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Cnucok coxkpaimeHui

AJIT — ananmHamMuHOTpaHChepa3a

ACT — acniapraramuHOoTpanchepasa

AUTB — akTHBHPOBAaHHOE YaCTHYHOE TPOMOOTIACTHHOBOE BpeMsI

BBII — BeDKHMBaeMOCTh 6€3 MPOrpecCUpPOBAHUS

AW — noBepuTenbHbIA UHTEPBAI

KT — xomnbrotrepHas Tomorpagus

JIMJI — numdpoma u3 Manbix TuM(OIIUTOB

MBKIJI — MOHOKJIOHATBHBIN B-KieTouHbIid TUMQOITUTO3

MHO — MextlyHapoHOe HOPMaIM30BaHHOE OTHOLICHUE

MOB — MuHMManbHas ocTaToyHas 00JIEe3Hb

MIIN — mexayHapoHbIN TPOTHOCTUYECKUI UHIEKC

OB — o0m1ast BEDKUBAEMOCTb

OP — oTHOLIEHHE PUCKOB

V3U — yabTpa3ByKOBOE UCCIIEAOBAHUE

XJIJI —xpoHnueckuit TUMQOIMTAPHBIN JICHKO3

Chl-G — pexxuM UMMYyHOXHMHOTEPAIIUK, BKIIOYAIOUIMNA OOMHYTY3yMa0** u XiopamOyrma**
(CXeMBI PEKUMOB JICUYCHUS CM. B TIpUiIoKeHuu A3.3)

Chl-R — pesxumM HIMMYHOXMMHOTEpATTHH, BKITIOYAROIHIA pUTYKCcUMa0** 1 XxmopamOymn** (cxeMsl
PEXUMOB JICUCHHSI CM. B puJtokeHnH A3.3)

CTC — o0mue KpuTepun TOKCHYHOCTH

FCR — pexuM HMMYHOXHMHOTEPANWH, BKIIOYAIONMIMH pHUTYKCHMa0**, d¢uymapabun** u
nukinodochaMua** (cxeMbl pEKUMOB JICUECHHUS CM. B MpHIIokeHuu A3.3)

FCR-Lite — pexxuM MMMYHOXHMHOTEPAITUH, BKIIOYAIONIMN pUTYKcUMaO**, duynapabun** u
ukiopochamMua™* ¢ peaykuued 103 UTOCTATUYECKUX MPEenapaToB (CXeMbl PEKUMOB JICUCHUS
CM. B npuiioxeHuu A3.3)

FISH — dnyopecrienTHas rubpuau3saaiys in situ

IGHV — BapunaGenbHbIe yYacTKH TSHKEIIBIX [ENei MMMYHOTIIOOYJIMHOB

IWCLL — MexnayHapoaHas pabodasi Tpymra Mo M3y4eHHIO XPOHHUYECKOro JTUMQOLUTAPHOTO
JerKo3a

RB — pexuM MMMyHOXMMHUOTEpANUH, BKIIOYAIOUIMA pUTYKCHMaO™* u OeHIaMyCTHH (CXEMbI
PEKUMOB JICUCHHUSI CM. B puiokeHnn A3.3)

R-CD — pexxuM MMMYyHOXMMHOTEpPANNH, BKIIOYAONNN puTykcumMad™*, nuxkinodochamun™* u
JneKcaMeTa3zoH™** (cxemMbl PeKMMOB JIEYEHHS CM. B IPHIIOKeHUH A3.3)

R-FCM — pexumM HMMyHOXMMHOTEpANMW, BKIIOYAOLIMK puTykcuma®**, dmymnapaOun**,

nukiodochaMu** 1 MUTOKCAHTPOH** (CXEMBI PEKUMOB JICUEHHS CM. B IPHIIOKEHUN A3.3)
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R-HDMP — pexxuM “IMMYHOXUMHUOTEPAITHH, BKIIOYAIOIMWNA PUTYKCUMa0™** u MeTu-

MPEIHU30I0H** (CXeMBI PEKUMOB JICUECHUS CM. B IPIWIIOKeHUH A3.3)



TepMHHBI U OnIpeIeSIeHUst

ECOG — onenka o0mero cocTosiHus MalyenTa mno mkaie, pa3padotanHoil Bocrounoii
oObemuHeHHOM  oHKojormuyeckor rpymmoi  (Eastern  Cooperative  Oncology  Group)
(cm. mpumoskenwue I'1).

B-cumnTtombl —  HecnmenM(pHUUECKHE  CHMIITOMBI  OINYyXOJIEBOW  MHTOKCHKAIUH,
BKJTIOYAIOIIUE JINXOPAIKY (TemmepaTypy Teina Boime 38°C) Gosee 2 Hea. moapsia 0e3 MprU3HAKOB
BOCTIJICHUS1, HOUHBIE TPOody3HbIe MOTHI, moxynanue Ha 10 % maccel Tena 3a nociennue 6 mMec.

Jumpoma mn3 maapix JuMdouuToB — 3T0 B-KieTouHas omyxoJb W3 Maibix B-
TUMGOLUTOB ¢ MMMYHO(DEHOTHUIIOM XPOHHUYECKOro JUM(OLUTAPHOTO JeiKo3a, XapaKkTepH-
3yIoiascs HaJu4ueM JTUM(paJICHOIATHH W/WIIN CIUICHOMETAIINH ¢ coJlepKaHueM B-nmmdonnTtos
B nepudepuueckoii kpopu <5 x 10%n 6e3 MOpdoMOrHUecKHX NPU3HAKOB MOPAKEHUS KOCTHOTO
MO3ra.

Cunapom Puxrtepa — nosiBieHre KpynmHOKJIETOUHOH TUM(OMBI Ha (JOHE XPOHHUYECKOTO
TMQOIUTapHOTO JIeHKO3a.

XomxkuHCKasi TpaHchopmanuss — mosiBieHue JuMdombl XOIKKMHA Ha (oHE
XPOHUYECKOTO JTUMQPOLUTAPHOTO JIEHKO3a.

Xpouunveckuii JuMGOUUTAPHBIN JIeHK03 — 3TO OMyX0Jdb M3 MajiblXx B-nmumdornuTos,
XapakTepusyoulascs nponudepanueil 1 HaKOIUIEHHEM a0eppaHTHBIX JUMQOUIHBIX KIETOK B
KOCTHOM MO3r€, KpOBH, JHUM(OUIHBIX TKAHAX; KPUTEPUEM IOCTAHOBKM JUArHo3a SBIISETCS
obHapyskeHHe abCcoMOTHOr0 B-KkeTounoro nuMdonuTosa B KpoH (>5 x 10%/1 MOHOKTOHATBHBIX
B-num¢ponuror). Xponudeckuit aMMQOIUTApHbIA JIeiiko3 U TUM@poMa U3 MajblX JUM(OLUTOB
MPEJICTaBISIIOT COOON pa3IMyuHbIEe MPOSBIECHUS OJJHOTO U TOTO K€ 3a00JIeBaHUsl.

Tpaunchopmanus — pazsutue auddy3Hoi B-kiaeTouHON KpYMHOKIETOYHOU JTUM(DOMBI
iy muM@ombl X0JDKKUHA Ha (POHE XPOHMUYECKOTO JTUM(OIMTAPHOro JIeiKo3a WK TUM(OMBI U3

MaJIbIX J'II/IM(i)OI_[I/ITOB.



1. KpaTtkas nunpopmanus no 3a601eBaHUI0 WIH COCTOSITHUIO

(rpynme 3a00/ieBAHMH WJIH COCTOSTHMH)

1.1. Onpenejenue 3a00JeBAHNSA WJIH COCTOSAHNSA (ITPYHNbI 3200J1eBAHMIT UJIM COCTOSTHUI)

Xponnueckuil nuMmdonutapuabiii seiiko3 (XJUJI) u mumdoma u3z Manpix JTUMOOIUTOB
(JIMJI) — ato B-knerounsie omyxonu u3 Mainbix B-mumdoruros. XJIJI u JIMJI Guonorudyecku
MPEJICTaBIISIIOT CO00M 0/IHY HO30J0THYECKYI0 (popmy. OTIIMYNe MEKIY HUMU COCTOUT B TOM, YTO
npu XJIJI B kpoBu Habmomaercs 3HAYUTENbHBIH JuM@oruro3 (>5000 MOHOKIOHAIBHBIX
B-nmumdonuros), Torma kak npu JIMJI BeisBIsSeTCS TOpakeHHe TUM(PATHYECKUX Y3JIOB,
Cele3eHKH, HO COJepKaHHME KIOHANBHEIX B-Kietok B kpoBu <5 x 10%m, orcyrcTByROT

MOp(bOJ'IOl" HMUYCCKUC IIPU3HAKU ITOPAKCHUA KOCTHOI'O MO3ra.

1.2. DTHOJIOTHS ¥ _TNATOreHe3 3200JIeBAHMS WJIM_COCTOSIHHUS (rpynnbl_3a00JieBaHUii WU

COCTOSIHMA)

Monexkynspubiii natoreHe3 XJ1JI — KOMIIJIEKCHBI MHOTOCTYIIEHYATHIN IIPOLECC, KOTOPBIi

HPUBOJUT K peruimkanuu kiona B-mumdonntos [1-3]. [Toutr Bo Beex ciaydasix XpOHHYECKOMY
TuMQOIIEHKO3y MPEANIECTBYEeT MOHOKIIOHAIBHBIN B-Kiterounsrii mum@ornnto3 (MBKII), koTopsrii
00Hapy’KUBAETCA BRICOKOTOYHBIMHI METOJIaMH HIMMYHO(GEHOTUIIHpoBaHus y 5—15 % nui crapie
40 ner, puck passutus MBKJI yBenuumBaercst ¢ Bospacrom [4]. MBKIJI wununmumpyercs
KOMILIEKCOM (PaKTOPOB, KOTOPBII BKIIOYAET MYyTAllMH psifia TEHOB, AaHTUTEHHYIO CTUMYJISIHIO,
CUTHAJIBl OT MUKPOOKPY>KEHHUS, IIMUT€HEeTHUYEeCKHEe MOAU(DUKAIINH U, HAKOHEIl, IUTOT€HETUYECKUE
HapyuieHus. B pe3ynbrare nosBisieTcs KIoH JUM@PouuToB ¢ peHorunom kietok XJIJI. YunurteiBas
MHOT'OKpaTHO npeoOnanaromyto yactory MBKIL, k pazsututo XJIJI npuBoIsAT AONOJHUTEIbHbIE
reHernueckue HapymeHus B 1 n3 100 comyuaes MBKJI. Knerku XJIJI cymecTBeHHO BAMSIOT Ha
MUKpPOOKPYKE€HHE, WHULUUPYS NOSBIEHHE O0CO00T0 MHKPOOKPYXKEHMSI W Jaxe CIeluaiu-
3UpOBaHHBIX KJeTok (nurse-like cells), koTopeie onpeaensoT UX KIOHATBHYIO SKCITAHCHIO U IAI0T
BO3MO>XHOCTb IIE€PEKHUBATH TE€HOTOKCHUUECKHUE CTpPECCHl. BpeMms um Xumuorepamnus NPUBOIAT K
KJIOHAJIbHOM SBOJIIOIIMM C HAaKOIUIEHWEM TI'€HETUYECKMX HapyLIEHWH, KOTOpbIE AENAIOT KIETKU
XJIJI Bce 60s1€€ aBTOHOMHBIMU, OBICTPO JENSIIUMUCS U pePaKTOPHBIMH K T€paIHH.

Knerkn XJUUI/JJIMJI skcopeccupyioT B-kierouHble aHTUTEHHBIE PELENITOPHI  C
OTpaHUYEHHBIM pernepTryapoM crenuduuHoctu. IlocTosHHas mepenaya curiaiga 4depe3 3TH
peLenTopsl M XapakTep 3TOH Mepeaud SIBISIOTCS KIIOYEBBIM (DAaKTOPOM, OIpPEeISIONIM
KU3HECTIOCOOHOCTh KileToK XJIJI u Taxke xapakTep pa3BuTHs 3Tou omyxonu. [Ipenmonaraercs,
YTO CUTHAJIBbHBIN MyTh B-KieTo4uHOro pernentopa He 3aBUCUT OT aHTUTE€HOB, HO OCYILIECTBIISETCS

ABTOHOMHO, BO3MOXKHO NP B3auMoieiicTBun kietok XJIJI apyr ¢ apyrom [5,6].
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1.3. DnuaeMuoJa0rus 3a00J1eBaHNs MM COCTOAHUS (TPYINLI 32001eBaAHMII NN COCTOSHMIT)

XJIJI — camblii yacThlil BUA JIeHKO3a y B3pocibiX. B eBpomnelickux crpanax 3a0051€BaeMOCThb
uM coctaBisier 5 ciaydaeB Ha 100 Thic. yenoBek B roia. 3a00JeBacMOCTh YBEIUYHMBACTCS C
Bo3pacToM. Y il crapiie 70 jgeT ona coctaBisieT 6osiee 20 ciyqaeB Ha 100 ThIC. yenoBeK B roj.
Menunana Bo3pacta Ha MOMEHT YCTaHOBJICHHS TMarHO3a B €BPOIIeiicKuX cTtpanax — 69 ser [7-10].
B Poccuiickoit @eneparun XJLJI BoisiBasiercst pesxe: B 2017 1. 3a0oieBaeMocTs coctaBmia 2,95

ciydast Ha 100 ThIC. YenoBek, MeaaHa BO3pacTa Ha MOMEHT YCTaHOBIICHUS JUarHo3a — 68 jer

[11].

1.4. Oco0eHHOCTH KOIUPOBAHUSA 32001eBAHNS WJIH COCTOAHNA (TPpynnbl 3a001eBaHNUNA UIH

COCTOSAHUI) M0 MeXAVHAPOIHONH CTATHCTHYECKON KJaccuduxkamuu 00Je3Hell U mpoodaem,

CBA3AHHBIX CO 310POBLEM

C91.1 — Xpouundeckuit TuMGOIUTAPHBIN JEHKO3

1.5. Knaccudukanus 3a001eBaHU WIN COCTOSHNA (rpynnbl 32001eBAHUNA UM COCTOSTHUM)

XJUI moxet kmaccudummpoBarbes o crafusm (cm. pasnen 1.5.1 CragupoBanue), a TAKKe

1o rpymnmam pucka (cMm. paszaen 1.5.2 Onpenenenue rpym pucka) [12].

1.5.1. CtagupoBanue

Craguto XJIJI ycraHaBIMBAIOT Ha OCHOBaHMM (PM3UKAIBLHOTO UCCIIEOBAHMS U aHAN3a
kpoBH 110 kputepusm J.L. Binet (tad:1. 1) [12]. Komnberorepras tomorpadus (KT), peaTreHoBcKOE
U ynbTpa3BykoBoe uccienoBanne (Y3W) mist ycranoBineHust craauu He TpeOyercs. Cramus
KOHCTaTHpPYyeTCsd Ha TEKYIIMi MOMEHT, YKa3bIBae€TCS B JUArHO3€ U CIYXKUT OPUEHTHPOM TMpHU
OTIpe/IeIeHNH MOKa3aHUi K Teparnuu.

CranupoBanue JIMJI ocyiecTBisieTcss Mo pe3yjabTaTaM 00CJIeIOBaHUS B COOTBETCTBUU C

kputepusimMu Kiaaccupukarmun Ann Arbor (cMm. pasaen 7.1 gaHHBIX pekoMeHaanwmii) [13].

Ta6auna 1. Craaguu XpoHu4eckoro JuMpounTapHoro jgeiikosa no Binet

Meauana Jloyst manueHToB

Cranus XapaKTepuCcTHKA
e p p BBLIKHBAEeMOCTH, Mec.| B ae0rore, %0

I'emorno6un >100 r/m,
A TpoMGoruTe >100 x 10%m1, >120 60
nopakeno <3 mumdarnyeckux obmactei™

I'emorno6un >100 r/m,
B TpoMGoruTEl >100 x 10%1, 61 30
nopakeHo >3 numdarndeckux odnacten™




T'emorno6nn <100 r/x
C unu

ypoBeHs TpoMbormToB <100 x 10%/1

32
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*Jlumparudeckre obmacTu: meiHble TMM(PATUIECKUE Y3IIbl, TOIMBIIICYHbIEC TUM(ATHUECKUE Y3IIbI

(c 1 wm 2 cropon), maxoBsie Jumparudeckue y3isl (C 1 uau 2 cTOpoH), MeYeHb, CeIC3CHKA.

1.5.2. OnpenejieHue rpymmn pucKa

MesxnyHapoanblit mporaoctudeckuit unnaexce (MITN) ms XJUT pazpaboTtan Ha OCHOBaHHH

aHaJan3a BEDKHBaeMoCTH 3472 IMallMCHTOB, BKIIFOUCHHBIX B 8 PICCJ'IG,Z[OB&HPIIZ, KOTOPBIC ITPOBEACHEBI

B EBpomnie u CIIIA [14]. Muaekc yuuTsiBacT 5 mapamMeTpos:

1) wammuue del(17p) w/mnu myrtauuit TP53,

2) MYyTalMOHHBIN CTaTyC TeHOB BapualdelbHOrO peruoHa uMmyHornooynuHoB (IGHV),

3) ypoBeHb P2-MUKPOTIO0YIHHA,

4) craamo,

5) BoO3pacT MalKueHTOB.

Kaxnomy u3 3THX mapaMeTpoB MPUCBOEH Oail, oTpaxaromuid oTHoieHue puckon (OP)

nporpeccuu wim cMmeptu (tadn. 2). MIIN ans XJIJI mo3BosiseT pacnpeneiauTh MalieHTOB 110

4 rpynmaM: ¢ HHU3KMM puckoM mporpeccupoBanus (0—1 Oami), ¢ MPOMEKYTOYHBIM PHCKOM

nporpeccupoBanust (2—3 6aia), ¢ BHICOKUM PUCKOM MporpeccupoBanus (4—6 6auioB) U ¢ 0YCHb

BBICOKMM pucCKOoM mporpeccupoBanus (7—10 6GamroB). OO6mas BebkuBaeMocTh (OB) B aTHX

rpyIIax NpuBeIeHa B paszaene 7.2 naHHbIX pekoMeHaauui. Mmerores ganueie o Tom, uro MIIA

MO3BOJISIET CTPATU(PUIMPOBATH MAMEHTOB B peruause XJIJI.

Tadauua 2. MexayHapoAHbIii MPOrHOCTHYECKUI UHIEKC

OTHolICHHE

ITapamerp OTpunarenbHoe 3HAYEHHE PHCKOB banabl
TP53 (17p) Henenus/mMyTanus 4.2 4
Craryc IGHV be3 myrannii 2,6 2
VYpoBens B2-mMuxpornoOynunaa, Mr/a | >3,5 2,0 2
Cragus B/C no Binet mimm -1V 1o Rai 1,6 1
Bo3zpacr >65 ner 1,7 1
Bo3Mo:KHbIEe 3HAYEHUS IIKAJIbI 0-10
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1.6. KiuHn4yeckass KapTHHAa 3200JeBaHUA WJIHM COCTOSAHUA (rpynnbl 3a00JeBaHUNA HJIH

COCTOSIHMA)

3aboneBaHne MOXKET MPOTEKaTh OECCHMIITOMHO HIIM TPOSBIATHCA JTUM(aaeHOnaTHeH,

YBEIUYCHUEM  MHHJIAJIWH, CIUICHOMETAIMCH, TelmaroMerained W  HecnenupuIeCKUMH
CUMIITOMaMH, OOYCJIOBJICHHBIMH aHeMUeH (yTOMIIIEMOCTh, HEJJOMOTaHHE), UMMYHOCYIIpeccren
(mpucoemuHeHreM HHQPEKIMOHHBIX  OCJIOXHEHHWH), HMHTOKCHKanuend (B-cumnromamu —
temneparypoii Tema >38°C Ooznee 2 Hen. monapsa 0Oe3 MPU3HAKOB BOCHANICHUS, HOYHBIMH

npody3HbIME TOTaMH, ToXyanneM Ha 10 % Macchl Tena 3a rociieinue 6 Mec.).

2. luarHocTUKa 3200J1eBaHUsI UJIM COCTOSIHUS (TPynnbl 3a00/1eBaHui
WIH COCTOSIHUIA), MeIUIINHCKHE MOKA3aHUS U MTPOTHBONOKA3AHUSA

K IPUMEHCHUI0O METOAOB THATHOCTUKHU

Kpumepuu ycmanoenenus ouazno3a/cocmoanus

na  nocmamoexku  Ouacnoza  XJIJI  mpebyromcs  obwuil  anaiuz  Kpogu U
UMMYHOpeHOmUnuuecKkoe uUcciedo8anue ¢ UCNOIb308AHUEM MHO20YBEMHOU NPOMOYHOU
yumomempuu, KOmopoe npeonoumumesnbHee blNOIHAMb NO KPOBU.

Huaenocmuueckue kpumepuu XJIJ1 (BO3, 2016) [15]:

e  MBKJI >5 000 6 1 mxn kposu,

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

CD81dim, CD160dim;

®  pecmpuxyus 1e2Kux yeneu (kanna au6o iamooa);

o  >30 % rumgoyumos 6 kocmuom mosee,

e Ouaenos XJ/IJI nme ycmanasnueaemcsi npu HAIUYUu Yumonenuu UlU CEA3AHHLIX C
3abo0ne6anuem CUMNMOMO8 NpU KOJIUYecmsee MOHOKIOHANbHBIX B-1umgpoyumos
<5 000/mxn.

Juacnoz ycmanasnusaiom npu @viasieHuu 6 kposu =>5 000 B-rumgpoyumos 6 1 mkn
nepugepuyeckol Kpoeu npu ycioeuu, umo Jaumgoyumo3z coxpausemcs 6onee 3 mec.
Knonanenocmo B-numgoyumos 0ondicna Obimb noOmeepiHcoeHa ¢ NOMOWbIO UMMYHOPEHO-
MURUPOBAHUL.

JIMJI ouaenocmupyemcs npu Hamuyuy aum@adeHonamuu, u/ui CHieHoMe2aiuu, u/uiu
YumoneHuu, 8bl36aHHOL NOPANCEHUEM KOCMHO20 MO032d, NPU YCI08UU, YMO aOCOIIOMHOE YUCILO
MOHOKNIOHANbHBIX  B-numgpoyumos 6 kposu ne npesviwwaem 5000 6 1 mxn. Hmmyno-

aucmoxumuyeckutl genomun onyxonesvix B-numpoyumos coomseemcmeyem XJIJI. Juacnos
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00/1diceH  Oblmb  noOmeepicoer ouoncuell auUMpamuieckoeo V3ida, KOCMHO20 Mo32d UIU

nopasiCeEHHO20 opeana.

2.1. ’Kaa00bLI 1 aHAMHE3

Bcem manuentam ¢ nogo3penrem Ha XJIJI, a Takxke Bcem nanuenTam ¢ BepudurmpoanabiM XJLJT
IIPU Ka)KJIOM MIPUEME Y TeMaToJIoTa peKoMeHayeTcs1 cOOp aHaMHe3a U »kajio0 mpu 3a00JIeBaHUIX
OpraHOB KPOBETBOPEHMSI U KPOBU JUIsl OLICHKH COCTOSIHUS MAllME€HTa, a TAK)Ke JJISl BBIABIICHUS
(bakTOpOB, KOTOPHIC MOTYT OKa3aTh BIUSHHUE HAa BHIOOD JieueOHOM TaKTHKH naiuenTa [12,16].
YpoBeHb yoenuTeabHoCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH JI0KA3aTEIbCTB — 5).
KommenTapuu: npu coope anamnesa Heob6Xo0umMo ymouHums HAlUdUue 8 cemMeuHoM aHaMHese
3abo1e6anuil 0peanos Kposemeopenus u kposu. Kanobvr mozym omcymcmeosamov, u mozoa
NPU3HAKY 3a001e8aHUsL BbIAGNAIOMCS NPU CAYyYauHoM obcredosanuu. Moowxem Ovimb 6bis671€HO
beccumnmomHoe ygenudeHue aumpamuieckux y3ioe nobou aoxkamuzayuu. Moecym npucymcm-
806amb 110ObLE HCATIOODL, CEA3AHHbBIE C 808eUeHUeM op2ano8 u mkarel. [Ipu coope scanob ocoboe
BHUMAHUE HeoOXO00UMO YOelumv 6blsAGNIeHUI0 HeCneyupuueckux CUuMnmomos UHMOKCUKAYUU
(memnepamypor mena >38°C 6onee 2 ned. noopsd 6e3 NPU3HAKOE BOCNANEHUsl, HOYHbIX

npoghysnvix nomos, noxyoanust na 10 % maccol mena 3a nocieonue 6 mec.).

