Onob6pen
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MuHucTEpCTBA 3PAaBOOXPAHCHUS
Pecnyonuku Kazaxcran
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KJIWHUYECKHWH MPOTOKO.JI JTMATHOCTUKHA U JTEUYEHUSA

AI'PECCHUBHBIE B-KVIETOYHBIE JIMM®OMbI

1. BBOJAHAS YACTb.
1.1 Koa(s1) MKB:

MKB-10 MKB-9
Kox |HasBanme Kox |Ha3Banme
C83 3 Jluddy3Has HeXOKKUHCKas TuMPoma 10.11 buorncus numdarnueckon
" [KpYIHOKJIETOYHAs 7 |cTpyKTYpBI
C83 .4 Jluddy3nas HeXOKKUHCKas TuMPpoma 10.21 Mcceuenue rirydOKoOro menHoro
" uMMyHOOJIacTHAs " ImumdaTtrdeckoro ysia
CR3.5 Jludbdys3nas HexoHKKUHCKas TuM@poma 1023 M cceuenne moAMbIIIIEYHOTO
" pmuMmdoObacTHas " lmmumdaTrdeckoro ysia
C83.6 Jlnddy3Hass HeXOMKKUHCKAsI TuMpomMa 10.24 M cceueHne naxoBoro
" HenuddepeHrpoBaHHAs " lmmmdaTtrdeckoro ysna
[IpocToe ucceuenne napyrou
C83.7 [Tumdoma Bepkurra 40.29 | P CHHC 2Py
TMM(aTHIECKON CTPYKTYPBI
83 8 /Ipyrue Turbl HEXOHKKUHCKUX 10.30 UlokanbHOE ncceueHue
" pmmmdbom " mumdoyszna
C83.9 Jludbdysnas HexoKKUHCKas TuM@poma 10.11 buorncus numdarnueckon
" |[HEyTOUYHEHHAs " [CTPYKTYypBbI
y YKTYy
(C88.9 BnokauecTseHHbIE 41.50 [[ToaHas CILIEHOKTOMMS
MMMYHOTpOIr(epaTUBHbIE O0JIE3HHU,
HeyTOUHEHHbIE 86.11 Bnoncvm KOH ¥ TIOJTKOKHBIX
TKaHCH
11,98 Jlpyrue MaHUTYJISAIIUA HA
KOCTHOM MO3TIe
3aroToBKa CTBOJIOBBIX
09.791reMOnIOATUYECKHX KIIETOK KPOBU
TUTsT Ay TOTPAHCIUIAHTAIlAN
MKB-11
2A81 Hubdysnapie kpynmHoOKIeTOUHbIe B-KeTounbie TuM(OMBI
2A81.0 | IlepBuunas MmenuactuHanbHas B-kpynHokimeTrounas muMdoma




2A81.1 | Buyrpucocyaucras B-kpynHokieTouHas tuMmdoma

2A81.2 | [InazmobmacTHas aumdoma

2A81.3 | JlumdpomMaTOMAHBIN rpaHyIeMaTo3

2A81.4 | KpymHo-B-kmerounas numdoma, 6oratast T-KiIeTKaMu/THCTHOITUTAMHU

2A81.5 | IlepBuunas nuddysnas B-kpynHokneTouHas muMdpoma HeHTpaTbHOU
HEPBHOW CHCTEMBI

2A81.6 | Bupyc Dmmreiina-bapp-nonoxkurensras nuddys3Has B-kpymHOKIeTOUHAS
muMdoMa MOKUIIBIX J0JIeH

2A81.7 | uddysznas B-kpynHokneTouHas tumdpoma, acCOIMUPOBAHHAS C
XPOHUYECKUM BOCIAJICHUEM

2A81.8 | ALK-nonoxurtensHas B-kpynHokiierounas auMmdpoma

2A81.9 | IlepBuuHas BeIOTHAs TUMpoMa

2A81.A | IlepBuunas koxxHas nuddysHas B-kpynHokneroynas aumdoma,
Mmun «HIKHUX KOHEYHOCTEN

2A81.Y | lIpyrue yrounenusie quddysusie B-kpynHokierounbie TMMGbOMbI

2A81.Z | Nudbdysnas B-kpynHokiaeTouHas aumpoma, He yTOUHEHHAs

NB! *Ucnonvzosanue nocie pazpewenus k npumernenuro 8 PK.
1.2 laTa pa3paboTku/nepecMoTpa nporokoJia: 2016 rox (nmepecmotp 2022 r).

