB: oTCyTCTBHE 3200JIEBAaHUI B 3TOM CHCTEME OPTraHOB HJIM HAJMYWE MATOJIOTHUH, KOTOpasi HEe
MEH1acT HOpM&J’IBHOfI KUBHCACATCIIbHOCTH, HC BJIMACT HA IMMPOrHO3 U HE TpeGyeT JICUCHMU.

1 Gasyur: nerkue OTKIOHEHHS OT HOPMBI WIIM TIEPEHECEHHBIE B IMPOIIIOM 3a00JICBaHHUS.

2 Gauta: 3a0o0JeBaHKe, IPH KOTOPOM HEOOXOIMMO Ha3HAuUCHHE MEANKAMEHTO3HOM Teparnu.

3 Ganna: 3a0oJyieBaHue, CTaBIIee MPUYMHON MHBAJIMIHOCTH.

4 Ganna: )KU3Heyrpoxaroliee 3adoyieBaHue, TpeOyrolee MPOBEICHUS HEOTIOKHOM Teparuu.

Hogpsle, n3nannsie B 2020-2024 rr. 1 odunmanbsHo yrBepkIEHHbIE MuH31paBoM PO,
KIIMHUYECKHe peKOMeHAalnU (pyKOBOJICTBA, MPOTOKOJIbI JIEYEHHS) — HA HAIllEM caiTe.
WNHTepHeT-ceplIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecau rae-to kem-1o ,Z[aHHBIﬁ JOKYMCHT ObLI paHec paciicuaTald, J1aHHOC H306pa>1<eHHe QR'KOI[EI
IIOMOXKCT BaM 6bICTpO nepeﬁTH 10 CCBIJIKE C 6YMaX(HOﬁ KOIMMU — B HEM HAXOJUTCS 3Ta CChLIKA.
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