2.2. PuzukajabHoe 00cae10BAHUE

Bcem nanuenTtam ¢ nogozperreM Ha XJIJI/JIMII unu BeisBnenasiv XJIJI/JIMIJL npu nepBuyHOM
WIA TIOBTOPHOM TIIpHEeMe, IpPH KOHTPOJbHBIX OOCIEAOBAaHUSAX M NpU TMOAO3PEHUU Ha
peuuIuB/IporpeccupoBaHie  3a00JeBaHUS  PEKOMEHAYeTCSl  BBIOJIHEHHE  BHU3YaJIbHOTO
TEpaneBTUYECKOT0 OCMOTpA, TEPANeBTUUECKON NalbIAllUd M TEPAaNeBTHYECKON ayCKyJbTalluH
JUIsL yTOYHEHUS PAcIIpOCTPAHEHHOCTH 3a00JI€BaHUSI U OLIEHKU COCTOSTHUS MalleHTa, B TOM YHUCIIE
OT/EJbHBIX OpraHoB U cuctem [12,16].

YpoBeHb yoenuTeabHOCTH pekoMenaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTebCTB — 5).
KommenTapuii: npu ocmompe neobxooumo oyenums obujee cocmosHue nayuenma no uikaie
ECOG (cm. npunoscenue I'l), a maxosice ocmompems MUHOAIUHbL U NOJOCMb PMA; NATbNAYUSL
001XCHA BKTIIOYAMD 8 cebsl NAbNAYUI0 8ceX 0OCMYNHbBIX 2PYNN nepugheputeckux tumgpamudeckux

V371086, Nn€4€eHU, Cele€3eHKU.
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2.3. J1aGopaTopHbIe TMATHOCTHYECKHE HCCAeT0BAHNS

2.3.1. JlabopaTopHbIe HCCAe0BAHUSA IJIf1 OLIEHKH 0011ero COCTOSTHUS MALMEeHTAa

Bcem nanuentam ¢ nogo3penuem Ha XJLUJI/JIMII unu BeissneHasM XJIJI/JIMJI npu nepBrudHOM
WJIM TIOBTOPHOM IIpUEME, IIPU OLIEHKE PEMUCCUU Yepe3 2 MeC. M0CIIE 3aBEPILEHUs Tepauu, Ipu
KOHTPOJIbHBIX OOCIEOBAHUAX U IMPHU MOJO3PEHUU Ha peUuAuB 3a00JeBaHHS peKOMEHIyeTcsl
BBIMIOJIHUTD Pa3BEPHYTHIA KIMHUYECKHI aHAU3 KPOBU C ONpEAENICHUEM YPOBHS IeMOINIOOMHA,
KOJINYECTBA IPUTPOLUTOB, TPOMOOLIUTOB, JIEHKOLUTOB, IOACYETOM JICUKOIUTAPHON (HOPMYIIBI 1
KOJINYECTBA PETUKYJIOLUTOB JUIsl BEpUPHUKAIIMH TUArHO3a, yTOUHEHUS aKTUBHOCTH 3a00JI€BaHMS,
ompezieNieHusT BO3MOXKHOCTH TPOBEACHUS Tepanuu W/uiad (B ciaydae paHee MpOBEICHHOU
TEpaIum) — Pa3BUTHs HEKEIaTeIbHbIX SBIeHui neuenus [12,16].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTeIbCTB — 5).
KomMeHTapuu: g oxkpauwiennvlx npenapamax nepugepuyeckoi kposu xiemxu XJIJI umeiom
Mopghonocuro  manvix aumgoyumos ¢ Y3KUM 0000KOM YUMONLA3MbL, HIOMHLIM A0POM,
2NnbIOYAmMbIM  XpoMamuHom, Oe3 omuemiaugozo aAopviuka. Peoxce ecmpeuaemcs mopghonoeus
AKMUBUPOBAHHBIX TUMPOYUMOE — ¢ Dolee WUPOKUM 0D00KOM YUMONIA3MbL CUHE20 Y8ema Uil
Kkpaesoi 6azogunueti. Cpedu aumpoyumos oxkono 5 % moeym cocmaeismo amunuumnvie Kiemxu
(c pacwenieHHbIMU, CKIAOYAMBIMU AOPAMU), A MAKIHCE NPOAUMPOYUMBbL — DOJlee KpYnHble KIemKU
C HEPABHOMEPHO PACNpPeOeleHHbIM XPOMAMUHOM 6 A0pe, 1—2 HyKieoiamu, Ymo He npomueopeyun
ouaenozy XJUI. Jina XJIJI xapaxmepno eviseieHue 6 Kposu pa3pyUleHHuIX KIemoK — meHel
I'ymnpexma. Ilpu eviasnenuu 6onee 55 % npoaumgpoyumos 6 Kposu OuacHoOCmMupyrom
NPOAUMPDOYUMAPHBLU NEUKO3, 8aPUAHM KOMOpo2o (B- unu T-kiemounslil) ycmanasiueaemcs npu

ummyHogpernomunuposanuu [16].

Bceewm nanuenrtam ¢ XJIJI/JIMJI nepea npoBeieHUEM IPOTUBOOITYXOJIEBOM Tepanuu AJsi OLEHKH
OOIIEero COCTOSIHMSA, OIpeNeNIeHUus] HEOOXOTUMOCTH TPOBEICHHUS COMYTCTBYIOLIEH WM
COMPOBOJUTENILHON TEepanuyu WM PeIyKUUU 03 MpPernapaToB pPeKOMEHAYeTCsl BBIOJIHEHUE
CJIEAYIOUINX JIAOOPATOPHBIX UCCIIEOBAHUI:
o OMOXMMHYECKOTro OOIIeTepaneBTHUECKOro aHajln3a KpoBHU (OIMpenessioT YPOBEHb
JAKTaTAETUAPOreHa3bl, MOYEBON KHCIOThI, MOYEBUHBI, KpEaTHMHHHA, OOIIEero
Oenka, ampOymmHa, OwnupyOuna, acmapraramuHoTpancgepassl  (ACT),
anannHamuHotpancdepassl (AJIT), menounoit pocdarasbl, Kajaus, HATPHSL, XJI0Pa,
Kanpius, P2-Mukporiaodynuna) [12,16];
o KOaryJiorpaMMmbl  (ONpeAessitoT  YpoBeHb  MpOoTpomMOuHa,  (QuOpHHOreHa,
antutpom6una IlI, masmunorena, D-aumepa, MexayHapoIHOE€ HOPMAJIM30BaHHOE
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ornomenre (MHO), akTHBHpOBaHHOE YaCTHYHOE TPOMOOIUIACTHHOBOE BpPEMS
(AYTB), TpoMOMHOBOE BpeMmsi), HPSIMOTO AHTUIJIOOYJIMHOBOTO TecTa (NPSIMOW
mpoOel KymOca) nnst yTOYHEHHs] HAJIMYHSI TeMOJMTUYECKUX ocioxHeHur XJIJI
[12,16];

o o6iero (KIMHUYECKOro) aHanu3a moun [12,16].

YpoBeHb yoenuTeabHoCcTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH JI0KA3aTEIbCTB — 5).

2.3.2. .JIaﬁopaTopHLIe HccJaeaA0BaHuA TJIdA Bepn(bmcamm AHArHo3a 1 OICHKH

MPOrHOCTHYECKUX (PAKTOPOB

[Tpu nopo3penun Ha XJIJI y manmenTos ¢ yrciom B-nmumdonutos >5000 B 1 Mxi1 pekoMeHnayeTcest
BBIMIOJTHUTh UMMYHO()EHOTUIIMPOBAHUE JTUMQPOLUTOB KPOBH METOAOM IMPOTOYHON LUTOQIIyO-
PUMETPHH C 11eJIbI0 BepuuKaimu nuarqosa [17].

YpoBeHb yoenuTeJbHOCTH peKoMeH1anuii — B (ypoBeHb I0CTOBEPHOCTH JI0KA3aTeJIbCTB — 2).
KommenTapuu: ouacrosz XJ/IJI yemanasnuearom npu evissnenuu >5000 B-rumgpoyumos 6 1 mxn
nepugepuyeckol Kpoeu npu Yycioeuu, umo Jaumgoyumos coxpausemcs 6onee 3 mec.
Knonanvnocmo  B-numgpoyumog 0ondxicHa Ovims NOOMEEPIHCOEHA € NOMOWDBIO UMMYHO-
¢enomunuposanus. Pexomenoyemasn ons ouaenocmuxu XJIJI munumanvuas ouaznocmuyeckas
nauenb 00JHCHA 8KIoUams ciedyiowue mapkepol. CD19, CD5, CD23, CD20, kanna, aamboa.
B kauecmee Oononnumenvuvix OUACHOCMUYECKUX MAPKEPO8 DEeKOMEeHOYemcs UCHONb308amMb
CD43, CD200, CD79b, CD81. HYacmo pexomenodyemvle, HO Heobsa3amenvhbie OJisl OUACHOCTUKU U
MoHumopuposgarnus onyxonegot nonyaayuu X1 mapxepor: CD22, FMC7, CD38. Knaccuueckuii
¢enomun knemok XJIJI xapaxmepuszyemcs sxcnpeccueii B-knemounwvix anmueenos CD19, CD20),
CD22, CD79b 6 couemanuu c «T-knemounvim» mapkepom CDS u akmuayuoHuvim mapkepom
CD23. Onyxonesvie K1emKu 9KCNpeccupyiom 00UH mun 1e2Koll yenu UMMYHO2100y1uH08 (kanna
unu namooa). Humencuenocms sxcnpeccuu B-knemounvix anmueenos (CD20, CD22, CD79b), a
Maxoce NOBEPXHOCMHBIX UMMYHO2N00YIUHO08 Ha Kiemkax XJIJI nusce, yem Ha nopmanvhwix B-
aumeoyumax. Tem He MeHee MONCHO 6CMPEMUMb HEMAO CyYaAes, K020a (heHOMUN ONYX0Ne8blX

K1emokK He noane coomsemcmeayem XJ1JI.

[Tpu noxo3penun Ha JIMJI y manueHToB 6€3 KIMHHUYECKOTO JUM(OIUTO3a B KPOBU, a TaKXKe Y
MAIMEHTOB C TIOJIO3PEHHEM Ha TpaHC(HOPMAIMI0O PEKOMEHAYeTCs BBIIOJIHUTH OHOICHIO
auMdarrdeckoro ysna (oyara TOpaXEHHsS) M TaTOJOr0-aHATOMUYECKOE HCCIIECIOBAHHE
OuorcuitHOro  (OMEepallMOHHOTO) Marepuaia JUMQPaATHUYECKOTO y3Jda C TNpUMEHEHHUEM
UMMYHOTUCTOXUMHUYECKUX METOJIOB Jisl Bepudukaiuu quarsosa [12,16,18].

YpoBeHb yoenuTeJbHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH 0KA3ATEIbCTB — D).
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KommenTapuu: 6 cucmonocuueckux npenapamax mopgonocuyeckuii cyocmpam npeocmasien
oughghy3nvim pocmom HeOOILUUX TUMPOUOHBIX KAEMOK C OKPY2IbIMU SAOPAMU, KOMKOBAMBIM
XpomamuHom, Oe3 omyemaugblx A0pviulek. B cpezax mxaHu aumg@amuyeckozo y3ia Hepeoko
nPUCYmMCmeyom oatuKyiono00oHvie CMpyKmypobl — NCe800)ONIUKYIbl, MAK HA3blEAeMble 30Hbl
pocma, npeocmasieHuvle VEEIUYEHHbIM KOIUYEeCMBOM NAPAUMMYHOONACIO8, KIemOoK C
Mopgonocuel  NPOIUMPOYUMOE € PASTUHUMBIMU  AOpbUUKAMU. [lemanvhoe onucanue
Mopgonocuueckoli KapmuHvlg 0aemcs 8 COOMBEemMCmEYIowux pasoeiax pexomenoayutl. Ilpu
npoepeccuu XJ1JI pasmep smux nces0o@oiiuxynios ygeaiuuusaemcs, oOHu Mo2ym ciueamovcs. Y 3—
5 % nayuenmos ¢ XJIJI u JIMJI pazsusaemcs ouggysnas B-kpynnoxiemounas aumghoma unu
aumegpoma Xooxcxkuna. Ilosenenue kpynnoxkiemournou aumpomvl na ¢pone XJIJI nasvieaemcs
cunopomom Puxmepa. [lossenenue aumpomvr Xooockuna na ¢Gone XJJI nasvigaemcs
X00JICKUHCKOU mpancopmayueti. Bo ecex crayuasx J10KanwHo20 Oblcmpo2o  yeenuueHus
auMbamuyeckux Y3108 UnU CYUWeCmMBeHHO20 UMEeHeHUs KIUHUYeCKOU KapmuHvl OO0Nle3HU
(nosisnenus B-cumnmomos — 6He3annou nomepu 6ecda, HOYHOU NOMIUBOCMU) HEOOXOOUMO
BbLINOTHUMb OUONCUIO TUMPAMULECKO20 V31d, KOCMHO20 M032a UTU IKCMPAHOOANIbHO20 04dzd.

CMHdeM Puxmepa KOHCcmamupyemcs moJjabKO HAd OCHOBAHUU cUCMONI02UHYECKO20 Uccne008anusl.

[Taniuentam ¢ nogo3perrem Ha XJUJI/JIMJI nns oneHkn oObemMa MOpaXKeHUsT KOCTHOTO MO3Ta U
COCTOSIHUSI OCTAJIbHBIX POCTKOB KpPOBETBOPEHUS, HCKIIOUEHHS MOPAXKEHUS KOCTHOTO MO3ra
JIPYTHUMH OMYyXOJSMHU U MH(PEKIUAMU, a TaKXKe Ui MOMydeHHUs HCXOJHOT0 00pasiia KOCTHOTO
MO3ra, HEOOXOIUMOTO NJIsi CpaBHEHUSI C 00pa3IoM, TOJYYSHHBIM IOCJIE€ TPOBEICHUS TEeparuu
pexoMeHayeTcsi: 1) mosydeHre IUTONIOTHYECKOro Mmpernapara KOCTHOIO MO3ra MyTeM IyHKITHH
(cTepHAbHON MYHKIUMHM), [HUTOJOTHMYECKOe (MHenorpamMma) M UMMYHO(DEHOTHITMYECKOE
(METOIOM TMPOTOYHOM HUTOGIYOPUMETPHH) HCCIIEAOBAaHUE Ma3Ka KOCTHOIO Mo3ra Jinbo 2)
MOJIyYeHHUE THCTOJOTMYECKOro IpernapaTta KOCTHOTO Mo3ra (TpemaHoOHoIcHs), MaToJIoro-
AHATOMHUYECKOE HCCIIeIOBAHHE OMOINCHIHOTO (OMEPAIMOHHOr0) MaTepuaga KOCTHOTO MO3Tra ¢
NpUMEHEHHEM HMMYHOTHCTOXHMHYECKUX METOJIOB B CIIEAYIOIIUX ciydasx [17]:

O  Tepea HayajioM TepaluMu Yy TAlUEHTOB, paHee He MPOXOAUBLIUX €€

(HeoOs13aTeNbHO, HO KeNaTeNbHO);

O  TIpW MOJO3PEHUH Ha TpaHCHOpMaIUIO.
YpoBeHb yoenuTeJbHOCTH peKoMeH1anuii — B (YypoBeHb I0CTOBEPHOCTH JI0KA3aTeJIbCTB — 3).
Kommenrapum: cucmonozuyeckuil ouaenos XJIJI ycmanasnueaemcs npu Hamuduu 8 KOCMHOM
Mo32e Oughhy3zHoeo rumghouonoco nponugepama uz MOHOMOPPHLIX KIeMmMOoK HeDOIbUO020 pasmepa
C OKpyanvlMu A0pamu, KOMKOBAMbIM XPOMAMUHOM, 8 3A8UCUMOCTU OM YCIO8Ull (urkcayuu —

C Heom4yemaueoblMu ;zdpblmkamu ujau be3 HUX, c MOHKOCMEHHbIMU cocydamu
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KANUIAPHO20/8EHYIAAPHO20 MUNA, OObIYHO DA3PO3HEHHO PACHON0NHCEHbL KPYNHble KIemKU C
Mopghonocuell napauMmyHob61acmos, UH020d NPUCYMCMBYIOmM Nce800ONLIUKYIbL (nponuge-
pamugnsie yenmpol). IIpu uMMyHOSUCIMOXUMUYECKOM UCCIE008AHUU TUMPOUOHBLI Npoaugdepam
xapaxkmepuszyemcs sxcnpeccueti CD20 (cemepocennas no uHmeHcu8HOCmMu, NPeuMyujecmeeHHo
cnabas memobpannasn peaxyus), CD79a, IgM, sodeproii sxcnpeccuen PAX 5, LEFI (a0epnas
peaxyus), koskcnpeccuei CD5 (membpannas peaxyus) u CD23 (membpanuas peaxyus), CD43
npu omcymemesuu sxcnpeccuu CD10, BCL-6, Cyclin D1. Oxcenpeccust LEF 1 (s0epnas sxcnpeccus)
bonee UHMEHCUBHO BbIPANCEHA 8 KIemKAX NpOoaUpepamusHbiX YeHmpos, 6 KIemKax C
Mmopghonozuel nporumpoyumos. [[ns kiemox nponughepamusHvix yenmpos xapakxmepua ooinee
unmencusnasn skcnpeccus CD20, IgM, LEFI, unoeoa uacme Kiemok nce800ONNUKYI08
(nponupepamuenvix yenmpos) sxcnpeccupyem cyclin D1 (crabas sioepnas peaxyust). Mnoekc
npoaugepamusnot akmusnocmu Ki-67 negvicoxuii, ooviuno cocmasnsem 5—15 % noszumuemnvix
KIeMOK 8 30Hax Ou@y3Ho2o MeaKoxkiemouno2o ungurvmpama. Ilpu uMmMyHoSUCOXUMUYECKOM
uccneo008aHuu Ha napaguHoeom mamepuane Modxcem omcymcemeosams sxcnpeccus CDS
(00 20-25 % cnyuaes). dxcnpeccuen BCL-2 xapakmepu3zyomces 6ce 8apuanmuvl MeIKOKIeMOYHbLX
B-knemounuix numgpom, kosxcnpeccus IgM u IgD xapaxkmepua 0ns numgboyumapHou 1mumgomsl u
aumepomsl uz kiemox manmuu. xcnpeccusi LEF ] xapakmeprna onsa aumgpoyumapuoi aumg@omul
¢ mpancgopmayuei 6 ougdysnyio B-xremounyio Kpynmoxiemouwyro aum@omy (cunopoma
Puxmepa) u noszeonsiem nposecmu ouggepenyuanrvuyro ouacnocmuxy c¢ CD5S+ oughghysznot
B-knemounou kpynuoxiemounou tumgomoti.

Tonyuenue cucmonozuuecko2o npenapama KOCMHO20 Mo32a (Mpenanoouoncus KOCmMHo20 M032a)
He mpebyemcsi 051 NOOmM8EepHcOeHUst u hopmynuposanus ouasrnoza XJL1/JIMJL

buoncua xocmnoco mo3zea aensemcs HeoOA3AMENbHOU, HO JHCENAMENbHOU Npoyedypou nepeo
Hauanom mepanuu. XJIJI Hepedxko couemaemcs ¢ Opyeumu ORNYXONAMU, KOMOpbvle MO2YM
Memacmaszuposams 8 KOCMHbIU M0O32, 8bIAGIAMbC MOJILKO NPU OUONCUU U 0adice Obimb NPUYUHOU
yumonenuu.  HMmmynoxumuomepanus 6  ¢hayoapadbun-cooepicaujem — pexcume  Hepeoxo
ocnoocusiemess yumonenueti. Hanuuue ucxoonoeo obpazya rocmuoz2o mo3zea no3eonsem
ouggepenyuposams  npozpeccuposanue, aniasulo, pazeumue  MueiroOUCHIACMUYECKO20

CuH()pOM(Z/OCWlpOZO MUETOUOHO20 JleﬁKOSCl, aymoummyHHble YUNONEHUU.

Bcem manmentam ¢ XJUJI/JIMJI mepen nawanmom 1-if M Bcex MOCIENYIOMIMX JUHUM Tepanuu
PeKOMeHAYeTCsl TPOBEICHUE MOJIEKYIISIPHO-IIUTOI€HETHYECKOTO UCCIIE0BAHUS C IPUMEHEHUEM
metonaa GiayopecuentHon rubpuausanmu (FISH) Ha nenmeruro 17p u onpeencHue MyTaIui reHa
TP53, a Ttakxe (npu Haaumuumu Bo3MokHOcTH) Ha +12; del(11q), del(13q), del(17p) nms

OTIPEICIICHUs TIPOTHOCTUYECKOM TPYIIIbI U BEIPAOOTKHU TaKTUKH JiedeHus [14].
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YpoBeHb yoeauTeJbHOCTH PEKOMEH 1AMl — A (YPOBEHb J0CTOBEPHOCTH 0KA3ATEIbCTB — 2).
KommenrTapun: oereyus 17p aensemcs  enasHblM — yumoz2eHemudeckum  MAapKepoM,
HeNnocpeoCmeeHHO BIUAIOWUM HA MepPanesmuyeckyio makmuky. Pexomenoyemcs nposooums
CKpuHuHe Ha Oeneyuio 17p y 6cex nayuenmos, umeroujux noKa3anus K Hauaury mepanuu, u/uiu npu
HeaghhexkmusHocmu cmanoapmHolu mepanuy, 0CoOeHHO Yy nayuenmos monoxce 55 nem, y
KOMOPbIX MOJHcem Oblmb NPOG8eOeHA ANN02EHHAS MPAHCHAAHMAYUS.

B nacmoswee epems 6nacooaps memooam 2nyb0K020 CeK8eHUPOBAHUA YCMAHOBIEHO, YMO
bonvuuHCmeo cayvaes peppakmepuocmu ooyciosieno ympamou TP53 aubo 3a cuem deneyuu 6
couemaHuu ¢ mymayuamu, 1ubo 3a cuem mymayuti eena. [loosmomy cecoousn evinonnenue FISH
Ha Oeneyuio 17p nedocmamouro. s moeo umobvl udenmupuyuposams HauboOIbUICE YUCTO
NAYuUeHmos ¢ YCMou4yU8OCMbl0 K UMMYHOXUMUOMEPANUY, HEO0OXO00UMO MAKH#Ce UCCIe008aAmb
mymayuu TP53. Hanuuue mymayuu KoHcmamupyemcs, eciu HUcio KIemok ¢ mymayuet

npesviutaem 10 %.

Bcem mnamumentam ¢ XJUJI/JJIMJI Ha MOMEHT YCTaHOBIIGHHUS JMarHo3a PeKOMEHIYeTcsl
omnpeznencuue Myrtaruu redoB |IGHV mis yrounenus nporuosa 3aboseBanus [14].

YpoBeHb y0eIUTETLHOCTH PeKOMeHIaluii — A (YPOBEHb IOCTOBEPHOCTH 10KA3aTeJIbCTB — 2).
Kommentapuu: mymayuu eenosé IGHV umerom npocnocmuueckoe 3nauenue. B nacmoswee
epems npocro3 y nayuenmog ¢ XJIJI oyenusarom no mencOyHapoOHOMY NPOSHOCMUYECKOMY
unoexcy onsi XJUJI (cm. pazden 5.1). Hnoexc mpebyem oyeHku ypogHs [2-MUKpO210OyIuHda,
mymayuonnozo cmamyca IGHV, a makoce yumozenemuueckoeo uccireoosanus. Onpeoenenue
amux nokazameneu oceramenvHo. Y nayuenmos c¢ mymayusmu IGHV 6e3 ¢paxkmopos
Hebnazonpuamuo2o npozrosa, oocmueuiux MOB-necamusHou pemuccuu nocie 3 YUKIO08,
B03MOJHCHO COKpaujerue 003 npenapamos uiu yucia yuxkiog FCR. Ilpu smom pemuccuu y 0anHou
2pYnnel NAYUeHmo8 cmoas e onumenvuvl. C yuemom 6biCOKOU UHDOPMAMUBHOU YEHHOCMU &
OMHOWEHUU BpeMeHU 00 mepanuu, IQHeKmusHocmu UMMYHOXUMUOMEPANUU, BPEMEHU 00
peyuousa mymayuonuwiii cmamyc 2enog |GHV pexomendyemces no eozmoocnocmu onpedensamo,

00HAKO OAHHOE UCCNe008aAHUEe He A6I1emMCsl 0053aMelbHbIM 6HE KIUHUYECKUX UCCAeO08AHUIL.