1.3 CoxkpaleHusi, HCNO0JIb3yeMble B IPOTOKOJIE:

AmnmoTKM | — | AnnorenHas TpaHCIUIaHTalMsI KOCTHOTO MO3Ta
AJIT — | AnanunamuHoTpancdepasa

ACT — | AcmapraTaMuHOTpaHcdepasza

AytoTKM | — | AyronorudHasi TpaHCIUIaHTalMsl KOCTHOTO MO3ra
AUYTB — | AKTUBUPOBaHHOE YaCTUYHOE TPOMOOIIIIACTHHOBOE BpeMs
AT-3 — | AaTuTpomMOuH-3

APT — | AHTHpETpPOBUPYCHAS TEpaNus

bIIB — | besnporpeccruBHas BBKUBAEMOCTD

BO3 — | Bcemupnas opranusanus 31paBOOXpaHEHUs
BNY — | Bupyc ummyHnoneduinra yenoBeka

BIIB — | Bepxnsd nosias BeHa

B-JIJI — | B-nrumdobnactrHas numdpoma

BAXT — | BpICOKOI03HAsI XUMUOTEPATTUS

I'TTII — | lamMarmroraMuiaTpaHCenTHa3a

I'p — |I'pen

I'CK — | reMONO3TUYECKHE CTBOJIOBBIE KIIETKH

[-KC®D — | I'panysnouuTapHbIii KOJIOHUECTUMYJIUPYIOMUN (HaKTop
JABKKIJI — | Auddysnas B-kpynHokneToyHas iumdpoma

En — | Enuanna namepenus

AKKT — | XKeny104YHO-KUIIEYHBIN TPAKT

NDA — | UImmyHHODEepMeHTHBIN aHaM3

NOT — | UIMmynodenoTunupoBanme

NXJI — | IMMyHOEMMIFOMUHHACIICHIIUS




NIrx

I/IMMYHOFI/ICTOXI/IMI/IH

KII Knunnueckuiit npoToKo

KT Kommnwrotepnas Tomorpadus

KIIC KucrmoTHo-111e7109HOE COCTOSIHUE

KM KocTHbIl1 MO3T

kJIX Knaccuueckast Jlumboma Xomxknna

JIIT Jlaktatneruaporenasa

JIb Jlumdoma bepkurra

JIT JlyueBas Tepanus

JITI3 JlmmdbonponudepaTuBHOE 3a00JICBaHIE

JDK JIeBbIi1 xKeny10UeK

Mr Munurpamm

ME MexayHapoaHas € JUHUIA

MKb MexayHapoiHas kinaccudukanus 0oye3Hen

M Mwuunutp

MHO MexyHapOoIHO€ HOPMaJIM30BaHHOE OTHOLICHUE

MPT MarauTtHo-pe3oHaHcHas Tomorpadus

HXJI HexomxkuHckas nuMmdoma

OAK OO1mii aHau3 KPOBU

OI'K Oprassl rpyJTHOU KJIETKU

OBII Oprasbl OpIOIIHON NOJOCTH

OMT Opransl Majoro tasa

OB OO0111a5 BEDKUBAEMOCTD

IIXT ITonmuxumuorepanus

I10 [TonHbIl OTBET

I1P [Iporpeccus

[P [TonumepasHasi enHas peakius

[I9T/KT [To3UTpOHHO-IMMHUCHOHHASI TOMOTPA(Us/KOMITbIOTEPHAS
Tomorpadus

I1B [TporpombUHOBOE BpeMs

I[ITU [TpoTpoMOMHOBBIN HHIEKC

[IM- [lepBuuna meanacTuHaIbHAS MU Py3Has B-kpynHokieTouHas

JIBKKJI auMdoma

[JI-LTHC [lepBryHa 1MMQomMa LIEHTPaJTbHON HEPBHOW CUCTEMBI

[1BJI [Tnazmob6mactaast mumdoma

PKU PangoMu3npoBaHHOE KIIMHUYECKOE UCCIIEIOBAHUE

CMX CHOuHHO-MO3roBas KUIKOCTh

COD CKOpOCTh OCETaHNs HIPUTPOLIUTOB

CK®D CKopocCTh KIIyOOUKOBOM (priibTpaliuu

CCC CepeyHo-cocyIucTasi CucCTemMa

CT Crabunm3anus

CH CepaedHasi HEI0OCTaTOYHOCTh

CPb C-peakTuBHBIN OEIOK




C3I1 CBexe3aMOopOoKeHHas 1ia3ma

TI'CK TpaHcraHTalnys TEMONOATUYECKUX CTBOJIOBBIX KIIETOK
TKM TpaHCIuTanTauMsa KOCTHOrO MO3Ta