Bcem mammenTtam ¢ XJIJI/JIMJI dwepe3 6 mec. mocie 3aBepIlieHUS] JICUCHUS] PeKOMEHIYeTCsl
UMMYHO(EHOTUITUPOBAHHE OMOJIOTHYECKOTO MaTepuaia METOJIOM IIPOTOYHOU
UTO(GIYOPUMETPHUH JUTS BBISIBICHUS MapKEPOB MUHUMAJIbHOW ocTatouHo# Oone3nu (MOB) npu
remo0uacro3ax [19].

YpoBeHb yoenuTeJbHOCTH PEKOMEHIaNHii — A (YPOBEHb J0CTOBEPHOCTH JI0KA3ATEIbCTB — 2).
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Kommenrapum: npu gunanvnou oyenxe s¢hghexma nocie 3agepuieHuss UMMYHOXUMUOMEPANUU
MOB no3sgonsiem npocnosuposams gpems 0o peyuousa u OB. Bonvuuncmeo npoeHoCmuyecKux
cxem nocmpoeno na oyenke MOB 6 kpogu, 00HaKo ucciedosanue KOCMHO20 MO32a NO360/5em
0ocmosepro noomeepoums MOB-necamusHyo noiHy0 pemuccuio.

Heoonokpamno nokaszaro, umo xoaruvecmsennas xapaxmepucmuxa MOB 6 kposu no 3asepuieruu
mepanuu Koppeupyem ¢ GbldHCUBAEMOCIbIO U  NOIMOMY MOXMCEM UCHOIb308AMbCA  KAK
PYKogoocmao k Oeticmeuro. Ocmamounas nonyaayus kiemox XJIJI 6 kposu >1 % npeosewaem
PAHHUL PEYUOUB U MONCEM CILYHCUMb OCHOBAHUEM 051 cMeHbl mepanuu. OcmamoyHas nonyisyus
knemoxk X/ 6 kposu 0,90-0,01 % xapaxmepuzyem epynny nayuenmos ¢ MeOUAHOU
sviocugaemocmu oe3z npoepeccuposanusi (BbII) okono 3 nem; y kamezopuu nayueHmos MoH#CHO
PAccMampusams 803MOACHOCMb noddeparcusaroueti mepanuu. OCmamoynas NONYIAYUS KemoK
XJLI 6 kposu <0,01 % ceudemenvcmeyem o 8blcOKOU 6ePOSIMHOCIIU OAUMENLHOU pemuccuu (>5
nem).

Ilocne  mpancnianmayuyu — ALN02EHHBLIX — 2eMONOIMUYECKUX — CMB0a06blx  Kiemok MOB

onpeoensiemcs Kaxcovle 3 mec. 8 meueHue 200a Ui 00 HACMYNJIeHUs peYuousd.
2.3.2. /Ipyrue odsi3aTe/ibHbIE J1a00OPATOPHBIE UCCICAOBAHUSA

Bcem manumentam ¢ XJUJI/JIMJI nepen npoBenenueM 1-i IMHUU MPOTUBOOITYXOJIEBON TEpanuu
PEKOMEHYyeTC OIpelesieHne OCHOBHBIX TIpynn KpoBu 1o cucreme ABO, omnpenenenue
antureHa D cucrtemsl pesyc (pe3yc-akTopa), onpeaeneHue GeHOTHIIa aHTUTEHOB SPUTPOIIUTOB
JUUIS BO3MOKHOCTH BBITIOJTHEHHUS TeMOTpaHChy3UHd NPH HATUYMKA TTOKa3aHWI 710, BO BpeMs WU
nocie tepanuu [16].

YpoBeHb yoenuTeabHOCTH pekoMenaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTeJIbCTB — D).

Beem maumentam ¢ XJUI/JIMII mepen npoBenenueMm tepanuu antutenamu k CD20 wnwm
uOpyTHHHOOM™** ¢ 1eNbl0 YTOUYHEHUS pUCKAa M B ciydae HEOOXOAMMOCTH NpOPHIAKTUKU
peaktuBanuu BupycHoro rematuta [20] pexomMeHayeTcsi BBIIOJIHEHHE Pa3BEPHYTOrO
BUPYCOJIOTHYECKOTO HCCIIEIOBAaHMS ISl BBISIBJICHHS MapKepoB BUpyca TemaTuTta B, xotopoe
JIOJDKHO BKITIOYATH OTIpEIeIICHUE:!

o anrturena (HbsAg) Bupyca renatura B B kpoBuy;

O aHTUTelN K noBepxHocTHOMY aHTHreHy (HBsAg) Bupyca renatura B B kpoBu;

o aHTuTeln K aaepHomy antureny (HBcAg) Bupyca renatura B B kpoBy;

o JHK Bupyca remaruta B B KpOBM METOAOM IOJMMEPA3ZHON LEMHONW pPEAKIUN

(kagecTBEHHOE MCCIIEIOBAHHE).

YpoBenb yoenuteabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH J0KA3ATEILCTB — 4.
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KommenTapuu: smomy sonpocy npu XJIJI yoensiemces ocoboe enumanue, nockonvky knemru XJ1J1
ABNAIOMCA  OONOTHUMENbHLIM  pe3epeyapom O0asa eupyca cenamuma B. 3nauenus mapkepos

supycroeo cenamuma B npedcmasnenvl 6 npunoscenuu A3.1.

Bcem nepBruunbim nanuerTam ¢ XJIJI/JIMJI nepen npoBeaerreM 1-it TMHUN TPOTHBOOIYXOJICBOM
TEepanuu PeKOMEHIyeTcsl MOJICKYJISIPHO-OMOJIOrMYecKOe HCCIIEJOBAaHUE KPOBH Ha HaWYHe
BHUpyca UMMyHoaeduiuTa uyenoeka (OnpeneneHue anturen kiaccoB M, G (IgM, IgG) k Bupycam
ummyHoAepuimTa yenoseka BUY-1 u BUY-2 (Human immunodeficiency virus HIV 1 u Human
immunodeficiency virus HIV 2) B kpoBU Ui yTOYHEHHST HEOOXOAMMOCTH OJHOBPEMEHHOIO
HPOBE/ICHHUS POTHBOOITYXOJIEBOW M aHTUPETPOBUPYCHOM Teparnuu [16].

YpoBeHb yoenuTeIbHOCTH pekoMenaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTeJbCTB — D).

Bcem mamumentam ¢ XJUJI/JJIMJI Ha MOMEHT YCTAaHOBJICHHS JHMarHo3a, TOCTE KaKIOU
MMMYHOCYTIPECCUBHOM TEparuyd M TMOCle KaxJAO0H TsbKeJIoW OaKkTepuanbHOH HH(PEKIUU
PeKOMEH/IyeTCsl OIpe/ielieHIe YPOBHS KIMMYHOII00Y 1iHOB [12,16].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTeIbCTB — 5).

2.4. UHCTpYMEHTAJIbHbIE IUATHOCTHYECKHE UCCIeI0BAHNS

Bcem nanmentam nepen Haganmom tepanuu XJIJI/JIMJL, npu olieHKe peMuccuu uepes 2 Mec. Iociie
3aBepLICHUs Tepanuu (ecau UMENoCh MOopaXeHne TUMPaTHUECKUX y3JI0B 00JaCTH CPEIOCTEHUS
W/WITH JICTOYHOM TKAHM), a TAK)KE MPH MOJJO3PCHUH Ha PEIMIHB/TIPOTPECCUPOBaHUE 3a00I€BaHSI
pexoMenayetcs BoinmoiHeHne KT rpyaHoN KIeTKH, OpraHoB OPIOIIHOM MOJIOCTH U Majoro Tasza
(C KOHTpacTUPOBAHUEM) JJISI YTOUHEHHSI HAIMYHUS U PACIIPOCTPAHEHHOCTH JTMM(aeHONaTUN UITH
OLIEHKH TIPOTUBOOITYX0JICBOT0 3 eKTa, €CITH MCCIIeI0BAHNE BBIIOJHEHO B TuHamuke [12,16].

YpoBeHb yoenuTeabHOCTH pekoMenaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTeJbCTB — D).

[TaumenTtam nepen HayanoM Tepanuu XJIJI/JIMIJL, ecnu BoisiBineHsl npotuBonokasanus k KT, mpu
OLICHKE PEMHUCCUHU 4epe3 2 MeC. IOCIE 3aBEpIICHUs Tepanuu (€cid UMENIOCh IOpakKeHHE
TMM(ATHYECKUX Y37I0B 00JIACTH CPEIOCTEHUS U/UIH JIETOYHON TKaHM), a TAK)XKe MPU OJ03PEHUH
Ha pPELMIUB/TIPOrpeccpoBaHEe 3a00J€BaHUs PEeKOMEHAYeTCsl /il YTOYHEHHS HaIW4yus |
pacrpoCTpaHECHHOCTH JTMM(DAJICHOIATHH BBITOJHHUTD CIIEAYIONIHE nccaeaoBanus [12,16]:
O  peHTreHorpaduo OpraHoB rpyAHOM KJIETKH B 2 MPOEKIUSX;
o VY3U numbatnueckux y310B  (mepudepuyueckux, BHYTPUOPIOIIHBIX U
3a0pIOIIMHHBIX) U BHYTPEHHHUX OPraHOB (OpraHOB OPIOIIHOM MOJIOCTH U Majoro
Taza).
YpoBeHb yoenuTeJbHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH 0KA3ATEIbCTB — D).
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e [lammentam c moxo3pennem Ha XJIJI/JIMJI nmu6o ¢ ycranoBneHHbIM nauarnozoM XJIJI/JIMIL, y
KOTOPBIX HMMEIOTCS KJIMHMYECKHE TMpH3HAKW CcuHApoMma Puxrtepa wuium  XOMKKHUHCKOU
Tparcopmary  (MIPOrpPeCCUPYIONUN POCT NTUMQPATHYECKUX Y3JIOB, TMOTEps Beca, IMEpCHC-
TUPYIOIIAsl JINXOpaJKa Oe3 MPHU3HAKOB HH(EKINH, BBHICOKHI YPOBEHBb JAKTATACTHAPOTEHA3HI,
TUIEPKAIIbIUEMUS), PeKOMEH/YeTCsl BBIIIOJHUTH MO3UTPOHHYIO SMHCCUOHHYIO TOMOTpaduio ¢
MPUMEHEHHEM TyMOPOTPOIHBIX pagnodapMIIpenapaToB A UCKIOYSHUs TpaHCHOopMaIiK OO0
JUIs1 BBISIBIICHHS 30H C BEpOsATHOM TpaHchopmanueit [21].

YpoBeHb yoenuTeJbHOCTH peKoMeH1anuii — B (ypoBeHb I0CTOBEPHOCTH JIOKA3aTeJIbCTB — 3).

KommenTapuu: npu 3uauenusx SUV <5 eeposmuocms cunopoma Puxmepa cocmaensem okono
3% [22]. Ansa cunopoma Puxmepa munuunvt 3uawenuss SUV >15%. Eciu unmencusnocme
HAKONJIeHUs Npenapama Omuyemauso pa3iudaemcs: 8 pasHulX 30HaX, HeoOX0OUMO 6bINOJIHEHUe

ouoncuu Hauboee akmueHo20 y3ia uiu odaca.

e Bcem mamuentam ¢ BepuduuupoBanHbiM  XJUJI/JIMJI mepen HavamoMm Tepamuu IS
CBOEBPEMEHHOI'O BBISIBIICHUSI COMYTCTBYIOLIEH MATOJOTMU CO CTOPOHBI CEPACYHO-COCYAUCTOM,
IBIXaTeNIbHOM W MHUIIEBAPUTEIBHON CUCTEM U JJIA  ONpeleleHUs HEOOXOAMMOCTH UX

npOo(GUIAKTUKH HJIH JICICHUS] PEKOMEHYeTCsl BBIIIOIHUTH CIeAyIoIIne uccieaopanus [16]:

o ANEKTpOKaparOTrpaduio;

o axoKapauorpaduio;

o yIbTPa3BYKOBYIO Jomrieporpaduio cocyloB (apTepuii U BEH) HIKHUX
KOHEYHOCTEM.

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTeIbCTB — 5).

2.5. Nublie JAUATHOCTHYECCKHME UCCIICA0OBAHUSA

e Bcem manumentam ¢ XJUI/JIMJI ¢ kOMOpOMIHOCTBIO, KOTOpas MOXXET MOBIUATH Ha BBIOOD
IIpOrpamMMbl  IIPOTHBOOITYXOJIEBOTO JIEYEHUS, II€pe]l HadajIOM Tepanuud PeKOMeEeHAYyeTcsl
KOHCYJIbTAIMsI COOTBETCTBYIOLIETO Bpaua-clelualIncTa (Bpada-Kap/Hoiora, Bpaya-HEBpOJora,
Bpava-oTOpHHOJIapUHOIIOra 1 jp.) [16].

YpoBeHb yoenuteabHocTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH JI0KA3ATEIbCTB — 5).
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3. JleueHue, BKJII0OYasi MeIMKAMEHTO3HYI0O 1 HeMeJUKAMEHTO3HYIO Tepaluu,
AHETOTEePaNuIo, 00e300/1MBaHHNe, METUIIUHCKHIE TOKA3AHUSA

H NMMPOTUBONOKA3aHUA K IPUMECHCHUIO METOA0OB JICYCHUSA

Ha3naueHne W mpUMEHEHHE JIEKAPCTBEHHBIX IIPENapaToB, YKAa3aHHBIX B KIMHUYECKUX
peKOMEHIaluii, HampaBlIeHO Ha oOecleyeHHe TMaluueHTa KIMHUYecKd d(pQekTUBHOW U
0€30MacHON MEIMIIMHCKOM TOMOIIH, B CBSI3U C YEM MX HAa3HAYEHHE U IPUMEHEHUE B KOHKPETHOMN
KJIMHUYECKOH CHUTyalMH OINPEIENAEeTCs B COOTBETCTBUU C HHCTPYKLUUSMU IO NPHUMEHEHUIO
KOHKPETHBIX JIEKAPCTBEHHBIX MPENapaToB C peajin3alueil MPeACTABICHHBIX B UHCTPYKLIUU MEp
MPEAOCTOPOKHOCTH IIPU UX TPUMEHEHUH, TAKKE BO3MOKHA KOPPEKLIHUS 103 C YIETOM COCTOSIHUS

namucHTAa.

3.1. Hoka3auusa Kk Hayaay repanuu B-kiaerounoro XJIJ1

Bcem nanuentam ¢ BepudunupoanubiM XJUJI/JIMJI pekomenayercsi Hayasno crienupuieckon
Tepanuy TOJBKO NPH HAJIMYMM TOKa3aHWW B cooTBercTBuM ¢ Kkputepusmu IWCLL 2018
(cm. mpunokenne A3.2) [12,16].

YpoBeHb yoenuTeabHoCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH JI0KA3aTEIbCTB — 5).
KommenTapuu: oxono 30 % nayuenmos umerom meonenno npocpeccupyrowee mevenue XJ1J1,
npuyem npoOOANCUMENLHOCHb UX JHCUSHU OIU3KA K 0OwenonynsayuonHol. Hanuyue makou epynnol
nayuenmos oenaem O0OOCHOBAHHOU MAKMUKY BbIHCUOAMENbHO2O HAONI00eHUs 00 NOAGIeHUS
noxkazanui k mepanuu. Tepanus XJIJI Oondcna Hauunamvcs npu HAIUYUU NOKA3AHUU HO
kpumepusm IWCLL 2018. Ilayuenmor 6 cmaouu A ¢ aymoummyHHOU 2eMOAUMUYLECKOU aHeMuell
UU UOUONAMUYECKOL MPOMOOYUMONEHUYECKOU NYPRYPOL O0IHCHBL NOJLYYAMD JleYeHuUe N0 0800y
amux ocnodxcHenuti. Eciu aymoummynHoe o0cCnodCHeHUe NI0X0 omeeyaem Ha Mepanuio
KOPMUKOCMEPOUOAMU OJisl CUCIEMHO20 UCHONIb308AHUS, 8B03MONCHO NPUMEHEHUEe HANPABIeHHOU
Ha XJUJI ummynoxumuomepanuu. bBeccumnmommnas eunocammaznoOyiunemMus u Haiudue
MOHOKIOHANLHOU CeKpeyuu camu no cede He AGIAIOMCA NOKA3ZAHUAMU K JedyeHuto. Buiasnenue
MapKepog ompuyamenibHo20 NPocHO3a, 8 Mmom ducie oeneyuu 17p He AGIAemMCcA NOKA3AHUEM K

Hauamry mepanuu.

3.2. llepBast iunus jgeuyenus XJIJI

llejzu JleYeHUusl 6 nepeyro Oqepedb OleQ()EJUZiOWlC}Z 603paACmom, a makKaHce UYuciom u

msidicecmuvio conymcemesyrowux sabonesanuil (maoi. 3).
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Taénuya 3. Iloopazoenenue na zpynnovt RAYUEHM OB C XPOHUYECKUM TUMPOUUMAPHBIM

JIelKO30M
Komopouonocmo, Hem 3nauumoti Cmapueckuti 6o3pacm,
3nauumasn komopouoHocmby,
6o3pacm KOMOpOUuoHocmu OpeanHvle namoaiocuu

Honeocpounas pemuccus,| Konmponv Hao bonesnvio,

Hannuamusnas
apaouxayuss MOB HU3KAs MOKCUYHOCHb

Ienv mepanuu

Cywecmeyem 00beKMUBHASL WKANA OYEHKU YUCAA U MANCECMU CONYMCMEYIOUUX
sabonesanuil (komopouonocmu) — CIRS (Cumulative Iliness Rating Score) (cm. npunoscenue I72).
B peanvhotl Kiunuueckou npakmuke OYEHKA KYMYIAMUBHO2O UHOEKCAd KOMOPOUOHOCMU He
mpebyemcsi. B nacmosiwee epemst nouwsmue «3HaUUMAsi KOMOPOUOHOCMbY He Modcem Obinb
00bEKMUBHO U BOCHPOU3BOOUMO Onpedesieno. B ceasu ¢ smum pacnpedenenue nayueHmos Ha
mepanesmuyeckue pynnvl NPOBOOUMCs NO PeUeHUI0 8payd.

Pezynomamer  kpynuvix  knunuueckux — uccireoosanuii  2000-x  2e.  ybeoumenvHO
CBUOEMEeNbCMBYION 0 HUZKOU 3P GEKMUBHOCIU UMMYHOXUMUOMEPANUU Y NAYUEHMO8 C Oeleyuell
17p. Oonaxo smo yumoecenemuueckoe HapyuieHue 8vlasiiaemcs 00 Havaia mepanuu 1-i nunuu
moavko y 1 % nayuenmos. Hucno nayuenmos ¢ KIUHUYECKOU peppakmepHOCmbio
(npoepeccuposanuem Ha ¢poHe nedenus unu ObICMPbvIM peyuou8om) npudIU3UmMenbHo 8 2 pasa
bonvwe. dmu HabodeHus aeeiu 8 ocHogy nousmusi XJ1J1 évicokozo pucka.

Takum obpazom, npu npogedenuu mepanuu 1-u aunuu nayuenmvl moeym Ovlmb
pacnpeoeneHvl Ha 3 epynnbl.

1. K 1-ii epynne omnocamcsa monoovie nayuenmol (Menee 65 nem) Oe3 Oeneyuu 17p u/unu
mymayuu TP53 ¢ xopowum comamuueckum cmamycom 6e3 conymemayiowux 3aoonesanuil. B
MO 2pynne HeodX0OUMO CIPEMUMBCSL K OOCHUNICEHUIO NOJIHOU PEMUCCUU, NO B03MONCHOCIU
¢ apaoukayueti MOB, nockonvbKy moibko maxas maKkmuka MOodcem npugecmu K peaibHOMy
yeenuyeHuro npooondcumenvHocmu scusHu. Ocnosa nievenus NayueHmos 3mou cpynnvi —
Kypcosas umMMyHoxumuomepanus. B nooepynne nayuenmos 6e3 mymayuu cenos |GHV
KOMOUHayus  ubpymunub6a™>* u  pumykcumaba™*  okazanace  3HayumenvHo  6ojee
aghghexmuenou u menee moxcuyHou no cpasnenuro ¢ pexcumom FCR. YV nayuenmos 6e3
mymayui  2enoe |GHV  moocem paccmampusamovcs  6o3mooncnocms  mepanuu  ubpy-
MUHUOOM™ ™.

2. Ko 2-1i epynne omnocamcs nayueHmol NPeKIoOHHO20 803pacma (cmapwe 65 nem), a makdice
MOI00ble NAYUEHMbL CO MHONCECMBOM CONYMCMBYIOWUX 3a001e8anull. B smoil epynne HyslcHo

cmpemumsCsi. K OOCMUNCEHUIO  3(PDEeKMUBHO20 KOHMPOAs HAO Onyxoivlo, uzbeeas
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HeonpasoaHHoU MOKCUYHOCIU. AHANIO2U NYPUHOG 8 DMOUL 2PYNNeE Tyylle He UCNONb308aAMb UIU
NPUMEHAMb 8 PeOYYUPOBAHHOM BUOE.

3. K 3-ii epynne omnocames nayuenmul ¢ oeneyuetl 17p u/unu mymayueti TP53 nezasucumo om
so3pacma u komopouonocmu. Tepanueil b100pa y 3Mux NAYUEHMO8 AGNIAEMCs NPUMEHEHUe
uopymuHuba™* 6 mouopedicume. Y MOn00vIX NAYUEHMO8 NPU BOZMONCHOCHU Mepanus
UOPYMUHUOOM™™  QONIJICHA  CIYHCUMDB  NOO2OMOBKOU K MPAHCHIAHMAYUU — ATIO2EHHbIX
CMBOJIOBbIX KIIEMOK.

V nayuenmos cmapueckozo 8o3pacma ¢ OpeaHHOU HeOOCMAMOYHOCMbIO Yelb Je4eHUs.

najiiuamueHa.

3.2.1. IlepBas JmHus Jedyenusa XJIJI/JIMJI y mauMeHTOB MoJIOKe 65 JjeT ¢ Xopommum

COMATHYECKUM CTATyCOM 0e3 BbISIBJIeHHOI qejenuu 17p wiau myramuu TP53

[Taniuentam ¢ BepudumupoBanapiM XJIJI/JIMJI monoxe 65 et 6e3 3HAYMMOM KOMOPOMIHOCTH
(pu3uyeckn akTUBHBIM, O€3 TSHKEIBIX COMYTCTBYIOMIMX 3a00JIeBaHU, C HOPMAIbHON (pyHKIIMEH
nouek) 6e3 aenenuu 17p wiu mytauuu TP53 B kauecTBe 1-if TMHUY JIeYeHHS] peKOMEH/IyeTCst 1St
JOCTHXKEHHUSI PEMUCCHH TIPOBEIcHHE MMMyHOXuMHUoTepanuu 1o cxeme FCR: (Purykcuma6** — 1
muKT: 375 mMr/m? B/B KarL, aeHb 1, mocnexyromye mukist: 500 mr/m? B/B kam. mim 1600 Mr n/k,
neHb 1; #Omynapabun™* — 25 mr/m? B/B Kar., qau 1-3; #lluxknodochamug** — 250 Mr/m? B/B Karl.,
aan 1-3). (cXeMbl peKUMOB JIeUeHusI ¢M. B Tipuioskennu A3.3) [23,24].

YpoBeHb y0eIUTEILHOCTH peKoMeHIaluii — A (YPOBeHb I0CTOBEPHOCTH 10KA3aTeJIbCTB — 2).
Kommenrapuu: cmanoapmom mepanuu 1-ii aunuu y Monoovix nayueHmos ¢ XOpouwuM
comamuyeckum cmamycom (kpome nayuenmos c del(17p) w/unu mymayueti TP53) asnsemcs
pedxcum FCR (¢pnyoapabun™*, yuknogocchamuo™*, pumyxcuma6**). Obnoenennvie ¢ 2016 .
pesynomamul ucciedosanusi CLLS nokazanu, umo 6 epynne FCR uucno evicusuiux npu meouare
Habnooenus, pashotl 5,9 200a, cocmasuno 18,7 % no cpasuenuto ¢ 66,9 % 6 epynne FC (OP 0,68,
95 % oosepumenvuviii unmepsan (M) 0,535—0,858, p = 0,001). Meouana BBII y nayuenmos ¢
mymayusmu eenos IGHV, nonyuaswux reuenue no cxeme FCR, ne docmuenyma [24). Ilpu smom
peoscum FCR accoyuupyemcsi ¢ 6bICOKOU 4aACMOMOU pA3GUMUs HeHCeNamenbHbIX A8NeHUl,
0COOEHHO YUMONeHuu U UHQDEKYUOHHBIX OCHodCHeHull. Jletikonenusi u Heumponenus 3—4-u
cmenenu maxcecmu coenacho oowum kpumepusim moxcuynocmu (CTC) nabnrooanuce y 24 u 34 %
nayuenmos, nonyyasuux FCR, y 25 % 3aguxcuposano pazsumue ungexyuii 3—4-ii cmenenu

msstcecmu.

[Taruentam ¢ BepuduuupoBanHeiM  XJUI/JIMJI  monoxe 65-70 ner ©Oe3 3HauMMOM

KOMOPOMAHOCTH ((U3NYECKH aKTUBHBIM, 0€3 TSDKEJIBIX COMYyTCTBYIOIIMX 3a00J€BaHUM, C
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HOpMaJIbHOU (hyHKIIHEH 1modek) 0e3 neneruu 17p unu mytanuu TP53, y KOTOPBIX HE MOXKET OBITh
npoBesieH pexxuM FCR (cxeMbl pe)KMMOB JiedeHUs: cM. B mpuioxenun A3.3), B kadecTBe 1-i
JMHUYM PEeKOMEHIyeTcsl MPOBE/ICHIEe UMMyHOXUMHOTepanuu 1o cxeme RB (purykcumad** — 1
K 375 Mr/m? B/B Kar., aeHs |1, nocnenyromuye ks 500 mr/m?2 B/B Kar. wim 1600 mr m/k,
neHb 1; #oenmamyctun™* — 90 mr/mM? B/B Kam., 1HU 1, 2) U TOCTHXKCHHS PEMHUCCUHU (CXEMBI
PEXKHUMOB JiedeHus cM. B pwiokennn A3.3) [25,26].

YpoBeHb yoenuTeJbHOCTH PeKOMeHIalHii — A (YPOBEHb J0CTOBEPHOCTH JI0KA3ATEIbCTB — 2).
KommenTapuu: npu nesosmooicnHocmu nposedenusi pescuma FCR anbmepnamusHuiM 86apuanmom
1-1 aunuu mepanuu mooicem Ovimb KomOumayus Genoamycmuna™* u pumyxcumaba™* (BR).
B uccneoosanuu CLLI0 nokazano, umo pexcum BR menee mokcuuen no CpagHeHuIo ¢ percumom
FCR, xomsa u menee sghgpexmugen. Yacmoma obweeo omsema 6 obeux zpynnax cocmasuid
95-96 %. Meouarna BBII maxoice oxkazanace 6onvute 6 epynne FCR (55,2 mec. npomus 41,7 mec.,
OP 1,643, 95 % /1 1,308-2,064, p = 0,0003). Heiimponenus u ungpexyuonuwvle 0CL0NCHEHUs
3-4-11 cmenenu mscecmu no CTC 3uauumenvho wawe peeucmpuposanucy 6 epynne FCR
(87,7 % npomuse 67,8 %, p < 0,001 u 39,8 % npomus 25,4 %, p = 0,001), ocobenno y nayuenmos
cmapwe 65 nem (48,4 % npomus 26,8 %, p = 0,001). Ilo uacmome pazsumus anemuu u
MPOMOOYUMONEHUU, A MAKICce CLYUaAe8 CMEPMU, C8A3AHHOLL C leYeHUueM, 2PYNnbl CMamucmu4ecKu
sHauumo ne paziuyaiuce (3,9 % npomue 2,1 %). B uccredoséanuu CLLI0 noxazano, umo
agppexmusnocme pexcumos BR u FCR y nayuenmos cmapwe 65 nem conocmasuma [26].
B mHoeoyenmposom poccuiickom ucciedo8anuu nokazaro, umo pexcum BR pazymno 6ezonacen u
evicokoappexmusen 6 mepanuu l-ii aunuu y nayuenmog c¢ XJIJI npu Hazmauvenuu
#oenoamycmuna™* 6 0oze 90 me/m? 6 KombuHayuy ¢ pumykcumabom™* ¢ dose 375 me/m? 6 1-m

yuxne u 500 me/m? 60 2—6-m yuxnax.

[Taumentam c¢ BepudumupoBanubiM  XJUI/JIMJI  monoxe 65-70 ner 6e3 3HAaYMMOM
KoMopOuaHocTH 0e3 Mytanuii reHoB |GHV npu Hanmumy BO3MOXHOCTH B KauyeCTBE OJHOU W3
onuui 1-i JIMHUM Teparmuu MOKET OBbITh PEKOMEHI0BAHA Ul JOCTHXEHUS PEMUCCUU Tepanus
ubpyTuHHOOM™* B MoHOpexume B no3e 420 mr/cyt (3 kamcynsl) BHYTph | pa3 B JieHb 10
NPOTPECCUPOBAHMSI WJIM PA3BUTHS HENEPEHOCUMOW TOKCHYHOCTH WM B KOMOWHAIIMK C
putrykcumaboM™** (nOopytrHNO** — 420 Mr/cyT (3 Kamncynbl) BHYTph | pa3 B JieHb, CKEIHEBHO;
#putykcuma6** — 50 mr/m? B/B Kar., 1eHb 1 mukia 2; 375 mMr/m2 B/B Karl., Jenb 2 mukia 2; 500
mr/mM? B/B Kam. win 1600 Mr r/k, neHs | uKIoB 3—7, JiedeHHe BO30OHOBIseTCs Ha 29-if /eHb,
BCEro 7 IMKIIOB) (CXeMBbI peXKUMOB JIeUeHUsI cM. B Tipuitoxkennu A3.3) [27,28].

YpoBeHb y0eIuTEILHOCTH peKoMeHIaluii — A (YpoOBeHb IOCTOBEPHOCTH 10KA3aTeJIbCTB — 2).
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KommenTapuu: 6 uccieoosanuu EI1912 nayuenmvr monooce 70 nem 6e3 oOeneyuu 17p
PAHOOMUBUPOBATUCH HA 2 2PYNNbL. NOJyYABUIUe UOPYMUHUO™™ 6 KOMOUHAYUU C pUMYKCUMAOOM™ ™
u npoxoousuiue mepanuio 8 pedxcume FCR. B uccredosanue ovino sxnoueno 529 nayuenmos.
Kombunayus  ubpymunub6a™* u pumykcumaba™*  swauumenvno npeezowna FCR no
aghgpexmuenocmu u 6beszonacrocmu. Habnooanoco 3nauumenvrnoe ynyuwenue xkax BBII (OP
0,352; 95 % /JI1 0,223-0,558; p < 0,0001), max u OB (OP 0,168; 95 % /1 0,053-0,538,;
p = 0,0003). Pesxxcum FCR uawe svizviean neiimponenuto 3—4-u cmenenu (44 % npomus 23 %;
p < 0,0001), a maxoice ungexyuonnvie ocnoxcrnenus (17,7 % npomus 7,1 %; p < 0,0001) [27].
Haubonee cywecmeennoe npesocxoocmeo 6 yposwe BRIl u OB nonyueno y nayuenmos 6e3
mymayuii 2enog |GHV (OP 0,262; 95 % JJH 0,137—-0,498; p < 0,0001). Ha ochosanuu nonyuennvix
Oanubix ubpymunub™* ¢ nacmosuwee spems pexomenoyemces National Comprehensive Cancer
Network xax mepanus 1-ui aunuu y nepsuunvix nayuenmos XJIJI 6e3 mymayuii eenos IGHV [29].
Y nayuenmoe ¢ mymayusamu cenoe |IGHV FCR svi3vi6aem onumensvHvle pemuccuu. B smoti epynne

nayueHmos uopymuHub™> ne umeem 3HAUUMeENbHO20 NPEUMYUIECMEA.

[TaruenTam, moxy4arommmM putykcumMad™** B 1-if smann nedenus XJIJI/JIMIIL, npu cioxkHOCTH
OCYILIECTBIICHUSI BEHO3HOTO JIOCTyNa HAa4YyMHAsA CO 2-i J03bI MOXKET OBITh PEKOMEHI0BAHO
NPUMEHEHHE TOAKOXKHOW (OpMBI pUTyKCHMMada** B QukcupoBanHoi 103¢ 1600 Mr (cxembl
PEXHMMOB JieueHus cM. B puiioskernu A3.3) [30].

YpoBeHb y0eIUTEILHOCTH peKoMeHIaluii — A (YpoBeHb I0CTOBEPHOCTH 10KA3aTeJIbCTB — 2).

3.2.2. TlepBasg Jaunusa Jjgedyenus XJIJI y mNOXKWIBIX TAIUEHTOB W TMAIHEHTOB

¢ KOMOPOMJAHOCTHIO €3 BhIsIBJIeHHOH Aeennu 17p wiam myrauuu TP53

[TatmenTtam ¢ BepudunupoBanubiM XJIJI/JIMJI crapme 65-70 ner v mauueHTaM ¢ TSXKEJIbIMU
COITyTCTBYIOIMMHU 3a00JI€BaHUSAMHU MM YTHETEHUEM MouyeuyHoi ¢yHkuuu Oe3 aeneuuu 17p mim
myTanuu TP53 pekoMeHnayercs Ui JOCTHXKEHUS] pEMUCCUU NTpoBeeHHE 1-I1 TMHUM Tepanuu 1o
OJTHOW U3 CIIEAYIONINX CXEM B 3aBUCHMOCTH OT IPEATIOYTEHUH U OIbITa MEAUIIMHCKOTO IIEHTPA U
Jevaniero Bpava (CXeMbl PeXKUMOB JICUCHHUS CM. B IprIoskeHnn A3.3):

1. #XmopamOyrma** 0,5 mr/kr BHYTph, nHU 1, 15 + obunyTy3ymad** 1000 mr B/B, nenp 1
(100 mr B Teuenue 4 yacon), 2 (900 mr), 8, 15 (uukn 1), newp 1 (tmkier 2—6). JleueHue
BO300HOBIsIETCS Ha 29-1 nenp [31].

2. #benmamyctua** 90 mMr/m? B/B Karl., 1uu 1, 2 + puTykcuma6** 1 kot 375 mr/m? B/B Kar.,
nensb 1, mocienyromme mukisl: 500 mr/m? B/B kam. mmu 1600 mr m/k, neHs 1. Jleuenne

BO300HOBIIsIETCs Ha 29-11 nensb [25,26,32].
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3. Uopyrunu6** 420 wmr/cyt (3 kamncynel) BHYTpb 1 pa3 B [IeHb, E€XEIHEBHO =
#purykcumado** 50 Mr/m? B/B Kail., nenb | umkia 2; 375 mr/m? B/B Kail., IeHb 2 HUKIa 2;
500 mr/m? B/B Kam. wim 1600 Mr /K, neHs | nukioB 3—7, IedeHne BO30OHOBIETCS Ha 29-
it nens [33-35].

4. Pexum FCR-Lite (#purykcuma6** — 1 mmxr: 375 Mr/m? B/B Kall., ieHb 1, OCIeIyoIIHe
nukisr: 500 mr/m? B/B kam. w1600 mr 1/k, nens 1; Guyaapabun** — 20 Mr/m? BHYTpS,
nuu 1-3; #uuknodochamua*™* — 150 mr/m? BHYTps, guu 1-3. Jledenue Bo300HOBIAETCS
Ha 29-i1 nenn) [36].

5. #XnopamOyumr** 10 Mr/m? BHTpb, HE 1—7 + puTykcuMad** 1 ko 375 Mr/m? B/B Kar.,
nenp 1, nocnemyromue mukist: 500 mMr/m? B/B kam. wam 1600 mr n/k, nens 1. Jledenue
BO300HOBIIsIeTCS HA 29-11 nenb [37,38].

6. #Beneroxnakc 20 mr/cyt, nuu 22-28 nukna 1; 50 mr/cyt aau 1-7 nukina 2; 100 mr/cyt
nau 8—14 nukina 2; 200 mr/cyt nuu 15-21 nukna 2; 400 mr/cyT qau 22-28 nukia 2, ganee
400 mr/cyT B Teuenue 12 mec + oouHyTy3ymMad™** 100 mr, aesp 1 mukna 1; 900 mr gens 2
nukna 1; 1000 mr gens 8 nukia 1; 1000 mr gens 15 nukna 1; 1000 mr gens 1 nukia 2;
1000 mr gens 1 muximos 3-6 [39].

7. Benerokinakc B pexxume MoHoTepanuu 20 mr/cyt (Hea. 1), 50 mr/cyt (uexn. 2), 100 mr/cyt
(men. 3), 200 mr/cyt (uen. 4), 400 mr/cyT (Hen. 5 u nmanee), 10 MPOTPECCUPOBAHUS WITH
pa3BUTHS  HENEPEHOCHMMOW TOKCHYHOCTH —  TAI[UeHTaM, KOTOPBIM  JICUCHHE
HOpyTHHHOOM™ * He MOXeT ObITh HazHaueHo [40].

YpoBeHb y0eIUTEILHOCTH peKoMeHIaluii — B (ypoBeHb 10CTOBEPHOCTH I0KA3ATEILCTB — 3).
KoMMeHTapuM: ) nodcunvix nayuenmos Mo2ym NPUMEHAMbC MeHee UHMEHCUBHBLE PeNCUMbL
UMMYHOXUMUOMEPANUU, MePanus map2emubiMu npenapamami.

B uccneoosanuu MABLE conocmaénenvt pexcumvr BR u CIb-R y noowcunvix nayuenmos u
nokasama 6osiee 8blCOKAS YACMOmMa NOAHbIX pemuccuti 8 epynne BR, a makoce yeenuuenue BBIT
(39,6 mec. npomuse 29,9 mec. coomseemcmeenno, p = 0,003) [32]. I[lo dannvim poccuiickoeo
DPAHOOMUBUPOBAHHO20 Ucce0o8aHus, npumenenue pedcuma FCR-Lite noseonuno yeeruyums
meouarny BBII noocunvix nayuenmog ¢ XJIJI 0o 37,1 mec. (no cpasuenuto ¢ 26 mec. npu
npumenenuu pexcuma CIb-R) [36].

B uccneoosanuu mnemeykoti epynnot no uzyuenuro XJIJI CLLII1 cpasnusanuce monomepanus
xnopamoyyunom** (CIb), mepanus kombunayuei xnopambyyura** ¢ pumyxcumadom** (R-CIb)
u kombunayueu xropamobyyura** ¢ oounymyzymabom** (G-CIb) [31]. Hauborvwas wacmoma
0bweeo omeema (17,3 %) u nonuvix pemuccuii (22,3 %) nabrooanacwy ¢ epynne G-Clb. Peocum
G-ClIb nossonssem dobumocs spaduxayuu MOB 6 nepugpepuueckoil kposu u kocmuom mosee y 37,6

u 19,5 % nayuenmos coomseemcmeenno. Obunymysymadb 6 cowemanuu ¢ xiopamoyyuiom™*
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noszeonsem yeeauuumo BBII 0o 26,7 mec. (p < 0,0001 6 cpasnenuu ¢ mepanueti R-Clb u
xnopamoyyunom™*). Ungysuu oburnymysymaba™* credyem npoeooume npu Haiuduu 0OCmyna K
cpeoCcmeam IKCMpPeHHOU MEOUYUHCKOU NOMOWU C A0eK8AMHbIM MOHUMOPUHSOM. Y nayuenmos ¢
OobwWol  Maccol  onyxonu onpaedanHa npeogaza 6 eude [1-2 Kypcos monomepanuu
xnopamobyyunrom™**, nanpasnennol Ha ymeHvueHue Maccobl Onyxoau. Adexeamuasn npoguiakmuka
UH@DY3UOHHBIX peakyull (npemeouKayus AHmMueUCMamMUHHbIMU NPEenapamamu u 6/6 8eedenuem
Odexcamemasona**, esedenue 1-u 003vl 6 2 smana, npouiakmuueckuti omxaz om aHmu-
2UNEPMEH3UBHBIX NPEnapamos) No360J5en CAPABIAMbC ¢ UHQY3UOHHbIMU peakyusmu. B
OobUUHCINGE CIYYaAe8 OHU 803HUKAIOM moabko npu 1-ui ungysuu obunymysymaba™**, max kax
eunepaumM@oyumo3s 00blYHO NOIHOCMbIO pazpeuwaemcs 3a 1 neo.

B 2018 2. 6viiu npeocmasnenst pezyiomamsl 4-1emmne2o HAOMOOCHUS 8 PAMKAX UCCAEO08AHUSL
Resonate-2, 6 xomopom cpasnusanuce monomepanusi UOPYMuHUGOM™* u xnopambyyurom™*
6 l-u qunuu mepanuu XJIJI y nooxcunvix nayuenmos [33,34]. B uccredosanuu

**

NPOOEMOHCIMPUPOBAHO 3HAYUMENLHOE NPEBOCX00CMEO UOPYMUHUOA™™ Had xaopamoyyuiom™™>,

6 mom uucne no ypoeuio OB. Meouana BFII ¢ epynne ubopymunuba™>

He docmucHyma npu
Meduane npooodcumenvHocmu Haomooenus 6 48 mec. BBII 6viria 3nauumenvHo 6viuie npu
NpUMeHeHuu ubpymunuba™* 6o 6cex epynnax nayueHmos, 6 mMoOM UUucie y NAyueHmos ¢
HebnazonpusmuulMu 2eHemudeckumu ¢axkmopamu. OB Ovlia 3HauumenvHo Gvlue 8 zpynne
ubpymunuba™*, uem 6 epynne xaopamoyyuna**. Obwuu omeem cocmasun 86 % 6 epynne
nayuenmos, noayyaguux ubpymunud™*, u 35 % — 6 epynne nayuenmos, nonyuasuIux
xnopamoyyun**, co cmamucmudecku 3nayumotl pasuuyei (p< 0,0001). Tepanus uopymunubom™*
6 1-ti aunuu He CcONpoBOHCOANACL 3HAYUMETLHLIM NOBBIUEHUEM YACHOMbl HeNCeNAMeNbHbIX
A6NeHUll U He mpebosana npedbl8anus NAYUeHmo8 8 CmayuoHape.

B uccrneoosanuu Alliance nepeuunvle nayuenmsi cmapuie 65 jnem paHOOMUSUPOBAIUCL HA
3 epynnoi’: nonyuasuiue mepanuio 8 pedxcume BR, kombunayuio ubpymunuda™* u pumyxcumaba™*
u monomepanuio ubpymunubom™* [35]. Jeyxnemmnsss BBII 6 epynne 6Genoamycmun™* +
pumykcumad™** cocmasuna 74 %, 6 epynne uopymunuba** — 87 %, 6 epynne xombunayuu
ubpymunuba®** u pumyxkcumaba** — 88 %. Yacmoma cemamono2uyeckux HexdcenamenbHbix
saenenutt 3, 4 unu 5-1i cmeneHu Ovlia 6vie 6 epynne KOMOUHayuu OeHoamycmuuHa™* c
pumykcumadbom™* (61 %), uem 6 epynne ubpymunuba™* ¢ peacume monomepanuu (41 %) u 6
epynne ubpymunuba™* ¢ kombunayuu ¢ pumyxcumabom™* (39 %).

Hobasnenue x xnopambyyuny** monoxnonanonozo anmumena k CD20 ynyuwaem pe3ynbmamoi
JledeHusi npu npuemiemol moxkcuunocmu. B 2 nepanoomusuposannvix uccreoosanusx [37,38],
8bIO0PKU NAYUEHMOB 8 KOMOPLIX PA3IUYATUCH NO KOMOPOUOHOCMU, NHOKA3AHO, Ymo 00basieHue

pumykcumadba** x xaopamoyyuny** yeenuuusaem meouany BBII ¢ 18 0o 24 mec., xkpome

27



nayuenmos c delllq, y komopvix BBII cocmaeuna 12 mec. Kombunayus xaopambyyura™* c
PUMYKCUMAOOM™ ™ 3HauumenvHo ycmynaem no 3@gekmuenocmu 6cem 0CmatbHbIM 8apUAHMAM
JleYeHUsl NONCUNILIX nayueHmos. Ilpeonoumumenvusl Opyaue 6apuaHmol ie4eHusl.

B uccneoosanue CLL 14 6vino exnroueno 432 nayuenma (cpeonuti eozpacm 72 2ooa, CIRS
8 bannos, kiupenc kpeamurnuna 66,4 mn/mun). Ilayuenmol Ovliu paHOOMU3UPOBAHbL HA PYNNbL,
noayuasuiue KOMOUHAYUIO BeHeMOKIaKca U OOuUHymy3ymaba u noaydasuiue KOMOUHAYUIO
xnopamoyyuna** u oounymysymaba (216 nayuenmos 6 xaxcoou epynne). Tepanus npogoounacs
Guxcuposannvim Kypcom onumenvhocmoio 12 mec. Yepes 24 mec. BBII 6vina 0ocmosepho gviuue
8 epynne 6eHemoKIaKca u oounymy3ymada, yem 8 epynne Xaiopamoyyura™* u oounymysymaba
(88,2 u 64,1 % coomeemcmeenno). Jannoe npeumyuecmeo Oommeudanocob y NAYUeHmos ¢
Hanuuuem u omcymcmeuem Oeneyuu 17p u mymayuu TP53, ¢ namuuuem u omcymcmeuem
mymayuu 2enos |GHV. Yacmoma obweco omeema cocmasuna 84,7 % 6 epynne senemoxnaxca
(6 49,5 % cnyuaes — nonnas pemuccus, 6 35,2 % — uvacmuunas) u 71,2 % 6 epynne xnopambyyuna

u oounymysymaba (6 23,1 % — nonnas pemuccus, 6 48,1 % — uvacmuunas) (p < 0,001) [39].

[Tatmentam crapmie 75-80 ner ¢ BepuduuupoBanHbiM XJIJI/JIMJI 1 HEBBICOKOW OKumaeMon
IPOIOJDKUTEIBLHOCTRIO JKU3HU, OOYCJIOBJICHHOW BO3pPacTOM, OpPTaHHOM HEJOCTaTOYHOCTHIO,
TSOKETIBIMH ~ CONTYTCTBYIOIIMMHU  3a00JICBaHUSIMH, PEKOMEHJAO0BAHbl HaWMEHEe TOKCHYHBIC
BapHUaHTHI TEPAITHH:
1. Monorepanus #xaopamOyuunom™** 0,07—0,20 MI/Kr BHYTpb €XKeITHEBHO B TEUECHHE 2—
4 Hell. ¢ TIOCIeAY UMM oA00poM 10361, [41].
2. Monotepanusi MOHOKJIOHATbHBIMU aHTUTeNamMu kK CD20 - purykcuma®d**  wim
o0MHYTYy3yMab™** B COOTBETCTBYIOIIEH 3aperMCTPUPOBAHHOM MHCTPYKIUH
no3upoBke [42].
3. MoHoTtepanus nopyTHHUOOM™* B MaJbIX J103ax, COOTBETCTBEHHO
3aperucTpupoOBaHHOM UHCTPYKIHHK [43].

YpoBeHb yoenuTeabHOCTH pekoMenaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTeJbCTB — 4).

3.2.3. llepBas aunus Jeuyenus XJIJI y nanmenToB ¢ nejenueii 17p nau myramnueis TP53

[Taruentam ¢ BepuduuuposanubiM XJIJI/JIM u3 rpynnsl Beicokoro pucka (¢ del(17p) w/mnu
mytanueit TP53) mis MOCTHXKEHHS PEMUCCHU TPH HATMYUH BO3MOXKHOCTH PEKOMEHI0BaHA
Tepanusi HOPYTUHUOOM™™ 10 TIPOrpeCCUpPOBAHUS WM PA3BUTHS HENEPEHOCHUMON TOKCHYHOCTH.
NOpyTHHHO** MOXET NpPUMEHSAThCS KaK B MOHOpPEXHME, TaK M B KOMOHMHAaLUU C
UMMYyHOXUMHOIIpenapaTamu (OeHnamyctun**, purykcuMa0**) (cxeMbl pe)KHMOB JICUCHHS CM. B
npunoxkernn A3.3) [33,44].

YpoBeHb yoenuteabHoCcTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH JI0KA3ATEIbCTB — 3).
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e [lanmentam c BepudumupoBanapiM XJIJI/JIMJI u3 rpymmsl Beicokoro pucka (¢ del(17p) n/mmm
myTarmedr TP53) npu HamMuuy BO3MOXKHOCTH PeKOMEHJI0BaHA Tepanus KOMOWHAaIUEH
#Beneroxnakca 20 mr/cyT, n1uu 22-28 nukna 1; 50 mr/cyt nau 1-7 nukna 2; 100 mr/cyt nau 8-14
rukia 2; 200 mr/cyt gaun 15-21 nuxima 2; 400 mr/cyt gam 22-28 mukia 2, qanee 400 Mr/cyT B
teueHue 12 mec. u oouHyTy3ymabda** 100 mr, nenp 1 mukia 1; 900 mr nens 2 nukma 1; 1000 mr
nenb 8 mukna 1; 1000 mr gens 15 nukna 1; 1000 mr gens 1 mukima 2; 1000 mr 1edp 1 mukinoB 3—
6. dukcHpoBaHHOM MPOJOIKUTEILHOCTBIO 12 Mec. (CXeMbI PEXKHUMOB JICUCHUS CM. B IPUIIOKCHUN
A3.3) [39].