T-JIJI T-mumdobaacTHas mumdoma

Y YPpOBEHB OKA3aTEIBLHOCTH

Y3 VY bTpa3BykoBas gomieporpadus

Y3U YIIbTpa3ByKOBOE UCCIIEIOBAHUE

oI’ JIC dubporacTpo1yoIeHOCKONHUs

OJII DTOPIC30KCUTITIOKO3a

XT XUMHOTEpANUS

IMHC I{enTpanpHas HEpBHAsK CHCTEMA

40 YacTU4YHBIN OTBET

OKT DnexTpokapauorpadus

2XO-KTI" Oxokapauorpadus

ObB D6mreitH bapp Bupyc

XI'Y XOpHUOHTOHAIOTPOIIMH YEJIOBEKa

SAMPT SAnepHo-MarHuTHas pe30HaHCHasi ToMorpadus
Ara-C [{urapabun

aalPlI Age adjusted international prognostic index
ABC Activated B-cell

CALGB Cancer and Leukemia Group B

CD Knacrep nuddepenimpoBku

CNS-IPI Central nervous system - international prognostic index
DEL Dual Expression Lymphomas

EBMT European Group for blood and Marrow

ECOG Eastern Cooperative Oncology Group

FISH Fluorescence in situ hybridization

GCB Germinal center B-cell

HLA CucremMa JEMKOLMTAPHBIX AHTUTEHOB YEJI0BEKA
HGBL High grade B-cell lymphoma

IPI International prognostic index

IFRT Involved-field radiation therapy

NCCN National comprehensive cancer network

NOS Not otherwise specified

ProBNP Mo03roBoii HaTpUNYPETUYECKUI TOPMOH

TRM Treatment-related mortality

1.4 Iloan3oBaresM NPOTOKOJA: Bpaud OOIIECH NPAKTUKH, TEPaINeBThI, OHKOJOTH,

reMarToJIoru, akymep-ruHCKOJIOTA.

1.5 Kateropusi naifueHTOB: B3pOCibie, 0EpEeMEHHBIE.

1.6 IlIkajia ypoBHS 10Ka3aTEJbHOCTH:

\ YpoBeHb

| XapakTepucTnka HMcCaeI0BaHHil, KOTOpbIE Jerid B OCHOBY |




A0KAa3aTe/ib | peKOMEeHIaluu
HOCTH

A BblcOkOKauecTBeHHbI ~ MeTa-aHalW3,  CUCTEMaTU4YeCKUd  0030p
PaHIOMU3MPOBAHHBIX KIMHUYeCKUX uccienoanuit (PKW) wimu kpynuoe
PKU c oyeHb HU3KON BEPOSTHOCTHIO (++) CHCTEeMAaTHYECKOW OIIUOKH,
pe3yNbTaThl  KOTOPBIX,  MOTYT  OBITh  pacHpoOCTpaHEHBI  Ha
COOTBETCTBYIOIIYIO NONYJIALUIO.

B BricokokauecTBeHHBIN (++) cucTeMaTuyecKuii 0030p KOTOPTHBIX WU
UCCJIEIOBAHUM CIy4al-KOHTPOJb WM BpicokokayecTBeHHOE (++1)
KOTOPTHOE WJIA HCCIIEIOBAHUM CIIy4al-KOHTPOJb C OYEHb HHU3KUM
puckoMm cucteMatuueckoit ommoku uiam PKU ¢ HeBbicOkUM (+) prCKOM
CUCTEMATUYECKON OIMOKH, pE3yNbTaThl KOTOPBIX, MOTYT OBITh
pacrnpoCTpaHEHbl HA COOTBETCTBYIOUIYIO TOMYJISIIUIO.

C KoroprHoe mim ucciaenoBanue Ciry4ail-kOHTPOJIb WM KOHTPOJIIMPYEMOE
uccleoBaHue  0e3  paHIOMH3allMd C  HEBBICOKUM  PHCKOM
CUCTEMAaTUYeCKOM oOMmMOKU(+), pe3yapTaTbl KOTOPBIX, MOTYT OBITh
pacrpoCcTpaHEeHbl HA COOTBETCTBYIOMIYIO nomyssinnio i PKU ¢ ouens
HU3KUM WM HEBBICOKMM PUCKOM CHCTEMATHYECKOW OIMOKM (++ win
+), pe3yapTaThl KOTOPBIX HE MOrYT OBITb HENOCPEICTBEHHO
pacIpOCTpaHEHbl HA COOTBETCTBYIOUIYIO IOMYJIALUIO.

D Omnucanue CCpHU CIIYHIAaCB WM HCKOHTPOJUPYCMOC HUCCICAOBAHUC, NUIINU
MHCHHC SKCIICPTOB

1.7 Onpenenenue:

ArpeccuBHbIe B-ki1eTouHbIe TUMPOMBI

[lo Teuenuto 3aboneBaHMsl HEXOHKCKHMHCKUE JUMQPOMBI ACNATCS HA WHIOJEHTHBIE U
arpeccuBHBbIE.