YpoBeHb yoeauTeJbHOCTH peKOMeH1anuii — B (YpoBeHb 10CTOBEPHOCTH JI0KA3aTeJIbCTB — 2).

e MonoasiM nanueHTam ¢ BepudunupoBanabiM XJIJI/JIMJI 6e3 3HauMMOi KOMOPOUIHOCTH W3
rpynmsl Beicokoro pucka (¢ del(17p) w/unu mytarueit TP53) mocne tepanuu uOpyTHHUOOM™ ™ 1
OpU  JOCTHXKEHUH OOBEKTHMBHOIO OTBeTa B 1-i1 JTMHUM pPeKOMEHI0BAHO PACCMOTPETh
BO3MOKHOCTh MPOBEJICHUS TPAHCIUIAHTAIINH AJIJIOTEHHBIX T€MOIO3TUYECKUX CTBOJIOBBIX KIIETOK
B KauyecTBe KoHcomuaanuu [45,46].

YpoBeHb y0eIUTEILHOCTH peKoMeHIaluii — B (YpoBeHb 10CTOBEPHOCTH JI0KA3aTE/ILCTB — 3).
KoMMeHTapuU: onmumanoHblM CPOKOM NpOoBedeHus MpaHCNIaunmayuy ciedyem Ccuumamso

2-11 200 mepanuu uOPYymuHuboM™*.

e [lanuentam c BepuduuupoanusiM XJIJI/JIMJI u3 rpynmnsl Beicokoro pucka (¢ del(17p) n/umu
mytanuei TP53), koTopsiM eueHre HOpyTHHHOOM™* ™ He MOXKET OBITh Ha3HAUEHO, NP HATHYHH
BO3MOXKHOCTH PEKOMEHyeTCsl Ha3HAYCHHUE BEHETOKJIAKca B PEKUME MOHOTEpamuu (CXEMBbI
PEXHMMOB JIeUeHUs CM. B ipuiioskernu A3.3) [47].

YpoBeHb y0eIUTEILHOCTH peKoMeHIaluii — B (YpoBeHb 10CTOBEPHOCTH I0KA3ATENILCTB — 3).

3.3. Be1oop repanuu XJIJI 2-if ¥ nocjaexyoummx JUHAKR

Buvibop mepanuu npu peyuousax XJIJI 3a6ucum om ciedyrowux pakmopos:

o mepanua 1-ti aunuu;

O 8pems HACMYNIeHUs peyuousa;

O  KIUHUYECKAsl KapmuHa peyuousd.

B mepanuu peyuouea, kak u ¢ mepanuu I-ii 1uHuU, NPUHYUNUATbHOE 3HAYEHUe UMeenm
onpeodenenue oeneyuu 17p u mymayuu TP53. Ympama ¢hynkyuu TP53 6 peyuouse nabrooaemces
v 20 % nayuenmos. Ilpu sevisisnenuu ympamor TP53, kax u 6 l-ti qunuu mepanuu, naubonee

ONPABOAHHBIM ABNAEMCS HA3HAYeHUe UOPYMUHUOA™™, ecliu OH He NPUMEHSLICS paHee.
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e [lammentam ¢ mo3guuM peruanBom XJUJI/JIMJII nmocine ummyHoxumuoTepanuu (>24 Mec. mocie
MOCJICTHEH TEparuK) MPpH OTCYTCTBUU Jeeruu 17p u mytanuu TP53 pexkomenayercesi ouH U3
CIICTYFOIMX BAPHAHTOB JICUCHHs (CXEMbI PEXKMMOB JICUCHHUS CM. B IpritoskeHun A3.3):

1. TloBTop uMMyHOXHUMHOTepanuu 1-ii muauu [48].
2. AJBTEpHATUBHBIN PEXKUM UMMyHOXUMHOTepanuu [48,49].
3. Hopyturn6** 420 mr/cyt (3 kamncyisbel) BHYTph 1 pa3 B JIeHb €XKEAHEBHO B TCUCHHE
BCEro Kypca u Jajee (Iociie 3aBepiieHus HukioB BR) — o mporpeccupoBanus uiu
Pa3BUTHS HeNpHeMIeMoil TokcuuHoctH + BR (#6enmamyctun** — 90 mr/m? B/B
Kar., a1 2-3 mukia 1; qau 1, 2 nukinoB 2—6; putykcumad™* — 375 Mr/M? B/B KaIl.,
nenb | mukia 1; 500 mr/m? B/B karr. win 1600 mr r/k, neHs | uukios 2—6. JleueHne
BO300HOBIIsIETCS HA 29-1 JIeHb., Bcero 6 nukioB) [50-53].
4. Kombunanus Bererokiakca 20 mr/cyt (Hen. 1), 50 mr/cyt (vex. 2), 100 mr/cyt (Hen.
3), 200 mr/cyt (Hen. 4), 400 mr/cyt (Hex. 5 u manee), mpueM B TeueHue 24 mec.
HauuHas ¢ 1-ro qus 1-ro nmKIia redeHus: putykcumadbom™** u purykcumaba** 375
Mr/mM? B/B Kam. 4epe3 1 Hes. MOciIe JOCTIKEHHUs J03bI BeHeToknakca 400 Mr/cyT,
nanee — 500 mr/m? B/ kam. wiu 1600 Mr i/ exemMecsgHO, Bcero 6 BeneHumii [54].
YpoBeHb y0eTUTEILHOCTH PeKOMeHIaluii — A (YPOBEeHb I0CTOBEPHOCTH 10KA3aTeJIbCTB — 2).
KomMmeHTapuu: y nayuenmos c¢ nO30HUM Peyuougom 6blOOp mepanuu 3asucum om 6uod,
Pe3yIbmamos u nepeHoCUMOCmu nocieoHel mepanuu, oowe2o cocCmoanus U KoMOpOUOHOCMuU
nayueHma, a makce npeonoumeHull u 603moxcrocmell Kiunuxu. IloemopHuvle gayoapadbum-
cooeparcawyue Kypcbl 603MONCHBL NPU YCI0BUU, YMO NPU NPOBEOCHUL MO Mepanuu 8 Kaiecmae
1-i nuHuu He HAOMOOANUCL AGNEHUS 3HAYUMETbHOU MOKCUYHOCMU — MSAdCENble 3aAMSAICHbIE
Yumonenuu, noeieKuue 3a coOol MHO2OMECAUHbIE NEPEPLLBbL 8 JICUEHUU, PA3BUMUE TSHCETbIX
UHMEKYUOHHBIX OCNI0JICHeHUl. B Kauecmee mepanuu 2-il TUHUU MONCHO UCHONIL30BAMb MY JHCe
cxemy. Y nayuenmoe ¢ yumonenusmu modxcem Owvimv dpgpexmusen pexcum R-HDMP
(pumykcumad™* 6 couemaHuu ¢ BbICOKUMU O003AMU KOPMUKOCMEPOUOOE Ol CUCHEMHO20
ucnonvzosanusi) [55]. B uccrnedosanusx Il ¢hazvl nomyuenvt ybedumenvhvlie Oanuvie 00
agpgpexmuenocmu pescuma BR (benoamycmun™* + pumyxkcuma6**). YV nayuenmos, panee
ROAYYABUUX XAOPAMOYYUT, MOdcem Obimb d¢hghekmusna mepanusi OEHOAMYCMUHOM™™, pedrcumbl
BR u FCR-Lite. Pesyrnomamul 3 ucciedosanuil c6u0emenibCmeayom o 8blCOKOU d¢hgexmusHocmu
ubpymunuba** ¢ mepanuu peyuousos XJIJI [50-53]. Dpgexmusnocmv monomepanuu
ubpymunubom™* y nayuenmos ¢ peyuousamu cocmasisem oonee 90 %. /[pyeoti s¢hghexmuenoii
cXemotu JleyeHuss peyuousos senaemcs KOMOUHAYUs BeHemOKIAKCd C pUmyKcumadoom™*: e
uccneoosanuu MURANO BHFII nocine neuenus komoOunayuel 6eHemoKIaKca ¢ pumykcumaoom™™

cocmasuna 84,9 % (¢ cpasnenuu c¢ 36,3 % npu neuenuu xombunayuei GenoamycmuHa™* u
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pumykcumaba**) [54). BBII Ovina 3nauumenvho eviuie 60 8Cex KIUHUYECKUX U OUOIO2UYECKUX

nOO2PYNNax nayueHmos.

[Taruentam ¢ panHuM (<24 Mec. mociie mocieaHe tepamuu) peruauBoM XJUJI/JIMIL, panee
HE TOJIyYaBIIMX UOPYTHHUO™*, BHE 3aBUCUMOCTH OT Haymuus Aenenun 17p uinu myrtanun P53
0 BO3MOXXHOCTH PEKOMEHI0BAaHA MOHOTEpanus HOPYTHHUOOM™** B COOTBETCTBHU C
3aperucTpUpoBaHHOM nHCTpyKIwmei [50,51].

YpoBeHb yoeauTeJbHOCTH peKOMeH1anuii — B (YpoBeHb 10CTOBEPHOCTH JI0KA3aTeJIbCTB — 2).

[Taniuentam ¢ panauM (<24 mec. mociie ocienner Tepanun) peruausom XJIJI/JIMII, panee ne
MOJTy4aBIIUX UOPYTUHUO™*, BHE 3aBUCMMOCTH OT Hanuyus jaeieuuu 17p win mytauuu 1P53 B
KayecTBe allbTePHATUBBl HOPYTHHHOY** MOKeT ObITh pPeKOMeHJI0BaHAa KOMOWHaIus
BeHerokiaakca 20 mr/cyT (aen. 1), 50 mr/cyt (wen. 2), 100 mr/cyt (uen. 3), 200 mr/cyT (uen. 4),
400 mr/cyT (Hen. 5 u ganee), mpueM B TedeHHe 24 Mec. HaYuHasl ¢ 1-To qHsS 1-ro mHUKIIa JICYCHUS
putykcumabom** u purykcumaba** 375 MI/M2 B/B Kall. yepe3 1 Hes. mocie TOCTHKEHUS 03B
BeHetokmnakca 400 mr/cyt, nanee — 500 mr/M? B/B Kam. win 1600 Mr /K exeMecsdHo, Bcero 6
BBEJICHUI TUTST IPUMCHCHUS (hUKCHPOBAHHBIM Kypcom JUTUTEITLHOCTHIO
24 mec. (cXeMbl peXKUMOB JIeUeHUsI cM. B Tipuiioskennn A3.3) [54].

YpoBeHb y0eIUTEILHOCTH peKoMeHIaluii — B (ypoBeHb 10CTOBEPHOCTH JI0KA3aTE/ILCTB — 2).

[TanmenTtam ¢ panHuM (<24 Mec. nocne nocneaHen tepanun) peuuausom XJUJI/JIMIL, umeromux
IPOTHBOINOKA3aHUs K Ha3HAuUEHHIO HOPYTHHMOA™™, BHE 3aBUCUMOCTH OT Halnuuus Jenenuu 17p
wid MyTauuud TP53 1Mo BO3MOXXHOCTH pPeKOMEHI0BAHA KOMOMHAIM BeHeTokiakca 20 mr/cyt
(aen. 1), 50 mr/cyt (aen. 2), 100 mr/cyt (aen. 3), 200 mr/cyt (uen. 4), 400 mr/cyT (Hen. 5 u nanee),
npueM B TeueHHe 24 mec. HauMHasg ¢ 1-ro JHA 1-TOo LMKiIa JIedeHHs] pUTyKcHUMaboMm™* u
puTykcumaba** 375 wmr/m? B/B kam. uepes 1 Hel. mocle JOCTHKEHHS I03bI BEHETOKJIAKCA
400 mr/cyt, ganee — 500 mr/m? B/B Kar. win 1600 Mr /K eXeMecsvHO, BCero 6 BBEACHMI (cxeMsr
PEXKHUMOB JIeUeHHUs M. B puiiokeHnn A3.3) [54].

YpoBeHb y0eIUTeILHOCTH peKoMeHanuii — B (YpoBeHb 10CTOBEPHOCTH /I0KA3aTENILCTB — 2).

[Maruentam ¢ XJUJI/JIMJI monoxe 65 ner 6e3 3HAUMMON KOMOPOUIHOCTH, KOTOPBIE B CBSI3U C
PaHHUM PELUAMBOM WU B CBSA3H C BBISIBJICHUEM NpU penuauBe aenenuuu 17p n/unm mytanuu TPS3
HOJy4aau HOPYTHHHO™™ MM KOMOMHAIIMIO BEHETOKJIAKCa ¢ PUTYKCUMAaOOM™ ™, IpU JOCTHKEHUH
OOBEKTHBHOTO OTBETa HAa TEPAINUIO PEIUINBAa PEKOMEHAYeTCS PaCCMOTPETh BO3MOXKHOCTH
QIOTEHHOMW TPaHCIUIAHTAIMK T€MOITOITHYECKUX CTBOJIOBBIX KJIIETOK B Ka4eCTBE KOHCOJUAAINN

[45,46].
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YpoBeHb yoenuTeJbHOCTH peKoMeH1anuii — B (YpoBeHb 10CTOBEPHOCTH JI0KA3aTeJbCTB — 3).

[Maruentam ¢ XJUJI/JIMJI, y kKoTOpBIX HAOIIOAANCS PEIUIUB BO BpeMs MpueMa HOpyTHHHOa™™,
Ipyd HAJTMYUK BO3MOXKHOCTH PeKOMeHAyeTcsl KOMOMHAIMsS BEHETOKJIAaKca M pUTyKcumaba™*
(cxembl peKUMOB JieueHHs CM. B nipuiioxenun A3.3) [47,54].

YpoBeHb yoeauTeJIbHOCTH peKOMeH1anuii — B (YpoBeHb 10CTOBEPHOCTH JI0KA3aTeJIbCTB — 3).

[TaniueHTam, MOJTy4JaronuM pUTYKCHMa0** mo moBoy penuarBa Ju00 peppakTepHOro TeUEHUS
XJUI/JIMJL, ipu CITOKHOCTH OCYIIIECTBIICHUSI BEHO3HOTO JIOCTYyNa Ha4YMHAS €O 2-H 03Bl MOXKET
OBITh pEKOMEH/I0BAHO MPUMEHEHHE MTOAKOKHON (OpMBI puTyKcuMaba™* B pMKCUPOBaHHOM J103€
1600 Mr (cxeMbl peKUMOB JieucHHs cM. B ipuiaoxennn A3.3) [30].

YpoBeHb y0eIUTEILHOCTH peKoMeHIanuii — A (YpOBeHb I0CTOBEPHOCTH 10KA3aTeJIbCTB — 2).

JleueHue maMeHToOB C paHHUM PELUIUBOM (<24 Mec. mocle mociaeIHel Tepanuu 100 BO BpeMs
npuema uOpyTHHHOa**) MO0 pedpakrepapiM TeueHuem XJUJI/JIMJI BHe 3aBUCHMOCTH OT
Hanmuuusl Aenenuu 17p unm myrtamuu P53, pexkoMeHayeTcsi MPOBOIUTH B MEAMIIMHCKHX
OpraHu3aIysaX, o0JaJaloIMX HEOOXOJUMBIMU pecypcaMu Al OOecreueHus: JaHHOM TpyIIIbI
MAIMEHTOB CBOEBPEMEHHOUW 3 (EeKTUBHON M OE30MMacHOM Tepamueld B JOCTATOYHBIX 00bEME U
JUINTETIbHOCTU B COOTBECTBUU C IPEACTABICHHBIMU BBIILIE PEKOMEHAALUIMU (C MPUMEHEHUEM
nOpyTHHNOA* ™, BEHETOKIaKca U Jp.) WM BO3MOXKHOCTBIO BKJIFOUEHUS MAI[IEHTOB B KIMHUYECKHE
uccinenoBanus [16,29].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb I0CTOBEPHOCTH [10KA3aTeJIbCTB — 5)

3.4. COHVTCTBV]OIIIaH H COIIPOBOAMTEIbHAA TECpallusd

[Maruentam ¢ XJUI/JJIMJI Ha nmro0Oom JTame Je4eHHs, Yy KOTOPBIX BBISBIEH YpPOBEHb
uMMyHorsooynuHa G <5 r/1 ¥ oTMeuaroTcs pelMIMBHUpYIOIIKE OakTepuanibHble HHEKIUH,
PEeKOMEH/0BAHO TP HAIWYUM BO3MOXHOCTH TPOBEJIEHHE IOCTOSHHOW 3aMeCTUTENbHOU
TEepanmuu BHYTPUBEHHBIM HMMYHOTJIOOYJIMHOM JUIS CHW)KCHHSI pPHUCKAa HMH(EKIIMOHHBIX
ocioxxHeHui [56].

YpoBeHb y0eIUTEILHOCTH peKoMeHIaluii — A (YPOBEHb IOCTOBEPHOCTH 10KA3aTeJbCTB — 1).
KommenTapun: ungexyuu sensromes enasnou npudunou cmepmu y 10-15 % nayuenmos ¢ XJ1I.
B neckonokux — paHOOMU3UPOBAHHBIX — UCCIE006AHUAX — NOKA3AHO,  YMO  NOCMOAHHASA
3amecmumenvbHas mepanusi GHYMPUBEHHbIM UMMYHO2N00VIUHOM IPpeKkmusHo cHudxcaem
yacmomy OaKkmepuaivbHulx uHgexkyui. Ippexm naubonee 3mauum 6 noospynne NAyueHmMos ¢
2UN02aMMa2no0yIuHeMuet. U peyuousUpYIOWUMY UH@EKYUAMU, NOIMOMY 3AMECMUMENbHA

mepanus 6 Hacmossulee epems peKOMedeemc;z MOJIbKO MOl Kamezopuu nayuernmaoe.
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Buympueennwiii ummynocnooyiun nasnauaemcs 8 uoe pazosvix unvexkyutl 8 0oze 200—400 me/xe
1 pa3 6 mecay 6 meuenue cooa. Llenv mepanuu cocmoum 6 noooepycanuu yposusa IgG na yposne
>5 2/n. Ilpu noobope 003vl U KpamHOCMU 66e0eHULL OPUESHMUPYIOMCA HA NUKOBYIO U MUHUMANbHYIO
konyenmpayuro 1gG. Koumpone nuxoeoii konyenmpayuu 19G ocywecmenarom ne panee uem
yepez cymku nocie 1-20 6HympuseHHO20 68edeHUs UMMYHO2I00YIUHA. MunumansbHyo
KOHYEeHmpayuio onpeoensiom HenocpeoCmeeHHo nepeo CleoVIoWuM 66e0eHUuemM UMMYHO-
enooynuna. Munumanvnas konyenmpayus 190G Oondcna cocmasname >5 2/n. IlosmopHhvie
onpeoeneHuss MUHUMAIbHOU KoHyeHmpayuu nposooam 1 pasz 6 3—6 mec. Ilocmosnnyio
3amMecmumenbHyl0 mepanurn UMMYHOI00YIUHOM 3a8epuiaiom npu OMCYMCMEUU MANCENbIX

baxkmepuanbHuIX UHGeKYull 8 meyeHue 200d.

Bceem manmentam ¢ XJIJI/JIMJI mocne ycTaHOBIICHUS TUArHO3a peKOMEHyeTcsl IPU OTCYTCTBUH
NPOTUBOIIOKA3aHU MPpOBeIcHNE BakuuHanuu [57-59]:

o CC30HHAsl BAKIIMHAIMS BaKIWHOW JUISI MPOQHIAKTHKU Trpumnmna (TOJBKO IOCIe
BOCCTaHOBJICHHSI YpPOBHs B-iumdonuros, T.e. 4yepe3 9 mec. mociie Teparnuu
MOHOKJIOHAIbHBIMU aHTuTenamu k CD20);

o NBYXKpaTHasi BaKIMHAIWS BAKIUHOW I TPOPUIAKTHKHA ITHEBMOKOKKOBOM
WH(EKIMH TPH OTCYTCTBUU TPOTHUBOIIOKA3AHHIA.

YpoBeHb yoenuTeabHOCTH pekoMenaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTeJbCTB — D).
KomMeHTapuu: nuesmokokkosas ummyHuzayus ocyuecmensemcs o0g8ykpamuo. CHauana
6600UMCSL  8AKYUHA Ol NPOPUIAKMUKU NHEBMOKOKKOB8OU uH@pexkyuu, codepacawas 13
NHEBMOKOKKOBbIX aHmueeHos. Yepez 2 mec. ocywecmensiom 66edenue NHeBMOKOKKOBOU
NOMUCAXAPUOHOU BAKYUHBL, cooepocaweii 23 NHe6MOKOKKOGbIX anmueend. [IHeeMOKOKK08as
pesaxkyunayus npogooumcs 1 pasz 6 5 nem.

IIpumenenue 6axkyun NPOMUE UHKANCYIUPOBAHHLIX OP2AHU3MOS, MAKUX Kak Streptococcus
pneumoniae, Haemophilus influenzae u Neisseria meningitidis, pexomenoosano 6o muocux
cmpanax nayuenmam ¢ XJJI 0o xumuomepanuu (he Mmenee uwem 3a 2 Hed.) uiu nocie
B0CCMAHOBIIEHUS UMMYHHOU CUCMeEMbl NOCe mepanuu (He panee yem yepes 3 mec). Imo 0cobeHHO
8AXCHO OJI1 NAYUEHMO8 C (DYHKYUOHATbHOU dACHAeHuell uiu Oas mex, y Ko2o WIAHUpYyemcs
cnaeHskmomusi. Memoouka nociedo8amenvHou O8YKPAMHOU BAKYUHAYUU CHOPMUPOBANACH
IMAUPUYECKU HA OCHOBAHUU MO20, Ymo omeem Ha 23-8aneHmHyI0 6aKkyuny ciabee, uem Ha
13-sanenmmnyio. C opyzoii cmoponwl, 23-6anenmuas 6aKyuHa no380asAem pacuupums UMMYHHbI

omeent u yCuiunis e2o.
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3.5. O1eHKa OTBETA HA JIeUeHHe

e Bcewm nanuentam ¢ XJIJI/JIMJI pekomenayeres orieHka tepanuu no kpurepusm IWCLL 2018
(cM. paszgen 7.3 maHHBIX PEKOMEHAAINI) TP TEPAIIMKA OTPAHUYCHHOM JUTUTEILHOCTU (HE MEHee
4yeM uepe3 2 Mec. MoCiIe ee OKOHYaHUs), IPU HEeMIPEPBIBHOM WM MOJICPKUBAIOLICH Teparuu (He
MEHee 4eM depe3 2 Mec. MOCIIe TOCTHKEHHS MaKCUMalIbHOTo oTBeTa) [12].

YpoBeHb yoenuteabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 0KA3ATEIbCTB — D).

KoMMeHTapuM: makcumanvusiti omeem onpeoensemcs Kak omeem, KOmopbulii He CMAaHO8UMCcs
Jyue 8 meuenue NOCieOHux 2 mec. mepanuu. Mueubumopul cueHanbHo2o nymu B-kiemounozo
peyenmopa  6bl3bI6AIOM  NnepepacnpedenrumenvHulii.  aum@oyumos.  Ilepcucmupyrowuii
auMpoyumos npu mepanuu UOPYMUHUOOM™™ He A611emcs NpusHaKom pedppakmeprHocmu. Imo
cocmosnue 0bo3Hauaemcs Kak yacmuyHwvlii omeem ¢ aum¢poyumoszom. Cpoxk Hopmaruzayuu
VPOSHSL IUMGPOYUMO8 8apbupyem 8 PA3HbIX UCCAed08anusix om 4 0o 12 mec.; oOHako npu
npUMeHeHUU UoPYmMuHuoa™™* rumpoyumos modicem nepcucmuposams 6 mevenue 12 mec. u oonee,
YUMo He 61Uslem HA NPOcHO3. Y ps0a nayueHmos yposeHs TUMPOYUmos HuUK020a He 8036Padaemcs

K HOpMe.

3.6 O0e300IUBaHUE

. [Marmentam ¢ XJUJI/JIMJI npu BO3HUKHOBEHHHM OCTPOTO WJIM XPOHHUYECKOTO OO0JIEBOTO
CHUHJPOMA PeKOMEHAYeTCsl MPOBECTH IUATHOCTUKY MPUYUHBI OOJIEBOTO CHHIpPOMA H
MOCIEAYIONIYI0 TMAaTOTeHETHYEeCKYI0 WJIM CHIIMTOMAaTHYECKYI0 Tepamuio OoJeBOro

CHHJIPOMA B COOTBETCTBHH C CYNIECTBYONMMHU MPODUIbHBIME pekomenaaiusivu [60,61].