ArpeccuBHbIe HEXO[UKKHHCKHe JUM(OMBI - 3TO Haubosiee pacnpoCTPAHEHHBIN
noatun HXJI, KoTopblii XapakTtepuszyercs OBICTpbIM TEMIIOM pOCTa OMYXOJd B
TuM(}ATUYECKUX y3J1aX, CEJI€3€HKH, MEUYECHH, C MOPAXKEHUEM KOCTHOTO MO3Ta U JPYruX
OpraHoB.

Au¢p¢y3npie  B-kpynHokieroyHble JauM@poMbl - B-kiueTtodyHas — omyxoub,
oOpazoBaHHass  au(dy3HBIM mnponudepaToM H3 CPEIHEr0 U KPYIMHOIo pasMmepa
muMpounaabeix KiIeTok. Cpenu nudPy3HbIX KPYMHOKIETOUHBIX B-KIETOUHBIX JMMQOM
BBIICTISIIOT ~ OTACJbHBIE KIMHUKO- MOpP(]OIOrHueckue KaTeropuu, HCXOAs U3
MOPQOJIOTUUECKNX, HUMMYHO(PEHOTUITMYECKUX, MOJICKYJISPHBIX, OHOJOTUYECKUX U
KIMHUYECKMX  XapaKTepucTHK.  JIMM@oMbI,  KOTOpblE = HE  COOTBETCTBYIOT
CHEHU(PUUECKUM KPUTEPUSM OIPEACTICHHOW KIMHUKO-MOP(OIOTUYECKON KaTeropuu
muddy3HON KpymHOKJIETOUHOM B-kierounodr mammdombl, Ha3pBaloT Auddy3HOU
KpYIHOKJIETOUHOU B-kneTounoit numdomont, HeyTouHeHHoi [ 1].

JABKKJI SABJISIIOTCS HaubOosee pacrpoCTpaHEHHBIMU IUM (G OUTHBIMU
HOBOOOpA30BaHUSIMU Y B3POCIBIX, cOCTaBisisi mpuMepHO 30% BceX HEXOIKKMHCKUX
mumpom (HXJT), auarHoctupyembix exeroano [2]. B Bospacte mo 18 ner uvacrtora
3aboneBaemoct JIBKKJI ne mnpesbimaer 8-10%. Puck pa3BuTus omyxoiu
YBEJIMYMUBAETCS C BO3PACTOM M 3HAYMTENILHO BBINIE Y JIIOJIEN C CEPONO3UTUBHOCTHIO Ha



Bupyc remaruta C, Npy HAIMYAKA BUpyca MMMYyHoAeduiuTa dernoBeka. [3]. Menuana
BO3pacTta coctarisieT 64 roga. Heckonabko yare 60J€0T MyKUUHBI| 1 ].

IlepBuunasi mMeauacTMHaJbHasi B-KpynHokjeToyHasi JauM@poOMa - TPEICTABISIET
coboit otnenpHbIi oaTun HXJI, kotopeiii ructonorndecku HeoTimuuM ot JIBKKII, ¢
NEPBUYHBIM O04aroM 3abosieBaHus B iepeaneM cpenocteHun. Cpeanuit Bo3pact 35 Jer.
3aboseBacMOCTb IpeodiaaeT y sxeHmH[4,5].

I[IM-ZIBKKJI Bo3HMKaeT W3 B-KJIE€TOK TUMycCa ¢ HadaJbHBIM MECTHO-PETHOHAIbLHBIM
pacupoCTpaHEHUEM Ha HAJKIIOUNYHBIE, IIEHHbIE, IPUKOPHEBBIE y3JIbl, B CPEJOCTEHHUE U
nerkue. KiuMHUYeCKME CHUMIOTOMBI MOTYT OBITh CBSI3aHBI C OBICTPBIM POCTOM
HOBOOOpa30BaHUs CPEIOCTEHUs, BKIIOYAs CHHIAPOM BEPXHEHW IMOJIOM BEHBI, BHIIOT B
NepUKap/I U IUICBPaIbHBIN BRIOT[4].

B-kierounas aumpoma HekJIaccuuupyemas, c NPU3HAKAMU,
npome:xyroydbiMu Mexkay JABKKJI um kinaccumuyeckon JumdoMonn XOMXKKHHA
(Jlumpoma cepoii 30HbI) - B kimaccudukanmu BO3 sta B-kimerouynas numdoma c
pU3HAKaMH, XapaKTePHbIMHU KakK JJIA KilacCcuuecko TuM@ombl XOMKKUHA, TaK U IS
muddy3HON KpymHOKJIETOUHOM B-kilerounoit aumMGoOMBI, OCOOEHHO MEPBUYHON
MeJMacTUHANBHOU B-kieTouHodt auMMEGOMBI, OTHECEHAa K MOTPAaHUYHOW KaTEropuH,
Ha3BaHHOW B-kierounoit mumdomoil  HeknaccUUIMPYyeMOW ¢  IMPU3HAKAMH,
IPOMEKYTOUYHBIMU MEXIy Au(dy3HON KpymHOKIETOUHON B-KkieTounoit numdomoit u
kiaccuyeckor numbomoit Xomxkuua[l]. Yame Bcero 3T JUMQpOMBI BO3HUKAIOT B
cpenoctennu. OOBIYHO OHU HAOMIONAIOTCA Y MYKuUuH, cpeanmii Bo3pact 20-40 mer.
Nwmeet Oosee moxon KIMHUYECKUM TTporHo3, yeM kJIX winu [IM-JIBKKII[2].
B-kierounas gumM¢oMa BBICOKON CTENEHH 3JI0KAYECTBEHHOCTH C JBOMHOM WIH
TPOiiHO# MoJIOMKO# (TpaHcaokanueii) “double-hit” wmm “triple-hit”- arpeccusnsie B-
KJIETOUHast JTUMQOMBI, XapakTtepusytomuecs TpaHciokanusamu reHoB MYC u BCL2
w/unmu  BCL6. Kareropuss oObeaunsier Bce B-kimerounble auM@ombl (Kpome
domnmukynsapaon  aumpombr  u  B-numdoOmactHoro - jeitkoza/muM@ombl)  C
nepectpoitkamu reHoB MYC u BCL2 w/unu BCL6. DT mepecTpoiiki TeHOB MOYKHO
OOHapy>XUTh C TOMOINBIO CTaHAApPTHOro KapuotunupoBanus, FISH wmm npyrux
METOMIOB  MOJICKyJsspHOW  muarHoctuku[l]. Dt numdbombl  pa3BUBAIOTCS
MPEUMYIIECTBEHHO y TMAalMEHTOB MOXUJIOTO BO3pacTta. MeanaHa BO3pacTa COCTaBISET
60-70 nmer. Heckonbko vare 60et0T My>KUnHBI| 1 ].

JBKKIJI, koTopsie uMMyHOTHCTOXHUMIYECKH dKkcnipeccupytoT 6enku MYC u BCL2, Ho
LIUTOTEHETUYECKH OTPHUIATENbHBl HA TMOJIOMKH, HE OTHOCATCA K JaHHOM Tpynme
arpeccuBHbIX B-KieTOUHBIX JUM(OM, TaKk Ha3blBaeMble JTUM(OMBI C JIBOMHOMI
skcnpeccueir (Dual Expression Lymphomas). Otu iumMpoMBI Tak Ke UMEIOT TUIOXOM
porHo3 no cpaBHeHuto ¢ knaccuueckon JIBKKII, Ho B HacTosiiee BpeMs JieueHUE HE
OTJIMYACTCS OT Tepanuu THIUYHBIX ciiydaeB JIBKKII[6].

Jlumpoma Bbepkurra — 3TO 0myxosib, CyOCTpaTOM KOTOPOM SIBIISIOTCS ATUIUYHbBIC
MoHOMOpGHBIE B-mumdormuTel cpemHero pasmepa ¢ 0a30pUIBHON IUTOIIIA3MOMN
HecyIme nepectpoiiky reHa C-MYC, skcnpeccupyromue Mapkepsl MeHTpa (HoumiKysia
u obnajgaroiiyre BbICOKOM MPOJU(EpaTUBHON aKTUBHOCTBIO[7]. B Tekymei
knaccudukanuu BO3 ykazaHo Tpu kinHHYeckuX BapuanTa JIB[8]:



1 Owuoemuuecxkuti - nHambomee pacmpocTpaHeHHas (opMa 3JI0KaYECTBEHHBIX
HOBOOOpa3oBaHUW y JeTed, BCTpeyarolmascs B OSKBaTOpUalbHOM Adpuke, u
OOJIBIIMHCTBO CIIy4aeB CBA3aHO ¢ DniuTeiH-bapp Bupycom.

2. Cnopaoduyeckutl - cocTaBisiOT oT 1% 10 2% Bcex muM@oM B3pOCIbIX, MOTYT OBITH
cBs3anbl ¢ DbB-undekuueii npumepHo B 30% ciydaes.

3. JIb, accoyuuposannas ¢ umMmMyHooeguyumom - BCTPEYACTCSI B OCHOBHOM Y
NAlMEeHTOB, MH(UIIMPOBAHHBIX BUPYCOM HMMYHOJE(DUIIMTA YENOBEKa, y JIOACH C
BPOKJICHHBIM UMMYHOAC(PHUIIUTOM U y HEKOTOPBIX MAIMEHTOB MOCJIE TPAHCILIaHTAIlUU
reéMOIMO3TUYECKUX KIIETOK .