YpoBenb yoOeauteibHocTH pexkoMenaanuii — C (ypoBeHb [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

4, MeauuHCKasi peaduJanTanus, MeIHIUHCKNE MOKA3AHUSA

U IPOTHUBONOKA3aHUS K IPUMEHEHUIO METOA0B PeadWINTALMHU

e Bcewm nanmentam ¢ XJIJI/JIMJI Ha Beex 3Tanax Tepanuu 3a00J1€BaHus, a TAKXKE MOCIIE 3aBEepIICHUs
JIEKApCTBEHHOTO JICUCHHsS] PEKOMEHAYeTCsl KOMIUIEKCHAas peaOuiauTanus, a Takxke IpH
HEO0OXOIMMOCTH MO ICPKUBAOIIAsl TEPANUs Ul yIydlIeHUs] pe3yJIbTaToOB JICUEHUsI U KauecTBa
KU3HU marenTa [62].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH 0KA3ATEIbCTB — D).
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KommenTapuu: crneyuanvnolx memooos peadounumayuu npu XJIJI/JIMJII une cywecmeyem.
Peabunrumayus nayuenmos ¢ XJIJI dondxicna Hocums KOMHIEKCHbLIU Xapakmep, 0X8ambvl6ds He
MONLKO MeOUYUHCKUE, HO U COYUANbHO-NCUXO02UYECKUe ACNeKmbl a0anmayuu nayueHma K
Hopmanohot ocusHu. Taxas peabunumayus mpebyem, Kpome MeOUYUHCKOU NOMOWU,
0053amenbHo20 yuacmus COYUANbHbIX pAOOMHUKO8 U NCUxono2o8. Ilpoepammel peaburumayuu
pazpabamuvlearomcs UHOUBUOYAIbHO 6 3ABUCUMOCIU OM BbISIGIEHHbIX OCIONCHEeHULl JIeKapCm-
BEHHO20 JleueHUs], CONYMCmMEYIowell Namoao2ull, COYUAIbHbIX U NCUXOLO0SULECKUX NPOOIeM.
Peabunumayus npu 603HuKHO8eHUU OCTIONCHEHULL 3A00]1e8AHUSA U JIeYeHUs1 NPOBOOUMCS 8 DAMKAX
COOMBemcmayIouux Ho30J102Ull.

Tloooeporcusarowas mepanust npu He0OXOOUMOCHU NPOBOOUMCS NO MECHY HCUMeNbCmea noo
Habno0eHueM 8paya-2emamonoea Ul 8pava-oHKono2a. Bpau-cemamonoz unu 8pay-onkonoz no
Mecmy JHcumenbemea pPYKO80OCMBYemcs: PeKOMEHOAUUAMY, KOmopbvle O0aHbl CReyualucmami

yQpesfcdeHuﬂ, npoeodugmeeo JledeHue.

5. IIpopuiiakTuka 1 IUCHaHCePHOE HAOII0AeHHE,
MeJIMIUHCKNE NIOKA3aHUA M NIPOTHBOIIOKA3AHNUSA

K IPUMEHEHNTI0 METOA0B HpO(l)l/IJIaKTl/IKI/I

Memooos npogurakmuxu XJIJI/JIMJI 6 nacmoswee 6pems He cywecmgyem, HOCKOIbKY

HeuzgeecmeH SMUoI02udecKuli pakmop unu haxmopwi, sedyujue K pazsumuio 3a001e6aHUs.

Bcem manmentam ¢ XJIJI/JIMJI Ha npoTskKeHUH BCel KHU3HM ManeHTa (Kak B TIEPHOJI JICUCHUS,
TaK ¥ BHE €r0) peKOMeHAyeTcsl AUcaHcepHoe HaOmo1eHue y remarosora [12,16].

YpoBeHb yoenuTeabHOCTH pekoMenaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTeJbCTB — D).
Kommenrapum: uacmoma nabniooenus nayuenmos ¢ XJUI/JIMJI nocne 3aeepuienus neuenus:
3aKOHOOamenvHo He pecramenmuposana. B meuenue 1-20 2o0a nocne 3agepuienus neuenus
nayueHm 0oaxceH Habmooamuvcs y cemamonoza He pedxce 1 paza 6 3 mec. [lanee wacmoma
HAONI00eHUs YCMAHABIUBAEMCA 2eMAMONI020M UHOUBUOYAILHO 6 3ABUCUMOCIU Om 00uje2o
COCMOAHUSA U CAMOYYBCMBUL NAYUEHMA, OCTLONCHEHUU NPOBEOeHHOU mepanuu, 00CMUSHYMO20
omeema Ha mepanuio, Ho He 00IHCHA cOCMaesnams Menee 1 pasa 6 200.

Ilpu oucnanceprom HabaroOeHuu Kpome ocmompa nayueHma u coopa aHamuesa HeodvXo0UMO
BbINOIHAMb 0OWUTL AHAU3 KPOBU C UCCTIE008aHUEM TIEUKOYUMAPHOU POopMYyabl, a makdice, eciu
3abo01esanue  CONPOBONCOANOCH — auMpadeHonamuell, UHCMPYMEHMATbHOE UCCAe008AHUe
nepughepuuecxkux aumpamuveckux y3106 (Y3 unu KT). Ocmanvuvie memoowvt obcredosanus

MO2YmM NPUMEHAMbCA NO YCMOMPEHUIO cemaniolioca.
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e [lammeHTam, y KOTOpPBIX MPOBOJIWIIOCH/MPOBOAUTCS JiedeHue 1o moBoay XJUJI/JIMII,
PeKOMeHAyeTcsl TPOBEJCHUE PEryJIpHBbIX IJIAHOBBIX CKPUHUHIOBBIX OOCIEIOBaHUN H3-3a
HOBBILICHHOTO PUCKA PAa3BUTHsI BTOPBIX omyxosei [63,64].

YpoBeHb yoenuTeJbHOCTH peKoMeH1anuii — B (ypoBeHb I0CTOBEPHOCTH JI0KA3aTeJIbCTB — 3).

6. Opranuszanms OKa3aHUsA MeJIMIUHCKON MOMOIIHN

MenuuuHcKas IOMOIIb, 3a UCKIIFOYEHUEM MEIULIMHCKOM ITIOMOIIY B PAMKaX KIMHUYECKOMN
anpobauuu, B cooTBercTBUU ¢ PDepepanbHbIM 3akoHOM OoT 21.11.2011 Ne 323-®3 (pen. ot
25.05.2019) «O6 ocHOBax OXpaHbI 37I0POBbsI TpakaaH B Poccuiickoit deneparum» opraHu3yeTcs
1 OKa3bIBacTCA:

1) B COOTBETCTBHH C MOJOXKEHHUEM 00 OpraHU3aluK OKa3aHHUs MEAUIMHCKOM MOMOIIH T10
BUJAM  MEIUIMHCKOM IOMOIIM, KOTOpPO€ YTBEP)KIAETCSl  YIOJHOMOYEHHBIM
(benepaabHbBIM OPraHOM HCIIOJIHUTEIBbHON BIIACTH;

2) B COOTBETCTBHM C TIOPSAKOM OKa3aHHs IOMOIIM 0 MPOQHUII «IeMaTOJIOTHs»,
00s3aTeNbHBIM JUIsl UCHOJHEHUs Ha Tepputopuu Poccuiickoit ®denepauuu Bcemu
MEAMLIIMHCKUMU OpraHUu3alusMu;

3) Ha OCHOBE HACTOSIIMX KIMHHYECKUX PEKOMEHAIIN;

4) c yd4eToM CTaHAapTOB MEIMIMHCKOW MOMOIIHN, YTBEPXKICHHBIX YIOJTHOMOYCHHBIM
(denepanbHBIM OPraHOM HCIOJIHUTENBHOM BIIaCTH.

[lepBuuHas crnenuaau3vpoOBaHHAs MENWKO-CaHUTAapHas MOMOILb OKa3bIBA€TCS BPAYOM-
reMaTojoroM W HMHBIMM  BpayaMU-CIIELUAINCTAMM B LEHTpe  aMOyJaTOpHOIi
reMaToJIOTMYeCKOM/OHKOIOTHYECKOM ITOMOIIA 1100 B HEPBUYHOM
reMaToJI0rH4ecKOM/OHKOJIOTUYECKOM KaOWHEeTe, MEePBUYHOM TI'€MAaTOJIOTMYECKOM OT/IEJICHHH,
MOJIMKJIMHUYECKOM OTJIEJIEHUH OHKOJIOTHYECKOTO JUCTIaHCepa.

ITpu BeigBneHMM y nanueHTta XJUJI/JIMJI unn nomo3peHUH Ha HEro BpauyU-TepareBThHI,
Bpauyu-TepareBThl yUaCTKOBBIE, BpauK 00ILel MPAaKTUKU (CeMEeHHbIe BpauH ), Bpaul-CIIEI[HaTUCTBI,
CpelHuE MEAMIIMHCKHE pPa0OTHUKM B YCTAHOBJIEHHOM IIOpSJKE HAMpPaBIsAIOT MAllMeHTa Ha
KOHCYJIbTAIlMIO0 B IIEHTP amMOyJIaTOpPHON reMaToJIOTMYeCKO/OHKOJIOrMYeCKONH MOMOIIM 100 B
NEpBUYHBII  IeMaToJIOTMYeCKUH  KaOMHET, IEepBHYHOE I'eMAaTOJIOTHYECKOEe  OT/EJIeHue
MEAMIMHCKOW OpraHM3alMM Ul OKa3aHUs €My MEPBUYHOM CIENUAIM3UPOBAHHOW MEAMKO-
CaHUTAPHOU MOMOIIIH.

Bpau-remarosnor amMOyJ1aTOpHOTO WK CTallHOHAPHOTO 3BEHA FeMaTOoJIOrMueCKON TOMOIIIH
OpraHM3yeT BBINOJHEHHE JUArHOCTHYECKUX HCCIEAOBaHUN, HEOOXOAUMBIX JUIsl YCTAaHOBJICHUS

JAWar"o3a, BKiIro4ast paClupoCTpaHCHHOCTb U CTAANUIO 3a00JIeBaHU.
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B ciyyae HEBO3MOXHOCTM MpOBEACHUS IUArHOCTHUYECKUX MCCIECJOBAHUN IAllMEHT
HaIIpaBJIsAETCs JIeYalluM BPadyoOM B MEIULMHCKYI0 OPraHU3aLHI0, OKa3bIBAIOLIY0 MEIUIIMHCKYIO
IOMOIIlb TAlMEHTaM C TeMaTOJIOTMYECKUMHU 3a00JIEBaHUSMH Ui yYCTAHOBJICHHS JHAarHO3a M
OKa3aHUs CIEUUAIU3UPOBAHHOM, B TOM YMCJIE BBICOKOTEXHOJIOIMYHOM, MEAUIUHCKON ITOMOILIH.

[Ipu BeiBiennn XJUJI/JIMJI unu momgo3peHWMM Ha HETrO B XOJ€ OKa3aHHWS CKOpOM
MEIULMHCKOW ITOMOIIY NAlWEHTa MEPEeBOIAT WIM HAIPaBIAIOT B MEAULMHCKUE OpPraHHU3alui,
OKa3bIBAIOLIME MEIUIIMHCKYIO ITOMOILb NallMEHTaM C FeMaTOJOTUYECKUMU 3a00JIEBaHUAMH, IS
orpeziesieHUs] TAKTUKH BEACHUS M HEOOXOJMMOCTH MPUMEHEHHUSI JOMOTHUTENLHO APYTUX METOI0B
CIENAJIM3UPOBAHHOIO IPOTUBOOITYXOJIEBOTO JICUCHHUS.

CreunanusupoBaHHasi, B TOM 4YHCJIE BBICOKOTEXHOJIOTMYHAS, MEIULMHCKAs IOMOIIb
OKa3bIBACTCSI BpadyaMU-TEMATOJOTaMH B  MEIMIHMHCKUX  OpraHM3alMsIX, OKa3bIBAIOIIHUX
MEAMIMHCKYI0 Tomomls namueHtam ¢ XJUI/JIMIL, umerommx IUIEH3UI0, HEOOXOAUMYIO
MaTepuaIbHO-TEXHUYECKYIO0 0a3y, CepTU(UIMPOBAHHBIX CIEHUAINCTOB, B CTAallMOHAPHBIX
YCIIOBHSX U YCIIOBHUSIX THEBHOT'O CTAI[MOHAPA M BKIIFOYAET MPO(UITAKTUKY, JHATHOCTHKY, JICUCHUE
reMaToJIOrMu4ecKux 3a0oJieBaHUM, TpPEOYIOLIMX HCIIOIb30BaHUS CIIELUAIbHBIX METOAOB U
CJIOHBIX YHUKAJIBHBIX MEIUIIUHCKUX TEXHOJOTUH, a TAK)KE MEIULIUHCKYIO PEaOUIUTALIUIO.

B MeguuuHCKOW OpraHu3anvy, OKa3bIBAIOLIEH MEIWLIMHCKYH IOMOIIb NAlMEHTaM C
XJUI/JIMJI, TakThKa METUIIMHCKOTO OOCJIENOBAaHWS M JICYCHHUS YCTAHABJIMBACTCS BpadyaMHu-
reMatrojioraMM C MpHUBJICYEHHUEM IpU HEOOXOAMMOCTH IPYIMX Bpadel-CleNUanucToB, MpU
HEOO0XOIMMOCTH — C NPOBEJCHHEM KOHCWwiInyMma. PeleHue koHcmimyma Bpadel odopmiisercs
IIPOTOKOJIOM, MOJAINKCHIBAECTCA YYaCTHUKAMHU KOHCHUJIIMyMa Bpadyeil U BHOCHUTCS B MEIULIMHCKYIO
JOKYMEHTAIMIO MTAIMEeHTA.

[TokazaHus K roCIUTAIM3AUHU B KPYTJIOCYTOYHBINA MJIN JTHEBHOW CTALIMOHAP MEIUIIMHCKOMN
OpraHu3aly, OKa3bIBAIOLIECH CIELHAIU3UPOBAHHYI0, B TOM YHUCIIE BBICOKOTEXHOJOTHUYHYIO,
MEIUMIUHCKYI0O  T[OMOIIb IO  NPOPUII0  «TeMaTOJOTHS»,  ONPENeNsIioTCS  BpauoM-
reMaToJI0roM/KOHCUIIMYMOM Bpayell ¢ NpUBJICYEHHEM IpPU HEOOXOAMMOCTH JIPYTHMX Bpadei-
CIIEUAIIUCTOB.

Iloxka3zaHus K JKCTPEHHOH IrOCIUTATU3ALMU:
1. Pa3Butue Tsoxenoil mMH(eKknuH (HeoOs3aTeNbHA TOCHHUTAIM3AIMS B TeMaTOJIOIMYECKHMA

CTaImoHap).

2. Pa3BuTHE yrpoXarmoImuX >KU3HW INUTONEHUH (TIIyOOKOW aHEMHH, TEeMOpPpParmdecKoro

CHHJIpOMa, HEUTPOIIEHHH).

3. Pa3zButne ocnoxuenuit XJUJI, Bxmouas cuHApoM Puxrtepa, CcHMOTOMaTHYECKYIO

TuMGaZeHONaTHI0O U OPraHOMETaJlHI0 C PUCKOM pPAa3BUTHUS TSDKEIBIX OCIOXKHEHUH,

HeHpoieKkeMuto, cieuPpUUecKuil MIEBPUT U XWJIOTOPAKC C MPU3HAKAMU JIbIXaTelbHOU
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HE/I0CTaTOYHOCTH, IapaHEOoNJaCTUYeCKUe U ayTOMMMYHHBIE CHUHAPOMBI, Jpyrue
OCJIO’KHEHUS, YIPOXKAIOIINE )KU3HU.

4. Pa3BUTHE OCJIOXHEHMM Tepanuu, BKJIKOYAas CHHIPOM JIM3UCA OIYyXOJH, TSDKEJIbIE
MH(QY3UOHHBIE PEAKLUU, MHEJIOTOKCHUYECKUI arpaHyJIolMTO3 € JMXOPAaJAKOH W Jpyrue
OCJIOXKHEHUS, YTPOKAIOIINE JKU3HU.

IToxa3anus K MVIAHOBOM rOCIIUTAJIM3ALMN:

1. [IpoBeneHue Tepanuu B ChOy4asX, TPeOYIOUIMX KPYIJIOCYTOYHOrO HaOIIOACHUs 3a
NAIMEeHTOM II0 MPUYMHE TSXKECTU COCTOSHUS, OOYCIIOBJIEHHOI'O OIYXOJbl0, WIH IIO
IIPUYMHE PUCKA OCTIOKHEHUH, CBA3aHHBIX C IPOrpaMMOIl JISUEHHS MU COIMyTCTBYIOIIMMU
3a00JIeBaHUSAMU.

2. OOcrenoBanme MalMEeHTa, BKIIOYAIONIee OMOICHIO W WHBa3WBHBIC BMEIIATEILCTBA, B
Ccllyyasix, KOrJa OHO He MOKET ObITh MPOBEIEHO aMOyJIaTOPHO.

IToxa3aHus K BBINMCKe MALMEHTA U3 MeMIUHCKONH OPraHu3aluu:

1. 3aBepuieHue Kypca J€4EHUs WM OJHOIO M3 3TANlOB OKa3aHUs CIIELHUAIU3UPOBAHHOM, B
TOM  4YHUCJIE  BBICOKOTEXHOJIOTMYHOM, MEAMLMHCKOM  IOMOIIM, B  YCIIOBHUSX
KPYIVIOCYTOYHOT'O WJIM JHEBHOT'O CTAallMOHAapa MpU YCIOBUM OTCYTCTBHUS OCJIOKHEHHM
JeyeHUsl, TPeOyIOIUX METUKAMEHTO3HOW KOPPEKLMH W/WIIM MEAULIMHCKUX BMELIATEIbCTB
B CTallMOHAPHBIX YCIOBUSX.

2. OTka3 ManyeHTa WM ero 3aKOHHOTO IMPEICTABHTENS OT CIEIHATU3UPOBAHHON, B TOM
YHCJIE BBICOKOTEXHOJIOTMYHOM, MEAUIIMHCKON IIOMOILH B YCIOBHUAX KPYIVIOCYTOUYHOTO MIIU
JHEBHOTO CTallMOHApA, YCTAaHOBJIEHHOW KOHCWJIIMYMOM MEIUIMHCKON OpraHu3aluu,
OKa3bIBAIOUIEH OHKOJOTHYECKYI0 IOMOIlb, IMPH YCIOBMM OTCYTCTBUS OCJIOXHEHHH
OCHOBHOTO 3a00JIeBaHUSl W/WIM JIEYEHMs], TPEOYIOUIMX MEIUKAMEHTO3HOW KOPPEKIUH
W/WIIN METUIIMHCKUX BMELIATEIbCTB B CTALIMOHAPHBIX YCIOBUSX.

3. HeoOxoauMocTh mnepeBoja NalMEHTa B JAPYryl0 MEIUIMHCKYIO OpraHHU3aluio 110
COOTBETCTBYIOIIEMY MPOHUITIO OKa3aHUsI MEIUIIMHCKON TOMOIIIH.

4. Pemienue BpaueOHOM KOMHCCHUU 00 OTCYTCTBUU MOKa3aHUM K MPEOBIBAHUIO MAllMEHTa B
CTallMOHAPE B CBS3M C OECIEPCIEKTUBHOCTBIO JICUCHHUS] U HEOOXOANMOCTBIO OKa3aHHS
TOJIBKO NAJJIMATUBHOW ITOMOIIIH.
3aKiIroueHre O 11eJ1Ieco00pa3HOCTH MepeBoa MalMeHTa B MPO(PHIbHYI0 MEIULIHUHCKYIO

OpraHM3aIMI0 COCTABJSIETCS IOCNE MPEIBAPUTEIBLHON KOHCYJIbTAallMM IO MPEAOCTaBICHHBIM
MEIMIUHCKUM  JOKYMEHTaM W/WIM  TpPeABApUTEIBHOIO OCMOTpa MalMeHTa BpayaMH

crenualIucTaMi MeJUIIMHCKOM OopraHu3anuru, B KOTOPYIO INIaHUPYETCA IICPCBOI.
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7. lonoHuTeNIbHAS HH(pOpPMaIus (B TOM 4yucjie (aKTOPbl, BJAUSIONIAE HA

HUCX0/1 3a00/1eBaHMsI HJIH COCTOSIHMSI)

7.1. Crapuposanue JuM¢oMbl U3 MaJBIX JUM@ounTos

CramupoBanue JIMJI ocymiecTBisieTcss o pe3yibTaraM OOCIEAOBaHUS B COOTBETCTBHH C

KputepusMu Kiaaccupukamuun Ann Arbor (taba. I'1.1) [13].

Ta6auna 7.1. Craguposanue aumdom mo Ann Arbor, moauduxanus Cotswold

Cramus |

TopasxeHue 01HOH TMM(ATHIECKOH 30HBI HIIH CTPYKTYPBI.

Cramus |1

[Topaxenue 2 nnu 6osee MMMEPATHIECKUX 30H MO OJHY CTOPOHY
nuadparmer;

JIOKaJIM30BaHHOE B Ipejenax 1 cerMeHTa NopaXKeHue

1 skcTpanuMdaTuveckoro opraHa Win TKAaHH U €T0 PETHOHAPHBIX
TMM(}aTHYECKUX Y3JI0B C MOPAKEHUEM HIIH O€3 MOPaKeHUs IPyTuX
muMdaTudeckux 00JacTel 1Mo Ty e CTOpOHY auadparMbl

Cranus Il

[Nopaxenne TMM(PATHIECKUX Y3JIOB WIH CTPYKTYP MO 00€ CTOPOHBI
nuadparmer;

JIOKaJIM30BaHHOE B Tipeziesiax | cerMeHTa mopaxeHue

1 skcTpanuMdaTudeckoro opraHa Wi TKAaHH U €T0 PETHOHAPHBIX
TUM(ATHIECKUX Y3JI0B C MOPAXKESHUEM JIPYTHX JTUM(PATUICCKUX 00JIacTel
110 00e CTOpoHbI 1uadparmMel

Cranus IV

JuccemuHrpoBaHHOE (MHOTO(OKYCHOE) MOpaskeHUe | MM HeCKOIBKUX
IKCTpaTUM(AaTHUECKUX OPraHOB C NOPaKEHUEM WM Oe3 MopaxeHus
AMM(PATUYECKUX Y3II0B;

M30JIMPOBAHHOE MOPAKEHHUE IKCTPAIUM(PATUYECKOTO OpraHa

C MOpakK€HUEM OTJAJIIEHHBIX (HE PETHOHAPHBIX) IMM(ATUUECKUX Y3TI0B;
MOpaKCHHE NMEeYEHU U/UIIM KOCTHOT'O MO3Tra

JIns Bcex ctaguit

A

OTCYTCTBI/Ie ITPHU3HAKOB B-cTraguun

B

Onun unu 0osiee U3 CIEIYIONUX CHMITOMOB:

temneparypa Teina Boiie 38°C He MeHee 3 qHel noapsaa 6e3 NpU3HaKoB
BOCTIAJICHHUS;

HOYHBIE POQY3HbIE MOTHI;

noxyaanue Ha 10 % macchl Tena 3a nocienHue 6 Mec.

Jlokanu3oBaHHOE SKCTpaHoAabHOE opaxkeHue (npu |-l cragusx):

JIOKAJIM30BaHHOE MOopakeHue 1 skcTpanuMpaTHUECKOro opraHa Wil TKaH!
B npenenax 1 cermenrta 6e3 nmopaxeHust TUM(GaTHIECKUX Y3JI0B;

cranua | wiu Il ¢ orpaHu4eHHBIM OSKCTPaHOAAIBHBIM BOBJIEUEHHEM
MIPUJIEXKAILErO OPraHa WM TKaHH

1 K numpatuueckuM CTPYKTYpaM OTHOCAT TUM(DATHUECKHE Y3IIbI, CENE3EHKY, BUIOUKOBYIO HKEIE3Y, KOIbIO
Banbpeiiepa, uepBeoOpasHbIil OTPOCTOK, NEHEPOBHI OJISIIKH.
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7.2. O011as BHIKMBAEMOCTDb NAMEHTOB B rpynnax mo MIIN

Ta6auna 7.2. O0mas BbIKMBAeMOCTh NalMeHTOB B rpynnax no MITA

Yuciao
S-neTHss
I'pynna pucka bauan NanMeHToB, alc.
OB, %
(%)
Huzkas 0-1 340 (29) 93,2
[TpomexxyTouHas 2-3 464 (39) 79,4
Bricokas 4-6 326 (27) 63,6
OueHb BbICOKast 7-10 62 (5) 233

7.3. Onenka orsera Ha Jeuenue npu XJ1JI

OHGHKa OTBCTA HaA JICUCHUC MIPOBOJUTCA B COOTBCTCTBHU C 0OHOBJICHHBIMH KPpUTCPUAMU,

npeaiokeHHbIME MexayHnapoanoi padoueii rpynmoit mo XJIJI (IWCLL) B 2018 r. (Tabu. 1'4.1)

[12].