JIBKKUJI, TpancdopmupoBanHasi - JaHHBINA BHUI JTUM(OMBI BOSHHKAET KaK CJIEICTBUE
TpaHchopMaIi 3pENIOKICTOYHBIX HHAONCHTHBIX HXJI (B wacTtHOCTH, JTUMQOMBI U3
MaiblX JUMQOIMTOB/XPOHHUUECKOTO JuMpoieiiko3a, (HOITUKYIApHON JTUMQPOMEI,
TUMGOMBI U3 KJIETOK 30HbI MAHTUU U HEKOTOPBIX JPYTHX.

JlumdpoodaacTHaa aumpoma — kateropusi JUMPOOTACTHBIX JUMQPOM BKIIOYACT JBa
3a0oneBanus: T-nmumdoOnactHas smmdoma/neiikod (90%) u  B-nmumdobnactHas
mumpoma/nerikos (10%), ¢ skcTpaMeny s ipHbIME oyaramu nopaxeHusi[2]. Tepmun «B-
muMmpobacTHas TUM@POMa» HCIONB3YIOT B CIy4asiX OTCYTCTBUS WU MHUHHUMAIBLHOTO
BOBJICUEHUSI KPOBH M KOCTHOTO Mo3ra (MeHee 25% naum@o01acToB B KOCTHOM MO3TE).
[TaTonmormyeckuil nmpoiecc riaBHbIM 00pa3oM pa3BUBAETCS B IMM(PATHUUECKUX Yy3JIaX U
AKCTpPaHOJaJbHO[ 1]

BHUY-accounnpoBannbie JuMpoMbl — HauOoJjee pacnpoCTPAHEHHBIMH IMOATHIIAMU
HXJI y nanuenTos, xuBymux ¢ BUY sasmsatorcs ABKKIL, JIb u nepBuunas aumdpoma
LIEHTPAJIbHOW HEpPBHOM cucTeMbl. 3abosieBaeMOCTh JiUMpoMoi  XOJKKMHA U
MHJOJICHTHOM JMM(OMON Takxke Bbllle y mojel, xkuBymux c¢ BUY, HO oHHM
BcTpeuaroTcsi ropazfgo pexe, dem JIb wunmu JABKKJL IlnasmoOnactHas numdoma
ABJISIETCSI MEHEE PacHpOCTPaHEHHOW (POPMON CUCTEMHBIX JTUM(OM, COCTaBIsSI MEHEE
5% nmumdom y moaei, xuyiux ¢ BUY [9]

1.8 Knaccuuxanus:

CoBmecTHO ¢ ompezenenneM maromopdoinorunueckoro Bapuanta JIBKKIJI, y kaxmoro
nanpeHTa ¢ JBKKJI momkna ObITh ompeneineHa craauds 3a00J€BaHHUS COTJIACHO
kiaccupukamu  Ann Arbor [10], a Taxke rpymma pucka COTVIACHO OJHOW U3
nporaoctuueckux moaenei ams JIBKKIT [11-13]

Cucrema cragupoBanusi Ann-Arbor B mogndpukanuu Cotswold [10]:

- ~ 1
Cragua 1l | e  Tlopaxkenue omHOMN JIUM(PATHICSCKON 30HBI UIIA CTPYKTYPbI

e Jlokanm30BaHHOE NMOPAXKEHUE OJHOIO FIKCTPATUM(PATUIECKOTO
opraHa WM TKaHH B Ipejeraax OJHOr0 CErMEHTa

Cramust 11 | e  Tlopaxenne aByX min 6omnee” TUM(pATHIECKHX 30H MO OJHY CTOPOHY
nuadparmbl

e Jlokamm3oBaHHOE B Ipe/esiaXx OJTHOTO CETMEHTa TOPaKeHNE OJTHOTO
IKCTPATUM(ATHICCKOTO OpraHa WM TKaHU B €T0 PETHOHAPHBIX
TuM(}ATUIECKHX y3JI0B C WK 0€3 TOPaKEHUS IPYTUX TUM(paTHIeCKIX
o0JacTelt Mo Ty ke CTOpOHY nradparMel

Cranust e [lopaxenue numpaTHUIECKUX y3JI0B WIH CTPYKTYP MO 00€ CTOPOHBI




Il nuadparMel’

e Jlokanu3oBaHHOE B Mpejeax OJHOrO CETMEHTA MOPaKeHUE OJHOTO
AKCTpaTUM(}aTHIECKOTO OpraHa WM TKaHU U €ro pernoHapHBIX
TUM(aTHYECKHUX Y3JI0B C MOPaKEHUEM JAPYTUX TUMpaTHIECKUX o0IacTen
1o 006e CTOpOHBI Ana(parmsl