Tadimuna 7.3. OueHka oTBeTAa HA JIeYeHHe IIPH XPOHUYECKOM JUMG(OLUTAPHOM JIeHKO03e

IToka3zarTenn

Moanas pemuccust

YacTuunas
pemuccust

IIporpeccus

A. ITapameTpsbl, XapakTEpU3YIOIIME MACCY OITyXOJIH

JInmdanenonatus otrcyTtcTBHe y310B >1,5 | YMmenbenue >50 % | Ysenuuenue >50 %
cM

['enaromeranust Her VYmenbmenue >50 % | YBenuuenue >50 %

Cnnenomeranus Kpanuno-kayganenpiii | YMmensmenue >50 % | Ysenuuenue >50 %

pa3Mep Cele3eHKH

OT BCJINYHHEBI, HA

<13 cm KOTOPYIO yBEINYECHA
UCXOJIHO
JIuM@OIMTH KPOBU <4 x 10%n VYmenpmienne >50 % | Yeenuuenue >50 %
OT UCXOJHOTO YPOBHS | OT UCXOJIHOTO YPOBHS
KocTHslii MO3T Hopmoxknerounsiii, YMeHblIlIeHNE
<30 % aumdpouuToB, UHOUIbTpALUU
HET HOAYJIIPHOTO KOCTHOTO MO3ra
MOpaKeHUS Ha 50 %
KoHcTuTyInOHanbHbIE Her JIroOb1e JlroOb1e
CUMITOMBI

A. [TapameTpsl, XapakTe

pu3ytoye pyHKINI0 KOCTHOTO MO3Tra

TpoMOOLIUTEI

>100 x 10%1

> 100 x 10%1 um
noBellenue >50 %

Cuamxenne >50 %
OT UCXOIHOTO IO
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OT UCXOJHOTI'O

npuunHe XJIJT

HCXOJHOTI'O

['emornoOun >110 r/n >110 r/n unu Cumxenue >20 r/1 ot
(6e3 TpanCchy3uit u noBeimeHue >50 % HCXOJTHOTO T10
PUTPOIIOITHHOB) OT UCXOJTHOTO npuunne XJUJI
Heiirpodums >1,5 x 10%n >1,5 x 1091 umm

noselenue >50 % ot -

CTa6I/IJ'II/I3aHI/I5{ 3a0071eBaHNs YCTaHaBJIIMBACTCA B CUTyallUsAX, HC YAOBJICTBOPAIOIINX KPUTCPHUAM

HU YaCTUYHOU PEMHUCCUHU, HU POTPECCUU.

Kpurepun oneHKH KayecTBa MeTUIIMHCKOM MOMOIIM

Kpurepun kayecTBa

OneHka BBINOJTHEHHU S

[Manmenty ¢ nogo3pernem Ha XJIJI/JIMJI nnn BersBnenasM XJ1J1/JIMIT
IIPY TIEPBUYHOM WJIM TIOBTOPHOM TIPHEME, IPU OLICHKE PEMHUCCHH Yepes 2
MeC. TIOCJIE 3aBEPIICHUS TePaInu, IPH KOHTPOJIBHBIX 00CIEIOBAHUAX U
IIPY TTOI03PEHHUHU Ha PELMIUB 3a00I€BaHMsI BBIITOJHEH Pa3BEPHYTHIN
KIIMHAYECKUH aHAJIN3 KPOBU C ONPECIICHHEM YPOBHS T'€MOTIIO0HHa,
SPUTPOLIUTOB, TPOMOOLIUTOB, JIEHKOLIUTOB, ITOJICYETOM JEHKOIUTAPHON
(bopMyJIBI 1 KOJTMYECTBA PETHUKYJIONUTOB

Jla/Her

[Tarmenty ¢ mogo3penuem Ha XJIJI ¢ konmuyecTBOM

B-neiikoruroB >5000 B 1 MKJI BBIIIOJTHEHO MMMYHO(MEHOTUITMYECKOE
uccienoBaHue TMM(POIMTOB KPOBH METO/I0M MPOTOYHON
HUTO(ITYyOPUMETPUH

Jla/Het

[TanenTy ¢ nogo3penueM Ha JIMJI 6e3 KIMHUYECKOTO IMM(OLUTO3a B
KpPOBH JIN0OO MAMEHTY C MOJO3PEHUEM

Ha TpaHc(opMaIyio BEIIOIHEHA OHoNcHs TUM(paTHUECKOro y3ia (ovara
MTOpaXKEHMSI)

Na/Her

VY nepsuunoro nanuenta ¢ XJIJI/JIMJI ¢ nono3pennem
Ha TpaHc(OpPMaLIMIO MOJIy4Y€H TMCTOJIOTMYECKUN ITpernapaT KOCTHOTO
MoO3ra (BBIIOJIHEHA TPEMaHOOUOIICHsI KOCTHOTO MO3Ta)

Na/Her

[lepBryHOMYy manueHTy npu ycraHoske quarHosa XJIJI/JIMII nu6o
nanuenty ¢ BepudpunupoBanubiM XJUJI/JIMJII nepen Havamom Tepanum,
IIPY OLIEHKE PEMUCCUU Yepe3 2 MEeC. MOCIE 3aBEPILIEHUS TEPAIINH, a
TaK)Xe IIPU MMO03PEHUH Ha penuiuB 3a0oneBanus BoinoiaHeHa KT
IpYyJIHON KJIETKH, OPraHOB OPIOLITHOMN MOJOCTH U MaJIoro Ta3a (c
KOHTPACTUPOBAHHUEM) WJIM PEHTIeHOrpadusi OpraHoB rpyAHON KIETKU
B 2 mpoekiusax 1 Y3U nuMmdaTtudeckux y3j10B U BHYTPEHHHX OPraHOB

Na/Her

VY nanuenra ¢ XJIJI/JIMJI, nomyyaromiero Tepanuio orpaHuYeHHOMN
JUIMTEIIBHOCTH, BBINIOJIHEHA OIleHKa Tepanuu 1o kpurepusm IWCLL
2018 He MeHee yeM uepe3 2 Mec. I10CJIe OKOHYAHUS Tepalun

Na/Her

VY nanuenra ¢ XJIJI/JIMJI, nony4aromero HelmpepbIBHYIO
HJIN MOAACPIKUBAIOIIY O TCPAIINIO, BBIMIOJHCHA OLICHKA TCPAIluU 1o

Na/Her
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Munzapasa Poccun, wien Acconuanuu oHkoioroB Poccuu u Poccuiickoit Accouuarium
TEpPaNeBTUUECKUX PAAUAI[MOHHBIX OHKOJIOTOB.

14. baiikoB Bagum BajieHTMHOBMY — J.M.H., mpodeccop Kadeapbl MaTOJIOTHIECKOM
aHATOMUH, 3aBeAyromui nmaboparopueit matomopdonorun HUM nerckoit OHKOJOTHH,
reMaToJOTHH | TpaHciuiantoigorun uM. P.M. TopOaueBoii IlepBoro Cankr-
[TeTepOyprckoro rocygapCTBEHHOTO MEIUIMHCKOTO yHHBepcuTeTa uM. akana. W.IL
[TaBmoBa  Mun3apaBa Poccun, wien mnpesuauyma  Poccuiickoro — oOriecTBa
MaTOJIOTOAHATOMOB, WICH IpaBlieHUs1 Poccuiickoro o0IiecTBa OHKOTeMaTOJIOTOB.

15. Koppuruna Agna MuxaiiioBHa — 1.0.H., mpodeccop kadempsl MaTOIOTHIECKON
QHATOMHUH, LMUTOJOTMM U  MOJIEKYJsIpHOM marojoruu HMHCTUTyTa TOBBILIEHUS
kBanupukanu ®MBA PO, 3aBeayromias natoioroaHarToMu4eckum otaenenneM « HMUL]
rematosiorun» MunzapaBa Poccum, unen mnpesugaumyma Poccuiickoro ooOmiectBa

MaToJIOroaHaTOMOB, YJICH ITPAaBJICHHUA Poccuiickoro O6HI€CTBa OHKOI'€MaTOJIOTOB.

16. HeBoabcKHX AJieKceid AjleKceeBUY — J.M.H., 3aMECTUTENb TUPEKTOPA 110
neue6Hoit MPHI] um. A.®. Lpi6a - punuan ®I'BY «HMUI papuonorun» Munsapasa

Poccun.

17. UBanos Cepreii AnatoiabeBu4 — npodeccop PAH, n.m.H., nupextop MPHI] um. A.D.
[p16a - punuan GI'BY «HMULL pagnonorun» Munzapasa Poccun.

18. XaiisioBa Kanna BaagumupoBHa — KaHIUAAT METUIIMHCKUX HAYK, 3aMECTUTEIb
JUPEKTOpa 10 opraHu3zannoHHo-MeTonudeckoit padore MPHIL um. A.®. [p10a - punuan

OI'BY "HMMUI] panuonoruun" Munszapasa Poccun.

19. I'eBopksin Turpan I'armkoBu4 - 3amecturens qupexkropa HUW KOP ©®I'bY HMUIL]

Ouxkoxorud uM. H.H. bnoxuna

KoH(uuKT HHTEpECOB OTCYTCTBYET.

Ipuioxkenune A2. MeTomos10rusi pa3padoTKu KINHUYECKUX PEKOMEHAAuM i

[leneBast ayquTopusi JaHHBIX KIMHUYECKUX PEKOMEHIAIINN:
® BpayU-TEMATOJIOIH;

® BPAYM-OHKOJIOI'H,
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® CTYJEHTHI MEIUIIMHCKUX BY30B.
MeTtoaoJiorusi cOopa 10Ka3areibCTB
MeTo/1b1, UCTIONB30BaHHBIC Il cOOpa / CeNIeKIMH JJOKA3aTEeIbCTB: MOUCK MyOIHKaIUil B
CIEIUAIM3UPOBAHHBIX MEPUOTUICCKUX MTEYATHBIX U3/IaHUSAX ¢ UMIIAKT-(hakTopom >0,3.
ITouck B 3JIeKTPOHHBIX 0a3aX JaAHHBIX.
JlokazarenbHOM 0a30M IUIsl PEKOMEHIAIUi sBISIOTCS MyOnuKammu, Bomiemmme B Kok-
peitHoBCKyto Oubmoteky, 6a3bl nanHbpix PubMed u MEDLINE. I'nyOuna noucka cocrasisuia 30 jier.
MeTob1, HCIIOJIB30BAaHHbBIC JIJIS aHAIN3a JI0KA3aTCIIbCTB:
e 0030pHI ONMyOJMKOBAaHHBIX METAaaHAIN30B;
® cucTeMaTu4eckue 0030pkl C TAOIUIIAMU JOKA3ATEIbCTB.
MeTo/b1, UCIIOJIB30BAaHHbBIC JIS KQUeCTBa U CHIIBI JIOKA3aTeJIbCTB:
® KOHCEHCYC 9KCIEPTOB;
® OIICHKAa 3HAYUMOCTHM JI0Ka3aTeJIbCTB B COOTBETCTBHHM C PEUTHMHIOBOM CXEMOH
nokazaTenbeTB (Tadm. A1-A3).
B HacToAmux KIMHAYECKUX PEKOMEHIAIMSAX MPHUBEIACHBI YPOBHH JTOCTOBEPHOCTH
JI0KA3aTeNbCTB U YPOBHH YOESTUTEIBHOCTH PEKOMEHIAlIUK B COOTBETCTBUHM PEKOMEHAALUSIMU TIO
pa3paboTKe W aKTyalu3aluy KIMHUYECKHX pekoMeHaauui (mpuka3 MwunzapaBa Poccun ot

28.02.2019 r. Ne 103n).

Ta6auua Al. [llkana oueHkHn ypoBHeiil 1ocToBepHOCTH A0Ka3aTeabeTs (YJI) nis MeTonos
AUATHOCTHKH (IMATHOCTHYECKNX BMEIIATEIbCTB)

YA Pacumiugposka
1 Cucremarudeckue 0030pbl UCCIEIOBAaHUN C KOHTPOJIEM peepeHCHBIM METOJOM WIIN
CHCTEMaTH4YeCKHii 0030p pPaHIOMU3UPOBAHHBIX KIMHHYECKUX WCCIEAOBAHUHA C

MMPUMCHCHUCM MCTAa-aHAJIN3a

2 OTnenbHbIE UCCIEAOBAaHUS C KOHTPOJEM pe(epeHCHBIM METOJOM WIH OTAEIbHbIE
PaHIOMU3UPOBAHHbIE KIMHUYECKHE MCCIEOBAaHUS M CHUCTeMaTHYecKue 0030pbl
UCCleoBaHUM  mro0oro  au3aiiHa, 3a  HMCKIIIOYEHHWEM  PaHIOMU3HPOBAHHBIX
KIIMHUYECKHUX HCCHC}IOB&HI/Iﬁ, C IPUMCHCHUEM METa-aHaJIN3a

3 HccnenoBanust 06e3 MOCIENOBATENBHOTO KOHTPOJIA PEe(EPEHCHBIM METOAOM HIIU
UCCIeOBaHusI C pedepeHCHBIM METOAOM, HeE SBISIIOIIMMCS HE3aBUCHUMBIM OT
HCCIIEyEMOI0 METO/IA, NI HEPAHIOMU3UPOBAHHBIE CPAaBHUTENIBHBIE UCCIIEI0BAHUS, B
TOM YHCJIE KOTOPTHBIE HUCCIIET0BAHUS

4 HeCpaBHI/ITCHLHLIC HCCIICAO0BaHNA, OITMCAHNEC KIIMHUYCECKOTO ClIy4das

5 Nwmeetcs nuib 000CHOBaHUE MEXaHU3Ma JAEMCTBHS UM MHEHHE SKCIIEPTOB
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Tadoauna A2. lllkana oueHkn ypoBHeii 1ocToBepHOCTH AoKa3aTeabeTB (Y /)aas meronos
NpoPUIAKTHKH, JiedeHUuss W  peadwautanuu  (MPoPUIAKTHYECKHX, Jie4eOHBIX,

peaﬁI/IJ'[I/ITaIII/IOHHLIX BMeIHaTeJILCTB)

Y11 Pacummdponka

1 | Cucremaruueckuii 0030p PKU ¢ npumeHeHneM MeTaaHajin3a

2 Otnenpabie PKUM m cuctematmdeckue 0030pbI MCCIICAOBAHHMM JIO0OTO 1M3aiiHa, 3a
uckioueHrem PKH, ¢ npumMeHeHneM MeTa-aHanu3a

3 HepaHI[OMI/I3I/IpOBaHHBIe CPaBHHUTCJIBHBIC HCCJIICAOBAHUA, B TOM YHUCIC KOI'OPTHBIC
HCCICOOBaHUA

4 HCCpaBHI/ITeJIBHLIe HCCIICA0BaHMA, OITMCAHUEC KIIMHUYCCKOTO Cliydad Wi CEpUM ClIy4acB,
HCCICOOBaHUA «CJ'Iy‘IﬂfI-KOHTpOJ'IB»

S) Wmeetcst s 000CHOBaHHME MEXaHW3Ma JCHCTBHSI BMEIIATEIHCTBA (JIOKIMHHYECKUE
WCCJICIOBAHMSI) WJIM MHEHHUE YKCIEPTOB

Ta6nauna A3. lllkana oneHku ypoBHeil yoenuteabHocTu pekoMmenaaumii(yYYP) nis meronos
npoQpuJIaKTHKH, [JUATHOCTHKH, JieYyeHHUs] W peadujautanud (MpoPUIAKTHYECKHX,
AMATHOCTHYECKHUX, JIeUeOHbIX, PeadMJINTAIMOHHBIX BMEIATEIbCTB)

YYP Pacuiugposka

A CunpHas pekoMeHIalus (Bce paccMaTpuBaeMble KpUTEpUH I(PGHEKTUBHOCTH
(Mcxopl) SIBISIFOTCA Ba)KHBIMH, BCE HCCIEOBAHUS HMMEIOT BBICOKOE WIIH
yAOBJIETBOPUTEILHOE  METOJOJOTMYECKOe  KadecTBO, MX  BBIBOABI IO
MHTEPECYIONIMM HCX0JIaM SIBJIIFOTCS] COTIIACOBAHHBIMH )
B YcnoBHas pekomMeHaanus (He Bce paccMaTpuBaeMble KpuTepuu 3¢ GekTUBHOCTH
(MCXOmpBl) SIBIISIIOTCS BaXKHBIMH, HE BCE HCCICIOBAHUS WMEIOT BBICOKOE WIIH
YJIOBJIETBOPUTEIBHOE METOAOJIOTHYECKOE KayecTBO W/WIM HX BBIBOABI IO
MHTEPECYIONIMM HCX0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMU )
C Crnabas pexomeHaanus (OTCyTCTBUE JI0KA3aTEIbCTB HAJUISKAIIErO KauecTBa (Bce
paccMmarpuBaeMblie KpUTepuu 3(H(HEKTUBHOCTH (MCXO/bI) SBISIOTCS HEBAXKHBIMU,
BCE MCCIIEIOBAHNUS IMEIOT HU3KOE METOO0IOTUYECKOE KAaYeCTBO M UX BBIBOJIBI IO
WHTEPECYIONINM HCX0JIaM He SBIISIOTCS COTJIACOBAHHBIMHU)

MeToa0/10rMsl BAJIUAM3AIUU PEeKOMEH AU
MeTtoabl BaJIuIH3allMH:
. BHEIIIHSASA OKCIIEPTHAS OLICHKA;
. BHYTPEHHSIA SKCIIEPTHASI OLICHKA.
Onuncanue MeTOAMKH BAJTUAM3ZAIUN PEeKOMeH AU
Hacrosmue pexkomeHmanuu B TMpPEABAPUTEIBHOM BEpCUU OBUIM  PElIEH3MPOBAHBI
HE3aBUCUMBIMU  DKCHEPTAMHU, KOTOPBIX IONPOCUIM MNPOKOMMEHTHPOBAaTh, HACKOJBKO
KaueCTBEHHO WHTEPIPETUPOBAHBI IOKA3aTEIHCTBA U pa3pabOTaHbl pEeKOMEHIANH. Takxke Oblia
MPOBEJICHA SKCIIEPTHAS OLIEHKA MU3JI0KEHUSI PEKOMEHIalNi M UX JOCTYIMHOCTH JIJI1 IOHUMAaHUS.
PexoMenganmu 00CyXJIeHbB W OMOOpPEHBI BEAYIIMMH CIHEIUAIACTAMU MPOQPUIBHBIX

(I)C,Z[CpaJ'IBHBIX LHECHTPOB P® u MPaKTUICCKUMU BpadaMu. HpOCKT KIIMHUYCCKUX pCKOMeH,Z[aLII/Iﬁ
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OBLT pacCMOTPEH Ha coBemanusx padboueit rpynmnsl B 2017-2018 rr., Ha Gopyme PKCIEPTOB MO
BOIIPOCaM JUATHOCTHKHU M JICUCHUS 3JI0KAaYECTBCHHBIX JTUMQonponrdepaTuBHBIX 3a00JIeBaHUN
«Jlumdopym», exeromHoil poccuiickoll KOH(EpeHLMH C MEKIYHApOAHBIM y4acTHEM
«3mokayecTBeHHbIE JIUMGPOMBI», a Takke B pamkax IV Konrpecca rematonoros Poccun.
IHopsinok 00HOBJIEHUS KIMHUYECKUX PeKOMEH Al

AKTyanu3aiusi IpoBOAUTCS He pexe dyeM 1 pa3 B 3 roja wiM MpH MOSBICHUH HOBOM
uHGOpPMALIUK O TUATHOCTUKE M TaKTHKE BeIEHHs MauueHToB, cTpagaroumx XJUJI/JIMIL, Ho He
qamie 1 paza B 6 MecsieB. Pemenue 06 oOHOBIeHnH puHUMaeT MuHn3apaB Poccun Ha ocHOBe
MPEI0KEHU I MEIUIIMHCKUX  MPOodeCcCHOHATBHBIX HEKOMMEPYECKUX OpraHu3aIuiil.
CdopmupoBaHHBIC TMPEAIOKECHUAS JOJDKHBI YYUTHIBATH PE3YJIBTAThl KOMIUIGKCHOH OIICHKH
JIEKAPCTBEHHBIX TPEMAapaToB, MEAUIMHCKUX HW3JIEIUN, a TakKe pe3yibTaThl KIMHUYECKOU

arpoOanum.
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IIpunoxenne A3. CnpaBoyHbie MaTepHaJbl, BKJIOYasi COOTBETCTBHE NMOKA3aHUI K
NPUMEHEHHI0 U TPOTHBONOKA3aHUI, CIOCO0O0B NPUMEHEHUS U /103 JIEKAPCTBEHHbIX

npenapaToB HHCTPYKIUHA MO IPUMEHCHHU IO JIEKADCTBCHHOI'0 IIpemapara

IIpunaoxenue A3.1. 3Hauenue MmapkepoB Bupyca rematuta B npu XJ1LJI

Kinerku XJIJI MoryT OBITh JOTIOJTHUTEIBHBIM PE3EpPBYyapoM i BUpyca remaruta B. JlaTenTHas
uHbekys, Be3BanHasgs HBV, BeisBisercs y naunenToB ¢ XJIJI game. 3nauenue mapkepos HBV-
UHQEKINH U TpeAToiaraeMble ICHCTBH MpeIcTaBieHb! B Tadu. 3.1.

Taoauna A3.1. 3HaueHue MapKepoB BUPYCHOT0 renatura B

HBs | Aatu- | Aatn- | JJHK
-Ag HBc HBs | HBV
He konrakTuposair ¢ HBV - - - - [IpoBecTn BakIMHALUIO.
[IporuBonokazanui

Kk autu-CD20 Her
Baknunanus nposeneHa — — + — [IporuBonokazanui

k autu-CD20 Her
PexkonBanecuenr — + + — [IporuBonokazanui

Kk autu-CD20 Her
Bo3morxkHoe JIATEHTHOE | — + - +/- | Koutpons  JIHK  HBV
HocuTenscTBO HBV KaXable 2 MeC. BO BpeMs
Tepanuu anTu-CD20,
Ha3Ha4YeHHE
IPOTUBOBUPYCHOU Tepanuu
nipu nosieneHuu HBsAg ninn
JHK HBV

HeaktnBHOE HOCHTENBCTBO + + — + Ha3znauenne

HBsAg IIPOTUBOBUPYCHBIX
IpernapaToB  BO  BpeMs
tepanuu aHTu-CD20+ + rox
110CJIe OKOHYaHUsI
XpoHnyeckuil renatut B + * * + Ortka3zatbest oT anTH-CD20
WJIM IPOTUBOBHUPYCHAS
TEpaNus 10 TEPANNHU, BECh
niepuo aedeHus + 1 rog
1ocjie OKOHYaHus™*

*Ilpu HeoOxoaumocTH Ha3HaueHuss aHTU-CD20 moka3aH TOCTOSHHBIA IpHEM

Pacuimmdgposka HeiictBust

sHTeKaBupa** 0,5 Mr/cyT. DHTeKaBUp™* Ha3HAUAIOT HA BeCh NEPUO/T JICUEHUS/TIOIep>KUBAIOIIEH
Tepamul M He MeHee 1 roja mocne 3aBeplieHHs MMMYHOCYNPECCUBHOM Tepamuu Mpu
HEOJHOKPATHBIX OTPHUILATENBHBIX pe3ynbTaTax TecTupoBanus Ha JIHK Bupyca remarura B B
KpoBH. OnTHUManbHas MPOJOKUTEILHOCTD TEPAK SHTEKaBUPOM ** 1ociie 3aBepuIeHHs Tepanuu
putrykcumabom™* He onpenenena. Ecnu nanmenty ¢ XJIJI cnennguyeckas Tepanus He oka3aHa,
B NMPpO(UIAKTUYECKOM HAa3HAYCHUHU SHTEKaBUpa™™* HeT HeoOXoAMMOCTH. JIaMUBYIMH HE TOJIKEH
NpUMeHATbCsl 'y nanneHTtoB ¢ XJIJI, mockonbKy pedb Bcerga HIET O JUINTEIBHOM IpueMe

MPOTUBOBUPYCHBIX MpernapaToB. K KoHIly 2-To roja mpuema JIaMUBYJUHa K 3TOMY Mpernapary
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ycroitunBo 6oiiee 40 % mrammoB HBV, k koniy 4-ro roga mpuema — 70 % mrammoB HBV. Tlpu

Pa3BUTHH yCTOMYMBOCTH K SHTEKaBUPY ** moka3aH rnepexo] Ha TeHOGOBUP™**.

Ipuaoxenue A3.2. [lokasanusa Kk HayaJay Jedenus XJIJI/JIMJL

Tepamus XJIJI/JIMJI nomkHa HaYMHATHCS MMPU HATMYUW KaKk MUHUMYM 1 U3 ciemyromux

nokazanuii o kpurepusm IWCLL 2018 [12]:
1. Craaus C o J.L. Binet.
2. OnuH unu 0oJiee CUMIITOMOB HHTOKCUKALIUH:
+ moteps >10 % maccel Tena 3a 6 Mec. (eciM MalKueHT He TIPHHUMAIT MEPhI TS TOXYTaHHUs:);
* cnabocts (obmiee cocrostaue no ECOG >2, HeTpyn10CcnOoCOOHOCTS ),
* cyOdeOpmIbHas TUXOpaKa B TeUCHHUE >2 Hell. 0€3 MPU3HAKOB NH(EKIIHH;
*  HOYHBIC TIOTHI, COXpaHsommecs 0onee 1 mec., 6e3 TPU3HAKOB HHPCKITUH.

3. Hapacraromias anemMus u/uinu TpOMOOIIUTOIIEHUS, 00yCTIOBIIeHHAs HHOUIBTPAIIUEH KOCTHOTO

Mo3ra.

4. AyToMMMYyHHasi aHEMHsI U/ TPOMOOIIUTONIEHUS, PE3UCTEHTHAS K ITPETHU30JIOHY.

5. bonpmme pazmepsl cene3eHkH (>6 cM HUKE peOepHOl 1yTrH), IBHOE YBEIUMYEHUE OpraHa.

6. MaccuBHas (=10 cM B MakCHMaJIbHOM JIMaMETPE) U/UIIM HapacTaromas JuMgaaeHonaTus.

7. Bpewms ynBoeHHs yrcia TUMQOLUTOB MeHee 6 Mec.

8. DkcTpaHOmaIbHOE MOpPAXKEHUE, CHMIITOMHOE WM BIHUSIONIEe HAa (YHKIHIO TOPAKEHHOTO

oprasa.

Ipuiaoxenue A3.3. Pexxnmpl JJeKapcTBEHHOr o0 JedeHnus XJ1JI

Monomepanus
MonoTepanusi XJa0paMoOyuuaoM™* — kypconoii ¢gopmar
e XmopamOymmn** — 10 mMr/m? BHYTpb B 1—7-if 1HU.
Jleuenune Bo300HOBIsAETCS Ha 29-11 1E€HE.
MoHoTepanus xJiopaMOyuJIOM™* — IOCTOAHHBIH dopmaT
o  XnopamOymmwr** — 0,07-0,20 Mr/kr BHYTpb €XeIHEBHO B TeueHHe 2—4 HeHd. C
MOCJIETYIOIIAM TTOAO00POM JTO3HI.
MonoTepanus #0eHIaMyCTHHOM™*™
o #benmamyctun** — 90 mr/M? B/B B 1-if, 2-if THH.

Jleuenue Bo300HOBIsAETCS HA 29-11 IEHE.
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MonoTepanusi HOPYyTHHHOOM ™™
e Uo6pytunu6** — 420 mr/cyT (3 Karcyinsl) BHyTpb | pa3 B IeHb 10 IPOTPECCUPOBAHUS UITH
Pa3BUTHS HENIEPEHOCUMON TOKCUYHOCTH.
MoHoTepanusi BEeHETOKJIAKCOM
e Benerokiakc — 20 mr/cyt (aea. 1), 50 mr/cyt (aen. 2), 100 mr/cyt (aen. 3), 200 mr/cyT
(men. 4), 400 wmr/cyr (Hen. 5 w Jjanee), OO MPOTPECCUPOBAHUS WA Pa3BUTHS
HENEPEHOCUMON TOKCUYHOCTH.
IHonuxumuomepanus
FCR BHyTpHBeHHBIIi
e Purykcuma®** — 1 muki: 375 Mr/m? B/B Karl., neHb 1, nocienyromue mukisl: 500 Mr/M?
B/B kan. uin 1600 mr n/k, nens 1.
o #Dnynapabun** — 25 mr/m? B/B Kar., qau 1-3.
o #Hlluxkmodpochamuma** — 250 mr/m? B/B Kar., qau 1-3.
JleueHue Bo300HOBIIsIETCS HA 29-11 I€Hb.
FCR nepopanbHblii
e Purykcumab** — 1 muki: 375 mr/M? B/B Karl., 1eHb 1, nocneayromme nukisl: 500 MI/M?
B/B kan. uin 1600 mr n/k, gens 1.
o H#Onynapabun** — 40 MI/M2 BHYTpb, 10U 1-3.
o #lluxnodochamua** — 250 mMr/m? BHYTpb, AHK 1-3.
JleueHnue Bo300HOBIIsIETCS HA 29-11 1E€Hb.
FCR-Lite
e Purykcuma6** — 1 muxir: 375 mr/m? B/B Karl., AeHb 1, HOCeayromMe TUKIb: 500 Mr/m?
B/B kan. win 1600 mr n/k, nam 1, 5.
o #Dnymapabun** — 20 Mr/m? BHYTpb, AHH 1-3.
o #lluxnodochamua** — 150 mr/m? BHYTpb, quH 1-3.
Jleuenue B0300HOBIIsIETCS HA 29-i1 1eHb.
RB
e Purykcuma®** — 1 muki: 375 Mr/m? B/B Kar., IeHb |, mocneayromue nukiasl: 500 MT/M?
B/B Kam. wiu 1600 mr /K, geus 1.
o #bengamyctua** — 90 Mr/M? B/B Kam., 7am 1, 2.
Jleuenue B0300HOBIIsIETCS HA 29-i1 1eHb.
Chl-R
e Purykcuma®** — 1 muki: 375 Mr/mM? B/B Kar., IeHb |, mocneayromue nukiasl: 500 MT/M?

B/B kan. unu 1600 mr 1/k, nens 1.
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e Xnopambymmr** — 10 mr/m? BHYTpb, JHH 1—7.
Jleuenune Bo300OHOBIAETCSA HA 29-11 IEHE.
Chl-G
e OOunyty3yma6** — 1000 mr B/B, ners 1 (100 mr B Teuenne 4 gacos), 2 (900 mr), 8, 15
(umki 1), nenpb 1 (1uKssr 2—6).
e  XnopamOyrmr** — 0,5 mr/kr BHyTpb, 10U 1, 15.
Jleuenne Bo300HOBIsIETCA HA 29-1i 1eHb.
R-HDMP
e #Purykcuma6** — 375 mr/m? B/B Kar., auu 1, 8, 15, 22.
e MeTunmpeaHu3oaoH** — 1 r/mM° B/B KairL., qau 1-3.
Jleuenne Bo300HOBIsIETCA Ha 29-11 1eHb.
[IpoBonsr 3 kypca.
R-CD
e Purykcuma®** — 1 muki: 375 Mr/m? B/B Karl., neHb 1, nocJyenyromue TuKisl: 500 Mr/M?
B/B Kamn. uiau 1600 mr /K, geHb 1.
e Iluknodochamun** — 750 mr/m2 B/B Karl., IeHb 1.
e Jlekcamera3zoH™* — 12 mr B/B WK BHYTpb, AHU 1—7.
Jleuenue B0300HOBIIsIETCS HA 29-i1 1eHb.
HNopyrunnd™* + purykcumad™>
e UOpyrunu6** — 420 mr/cyt (3 karncyinbl) BHyTpb 1 pa3 B IeHb, €KE€HEBHO.
o #Putykcumadb** — 50 Mr/m? B/B KailL., ieHb | mukia 2; 375 mr/m? B/B Kal., AeHb 2 IUKIA 2;
500 mr/m? B/B Karr. wiu 1600 Mr /K, aeHb 1 1uKIoB 3—7.
Jleuenme Bo300HOBIAETCA Ha 29-11 IeHb, BCETO 7 MUKIIOB.
HNopyrunno™* + BR
o Uo6pyTunu6** —420 mr/cyt (3 Karncyssl) BHyTpb | pa3 B I€Hb €KETHEBHO B TEUEHHUE BCETO
Kypca u nanee (mociie 3aBepiieHus HUkioB BR) — 1o mporpeccupoBanust WK pa3BUTHS
HEeMpUEMIIEMON TOKCUYHOCTH.
o #bengamyctua** — 90 Mr/M? B/B Kar., JHu 2—3 uukia 1; aau 1, 2 nuxios 2—6.
e PurykcumaG** — 375 mr/m? B/B Karl., genb 1 mukia 1; 500 mr/m? B/B kar. uau 1600 Mr 1i/k,
neHb | ukioB 2—6.
Jleuenne Bo300HOBIsAEeTCS HA 29-11 IeHb., BCErO 6 LIMKJIIOB.

BeneTrokJjakc + puTyKcuMao**
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e Beneroknakc — 20 mr/cyt (aea. 1), 50 mr/cyt (aen. 2), 100 mr/cyt (aen. 3), 200 mr/cyT
(aen. 4), 400 mr/cyT (Hen. 5 u ganee), mpueM B TeueHue 24 mec. HaunHas ¢ 1-ro nHs 1-To
[IUKJIA JICYCHUS PUTYKCUMaOOM ™™,

e Putykcuma6** — 375 mr/m? B/B KaIL. uepe3 1 Hel. TIOCyIe JOCTHKEHHUS 10351 BEHETOKIIAKCA
400 mr/cyT, nanee — 500 mr/m? B/B kam. umm 1600 Mr /K e5KeMecsS4HO, BCETO 6 BBEISHMIA.

Benerokaakc + 00uHyTY3yMao ™™

e OOunyTy3ymad** — 100 mr, nenp 1 nukmna 1; 900 mr nens 2 mukia 1; 1000 mr gens 8
nukia 1; 1000 mr gens 15 nukia 1; 1000 mr gens 1 nqukna 2; 1000 mr geub 1 nukioB 3—
6.

e #Beneroxnakc — 20 mr/cyt, quu 22-28 mukna 1; 50 mr/cyt aau 1-7 nukina 2; 100 mr/cyt
nau 8—14 nukna 2; 200 mr/cyt nuu 15-21 nukna 2; 400 mr/cyT qau 22-28 nukia 2, ganee

400 mr/cyT B Teuenue 12 mec.

IIpunoxenne b. AropuTmsl AelicTBUHIl Bpaya

IIpuiaoxenue b1. AaroputM BpI00pa nepBoii JUHHAU Tepanuu nanuenta ¢ XJ1JI/JIMJI

MNoaTsep)kaeHHbI guartos XJ11/IMN

Hanuuue NoKasaHui K NeYeHuno
no kputepuam IwCLL 2018

BepxmaarensHoe

Aeneuus 17p / myTtauma TP53 HabnIoaeHe

VIONoa0M NaumeHT
5e3 3Haummon
KOMOPOMOHOCTH

Kanamaar Ha annoTrcK

_ _ NBpYTUHIE FCR Xnopambyuun + o6uHyTy3yma6
NGpyTuHNG * BR
BeHeToKNaKC* +/- BeHAaMYCTUH +/- pUTyKcMMab
0BUHYTY3yMab NBpyTUHMG +/- puTyKCMMab NBPYTUHMG +/- pUTYKCUMa6
BeHeToKNaKc +/- 06uHyTy3ymab FCR-Lite

Xnopambyuun +/- putykcumab
MoHoTepanua aHTu-CD20 aHTUuTenamm
NB6pyTUHUG B Manbix fo3ax
BeHeToknakc* +/- 0buHyTy3ymab

LOCTUrHyT orser

fa Her

Anno-TrCK npum Tepanus sTopon
BOZMOXHOCTH NUHUK

* MOHOTepaHI/Iﬂ BCHCTOKJIAKCOM IIOKa3aHa IMalu€HTaM, KOTOPBIM HE€ MOXKCT OBITE Ha3HAYECH

nopyTHHHUO.
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Ipuaoxenue B2. Aaroputm Bp1oopa Tepanuu peruausa XJ1J1/JIMJI

MoaTteepxaeHHsIn peunaus XNN/MIMI € NOKa3aHUAMM K HAYany NedeHus

Oa

Peunaus Ha ndpytusude

MoHoTepanusa BeHETOKNaKCoM
BeHeToKNaKC +/- 06UHYTY3ymab

- peneuuna 17p / mytaums TP53
- peumams < 24 mec. nocne

BLICOKMI PUCK:

UMMYHOXMMMUOTEpanuu

- W6pyTnHuG +/- BR
- BexeTtoxknaxc + putykcumad

- NMostop UXT 1 nuHuKn
- BeHaaMycTuH + putykcumad
- FCR-Lite

A 4

MNOBPYTUHUG +/- UXT
BexeToxnakc + putyrcumad

B cnyyae SOoCTWHeHUA
peMuccHm paccMoTpeTs
B03MO¥HOCTE NPOSEASHUA
annoTrCK
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Hpuioxenne B. Undopmanus 1 manueHTOB

Xponuueckuit mumMponurapusiid neiiko3 (XJIJI) mpeacraBnser coOol OHKOJIOTHYECKOE
3a00JieBaHKE, IOPAXKAIOILIEE KIETKU KPOBU M KOCTHOTO Mo3ra. IIpu xponnueckom XJIJI kocTHbIN
MO3I' BbIpaOaThIBa€T MaTOJIOTMYECKH W3MEHEHHBbIE, HE CMOCOOHBIE BBINOIHITH CBOU (DYHKIUU
aumbouuTsl. OHM HAKAIUIMBAIOTCS B KPOBU U PA3IUYHBIX OpPraHax M BBITECHSIOT HOpMajbHbIE
KJIeTKH KpoBU. CII0BO «XpPOHHUYECKHUI» B HA3BAaHUM YKa3bIBACT, YTO 3TO 3a00JIeBaHUE MPOTEKAET
T0OpPOKAYECTBEHHO.

Jlumpomoit wu3 wmanbix aumdorutoB (JIMJI) HazweiBaeTcs 0co0oe  MPOSIBICHHUE
xponuueckoro XJIJI, mpu koTopom natonoruueckue TuMEGOIUTHI HAKAILTUBAIOTCS HE B KPOBU WU
KOCTHOM MO3T€, a B TUM(pATHIECKUX y3JIax.

Eme 10 ner "Ha3zazn cunranocs, uro XJIJI/JIMJI 3a00i1€eBaroT B OCHOBHOM ITOKHJIBIE JIIOIH.
OpnHako 1Mo Mepe yIydIleHUs JUarHOCTUKH 0Ka3alloch, YTO 3TO 3a00JIeBaHe MOKET BO3HUKATh U
y Mozosix onei (40-50 jer), mpuyem B 3TOM BO3pacTe OHO MPOTEKAET MeHee OJIaronpusTHO.

Bpau moxer 3amomosputs XJIJI/JIMJI, ommpasce Ha Bamm >xamo0bl U 0OHapyXuB
COOTBETCTBYIOIIME CUMITOMBI MPU OCMOTpe. B 3TOM ciydae OymeT HEOOXOAMMO MPOUTH Pl
oOcnefoBaHUM, BKJIIOYAst aHAIU3 KPOBH M KocTHOTrO Mo3ra. ITpu XJIJI caMplii BakKHBIN aHAIH3 —
9TO aHaJU3 KpOBH, 0€3 HEero JWarHo3 He CTaBUTCA. B aHanmm3e KpOBU BBISABISICTCS YBEIMYEHUE
ymcna JuMdonuTos. J[MarHo3 o0s3aTeNIbHO MOATBEPIKIAETCS CIEUHUaIbHBIM HCCIEA0BAHUEM —
UMMYHO(EHOTUIMPOBaHUEM JUMAOIUTOB. MoOryT NOHagoOUThCA U JpyrHe YTOUHSIOIINE
nuarHo3 uccnenosanus. IIpu JIMJI nuarHo3 craBHUTCS MO pe3yJbTaTaM T'MCTOJIOIMUYECKOTO U
UMMYHOTUCTOXUMHUYECKOTO UCCIIE0BAHUS MTOPAXKEHHOT0 JTUM(ATHUECKOro y3Ia.

K coxanenuto, Ha ceroansmHuil aeHb XJUUI/JIMJI nensneunm. OnHAKO y HEKOTOPBIX
NAIMEHTOB HEOOXOJUMOCTh B JIEUEHUH He Bo3HUKaeT HuKkoraa — XJIJI/JIMJI moxer octaBatbes B
CTaOMJIBHOM COCTOSIHMM B T€UEHHE MHOTHX JIET U Jaxe JecaTuieTuil. beuio mposeneHo MHOTO
UCCIIEIOBAaHUM, B KOTOPBIX CPaBHUBAIOCH BBDKHUJATEIbHOE HAOJIOJEHHE M paHHEe Hadajio
Tepanuu (cpazy MocClie YCTaHOBIIEHUs auartosa). Oka3aaoch, YTO JICUCHHE Ha PAaHHHUX dTarnax
HUKAaKOro MpPEeUMYIIEeCTBa HE JIaeT, HO BbI3bIBaeT Tokcuyeckue 3ddextsl. [losTomMy TakTHKa
Beaenus XJIJI/JIMJI BeicTpanBaeTcst ¢ yu4eTOM TeUSHHs 3TON OOJIe3HU — JIeUeHUE IPUMEHSIOT 1O
Mepe HE0OX0IMMOCTH, TIOCKOJIBKY OHO caMo 1o cebe HeOe30acHO, M TAKTHKA BBIKHIATEILHOTO
HaOJII0JIEHUSI OCTAETCS CTAHAPTOM i1 MHOTHX MAIlUEHTOB.

Ecnu nmerotcs yeTkue mpU3HAKU MPOrpecCUpoBaHus 3a00JI€BaHUS — YCTOWYUBBIM poCT
auM@onuTo3a, yBEIMUCHHE JUM(ATHUECKUX Y3JI0B, CENe3€HKH, IOSBICHUE aHEMHHU H

TpOM6OI_II/ITOl'ICHI/II/I, Bpayd nmpCayIOKUT OHpCIIeJ'IeHHHﬁ KYypC JICUCHUS.
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Bri6upas neuenue, JOKTOP YYUTHIBACT:

. cocTosiHue 00J1e3HU (KITMHUYECKYIO0 KApTHHY U IPOTHOCTUYECKUE (GaKTOPHI);
. COCTOSIHME MaIMeHTa (BO3pacT, COMyTCTBYIOIINE 3a00I€BaHMs);
. KaKoe JIeueHHe IIPOBOIMIIOCH PaHbIlle M KOT'J1a HACTYIIMII PELUIMB.

B pesynbrare y GoJbIIMHCTBA MalMEHTOB 3a0ojeBaHue yaaeTrcsa 3(h()eKTUBHO KOHTPOIUPOBATH

COBpPCMCHHBIMHU JICKAPCTBAMMU.
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Hpuioxenne I'. lllkaabl olleHKH, BONPOCHUKH

H APYIrue ON€eHOYHbIC HHCTPYMEHTBI COCTOAHUSA MANUCHTA, IPUBCACHHbLIC B KIIMHHYC€CKUX

PECKOMEHIANNAX

Hpuaoxenue I'l. Illxana onenku oomero cocroguus nanuenra ECOG

Kimanugeckas onenka oomiero cocrtosiHus nanuenta ¢ XJIJI/JIMJI npoBoautes mo mkaie,

pa3pabotanHoii Bocrounoit oOwmemauHeHHOUW oHKoJormueckor rpymmoit (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, Ne 6. P. 64965 [65]

Tumn: mkana oneHKn

Haznauenue: KIMHAYECKAs OIlCHKA 06mero COCTOAHUA ITaIMCHTA

CopepxaHue U UHTEPIIPETALINS:

Crartyc (0anabl) | Onucanue o01IEro COCTOSIHUA MALMEHTA

0 [TanueHT MOJHOCTHIO AKTUBEH, CIIOCOOEH BBIMOJIHITH BCE, KaK U JI0
3a00eBaHuUs

1 [TarueHT HECTTOCOOEH BBIMOHSTD TSKEITYIO, HO MOKET BBITIOTHSITH
JIETKYIO WJIU CHJISTYYIO padoTy (Hampumep, JETKYI0 JOMAaITHIOK WIH
KaHIEJSPCKYI0 paboTy)

2 [TarueHT nMeyntcs aMOyIaTOpHO, CIIOCOOEH K CaMOOOCITy )KMBaHHIO, HO HE
MOJKET BBIMOIHATH padboTy. bonee 50% BpemeHu NpoOBOIUT aKTUBHO — B
BEPTHKAITBHOM TIOJIOKESHUH.

3 [TarueHT ciocoOeH UMb K OTPAHUYEHHOMY CaMOOOCTYKUBAHUIO,
MIPOBOJAMT B Kpecie uiu noctenu 6omuee 50% BpeMeHu 60pCTBOBAHUS

4 WHuBanua, coBepuieHHO HE cIoco0eH K caMo00CTy)KUBaHUIO, TPUKOBAH K
KpECITy WA TOCTEIN

5 CmepTh

Hpuaoxenue I'2. Hkana ouenku komopouanoctu CIRS

Knunnyeckas onenka komopouaHoctu nanueHTa ¢ XJIJI/JIMJI MoxkeT mpoBOIUTHCS IO

KymynsiuonHo# mikaine komopouaHoctu [66].

Opurunansaoe HazBanue: Cumulative Illness Rating Scale
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Hcrounuk: Linn, B. et al. Cumulative Iliness Rating Scale. Journal of the American Geriatrics
Society [66].
Tumn: mkaaa oneHKn

Hasnauenwme: kImHAYecKast OLICHKa KOMOp6I/I,I[HOCTI/I
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CopepxaHue U UHTEPIIPETALINSA:

banel

bone3nu cepaua

Bonesnu cocynoB (KpOBEHOCHBIX M TUM(PATHICCKHX )

bone3nu KpOBH (KOCTHOI‘O Mo3ra, CCIIC3CHKU )51

nepudepuyecKoit KpoBu

Bbonesnu opraHoB ApIXaTeabHONM CHUCTEMBI (Tpaxeu, OpOHXOB

Y JIETKUX )

bonesnu opraHoB 4yBcTB (T71a3, HOca, YIICH, TJIIOTKH U

rOpTaHun)

bosiesHn oOpraHoB BEPXHHMX OTIEJIOB MHUIIEBAPUTEIBHON
cUCTeMbl (MHIIEBOJA, IKEIyJKa, JIBEHAALATHIIEPCTHOU
KHILIKH, TO/KeNyJouHOl >kene3bl (He Bkiouas CJl) u

KEITYHOTO My3bIps)

bosiesHn oOpraHoB HIWKHUX OTAEIOB MHUIIEBAPUTEIBHOM

CUCTEMBI (TOHKOT'O U TOJICTOTO KUIIIEUHHUKA)

bose3nn neuenu

Bose3nn mouek

bonesHu opraHoB MouemnoyioBol cucTteMbl (MOUYETOUYHUKOB,
MOYEBOIO  Iy3bIps,  MOYEHUCIIyCKAaTE€JIbHOIO  KaHaia,

HpeHCTaTCHBHOﬁ KEJIE3BI U ITOJOBBIX OpFaHOB)

Bonesnn opraHoB OomopHO-IBUTATEILHON CUCTEMBI (MBIIIIIL,

CYCTaBOB, KOCTE) 1 KOKHBIX TTIOKPOBOB

Bosie3Hn opraHoB LeHTpaIbHOM U iepudepruecKoil HepBHON

CUCTCMBI (FOHOBHOFO MoO3ra, CIiIMHHOI'O MO3ra 1 HCpBOB)
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bone3Hnu opraHoB 3>HAOKPUHHOW CHCTEMBI U HApyLICHUS

MeTabonu3Ma (BKIF0YAst CaxapHbIi 1uader)

[lcuxuueckre HapyIHICHUS

CymmMma GamioB

O1eHKa OPraHoB U CHCTEM:

0 6amnoB: oTcyTcTBHE 3a00JIEBaHUI B ATON CHCTEME OPraHOB WJIM HAJIMYUE MATOJIOTUH, KOTOpas
HE MeIllaeT HOPMaJIbHOH JKU3HEIeATEIbHOCTH, HE BIUSIET Ha IPOTHO3 U HE TpeOyeT JICUSHHUsI.

1 Gayn: I€rKMe OTKIIOHSHHSI OT HOPMBI WJIH TIEPEHECEHHBIC B MTPOIILIOM 3a00ICBaHUSI.

2 Gasuta: 3a0oseBaHue, MPH KOTOPOM HEOOXOIMMO HazHauCHHE MEIUKAMEHTO3HOM Teparuu.

3 Ganna: 3abos1eBaHue, CTaBIIee MPUUYUHON HHBATUIHOCTH.

4 Ganna: JKU3HCYTI'POKAOIICC 3860J'ICBaHI/IC, Tpe6y10mee IIPpOBCACHUA HEOTJIOKHOU TCpalinuu.
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