Cranus e JlucceMrMHHpOBaHHOE (MHOTO(OKYCHOE) MOpakKeHHWE OJHOTO WU
v HECKOJIBKUX OSKCTPATUM(PATUYECKHX OPraHoB, ¢ WM 0e3 MOpakKeHUs
TUM(ATHIECKUX Y3JI0B

e ll3onmupoBaHHOE TMOpaKEHUE OHKCTPAIUM(ATHUECKOTO OpraHa cC
HopaskeHHueM

®  OTHAJCHHBIX (HE PETHOHAPHBIX) TUM(PATHUECKUX Y3IIOB

e [lopaxeHue neyeHN U/UIM KOCTHOTO MO3Ta

Jlns Bcex craauu

A e OrtcyTcTBUE NPU3HAKOB B-cTaguu

B? OnuH unu 6oJiee U3 CIACAYIONIUX CUMIITOMOB:
e Jluxopanka Beiie 38°C He MeHee Tpex JHEeH noapsi 0e3 NpU3HAKOB
BOCIAJICHUS
e Hounble mpody3HbIe MOTHI
e [loxynanue Ha 10% Maccel Tena 3a nocyieaHue 6 MecsIeB
E e JlokanM3oBaHHOE SKCTpaHoMaibHOE nopaxenue (rpu [-Illcranusx)
S o [lopaxenue cenezenku (npu [-Illcragusx)

X e Maccusnoe (bulky) onmyxoneBoe nopaskenue —ouar 6osee 10 cm B
JMaMeTpe WM MeIMACTUHAIbHO-TOPAaKaIbHbIN I/IH):[eKc5 ooinee 1/3

1
K numdarnueckum CcTpykTypam OTHOCAT JUM(pATUYECKHE Y3JIbl, CEJIE3EHKY,

BUJIOYKOBYIO Keje3y, KoJibllo Banpaeiiepa, uyepBeoOpa3HbIi OTPOCTOK, MEHEPOBBI
OJISITITKH.

? Ipu mumMbome XOMKKHHA [T BTOPOIt CTaAHH HEOOXO0MMO JOMONHATENBHO apabCKoil
1udpoil yKa3pIBaTh KOJIMYECTBO MOPAKEHHBIX JTUM(BATUYECKUX 30H (HArpuMep, CTaaus
I4).

® Pexomennyercs paznuuark craguto I, ¢ mopaxkeHumem BepXHHMX a0JAOMUHAIBHBIX
muMdaTUIecKuX Y3JI0B (BOpOTa TEYECHH, CEJIe3eHKU, YpeBHBbIC J/y), U ctamguto lll,, ¢
nopakeHrueM 3a0pIOIMTUHHBIX TUM(OY3II0B.

* KoHblif 3y/1 HCKIIIOUEH U3 CHMIITOMOB HHTOKCHKALIHIL.

° MenuacTiHaIbHO-TOPAKAIBHBIM MHIEKC — OTHOILICHUE IIHUPUHBI CPEIUHHOU TEHU B
CaMOM IIMPOKOM MECTE K IMaMETPy TPYAHOM KJIETKA B CAaMOM IIIMPOKOM €€ MeCTe — Ha
ypoBHe Th5-6Ha cTaHAAPTHBIX MPSAMBIX PEHTI€HOTPaMM

Crparudukanus rpynnbl pucKa:

MexayHnapoanbiii nporaocrudeckuii muaexc (1P1) nasi Bcex manuenton[11].

Bospact >60 ner Huskwuit puck 0-1 6amn
JIAT™> HopMBI Huskuii/mpomexxyTouHbIi prck 2 0asia
ECOG 2-4 Bricokuil/mpomexxyTouHblid puck 3 Oania




Cranmus -1V o AnnArbor Bricokuii puck 4-5 6anioB
>1 SKCTpaHoaaapHoro | 1 kpurepuii — 1 6amn
TTOPAKEHUS

MeXkayHapoaHbIH  NMPOTHOCTHYECKHH  WHIAEKC, CKOPPEKTHPOBAHHBLIA 1O
Bo3pacry (aalPI) nisa nanmuenToB <60 get[11]:

Cramus -1V oo AnnArbor Huzkuit puck 0 6armn

JIATI'> HOpMBI Huzkuit/mpomexxyTounslii puck 1 6amn
ECOG 2-4 Bricokuil/mpomexxyTOuHbIN pHcK 2 Oaia
Bricokuii puck 3 6amia

1 xputepuit — 1 Gamn

Me:xaynapoanbiii nporaocruueckuii magaexc (NCCN-IPI) [12]:

Bospact 40-60 net 1 6ann Huskwmit puck 0-1 6amn

Bospact >60 u <75 | 2 Gamra Huzkuit/mpomexyTouHbli puck 2-3 daia
JEeT BbIcOKUIA/TIPOMEKYTOUHBINA PUCK 4-5
Bospact >75 ner 3 Oama Oaya

JIAT HopMma 0 Bricokuii puck 6 u 6osee 6anion
JIAT Beime 1 wmm 3 | 1 Gamn 1 kpurepuii = 1 Gamn

HOPM

JIATD Beimie 6onee 3 | 2 Oamna

HOPM

ECOG >2 1 Gamn

Cramgus -1V o 1 Oamn

AnnArbor

DKCTpaHOAaIbHOE 1 Gamn

nopaxenue (KM,

IHHC, nmeuens/XKKT,

JICTKHE)

IIporHocruyeckasi Moaeb 1Jisi onenku pucka nopazxkenuss IIHC (CNS-1PI) [13]:

Boszpact >60 Huskwmit puck 0-1 6amn

JIII" BBIIIIE HOPMBI [TpomexyTouHbIl puck 2-3 Oaia

ECOG >1 Bricokuii puck 4-6 6anioB uin nopaxeHue HaAnoYeuHnKa
Cramus -1V no *1 xputepuii — 1 Gamr

AnnArbor

>1 sKCTpaHOIaNIbHOE
MOPAKEHUE
[TopaxxeHue 1moyku uim
HAJIOYECYHUKA

JlonoiHuTE IbHBbIE TOKa3aHus K npoduiaakTuke co cropoabl HHHC He3aBucumo ot
ounenku pucka IIHC[13]:
e  BUY-accouumpoBanHas aumMdoma,



e Jlumdoma sauuka;

e B-kimerouneie = aMMQOMBI  BBICOKOW  CTEMEHHM  3JI0KAYECTBEHHOCTH  C
tpaucnokarusmua MYC u BCL2, w/umn BCL6, HGBL NOS;

e  [lepsuunas koxuas JIBKKIJI (“leg type™);

e  Cragus IE IBKKJI rpyau.

2. METOJbI, NOAXOAbI U ITPOLEAYPBI IUAT'HOCTUKMH.

2.1 /InarHocTu4ecKue KPUTEPHH:

e Pemaronee 3HaueHuWe I BepuPUKAMK JTMarHO3a JTUM(OMBI  SIBIISIOTCS
TUCTOJIOTUYECKOE W HMMMYHOTHCTOXMMHUYECKOE UCClIeNoBaHus. JlomomHUTEbHBIC
METO/Ibl HEOOXOAUMBI JIJISl OTIPECNICHUS] PacIPOCTPAHEHHOCTH OIMyXOJIEBOTO MpoIecca
U CTpaTU(UKALMY TAIMEHTOB TI0 TpymaM pucka. [3]

e JluarHo3 moJDKeH OBITH YCTAHOBJICH HA OCHOBAaHWUHU HCCIEAOBAHUS XUPYPTHUCCKH
yaaJIeHHOTO (pe3ekiys) TuMdoy3ia Wi ydacTKa dKCTPaHOAAIBHOTO MOPaXEHUs, TPH
ATOM KOJIMYECTBO MaTepHaja JOJDKHO ObITh JOCTATOYHBIM Il (PUKCAUK B (pOpMaJIUHE
U TPUTOTOBJICHUS TapaduHOBBIX OJ0KOB. O0s3aT€NBbHO BBHIMOJHEHUE AaJIEKBATHOTO
UMMYHOTHCTOXHUMHYECKOTO HCCIICIOBAHUS.

e [lamenrs UI'X mus B-kierounsix numdom momkHa Biiarodars[2]: CD20, CD3,
CD5, CD10, CD45, BCL2, BCL6, Ki-67, IRF4/MUM1, MYC ¢ umu Oe3 aHanmmsa
MapKepOB KJIETOYHON MOBEPXHOCTH METOJIOM MPOTOYHOM muromerpun: Kappa/ lambda,
CD45, CD3, CD5, CD19, CD10, CD20.

e  JlomoJHUTETHHBIE WMMYHOTHCTOXMMHUYCCKHUE WCCICIOBAHUS I yCTAHOBIICHUS
noatuna aumbomsr: cyclinD1, kappa/lambda, CD30, CD138, Epstein-Barr virus in situ
hybridization, ALK, HHV8, SOX11.

o  JKanoOwl, anaMHe3, TaHHBIE (PU3UUYECKOTO MCCIEAOBAHUS UTPAIOT BAXKHYIO POJIb B
IUArHOCTUKE W Ju(pepeHIaNbHOl  JAMArHOCTHKE  JIUMGONponardepaTUBHBIX
3a00eBaHUi, HO HECTEU(UUHBI B CBS3M C YeM HE OTHOCATCS K JHMATHOCTHYCCKUM
kputepusm [3].

e  Jluarnos yCTaHaBJINBACTCS Ha OCHOBE MOP(HOIOTHYECKOTO u
UMMYHOTHCTOXMMHYECKOTO UCCIIeI0BaHNUs OMONICUIHOTO MaTepuana u popmyaupyercs
B COOTBETCTBUU C MEPECMOTPEHHOM KJIacCU(PUKALUEH OMyXO0JIe reMOMOITUYECKONH U
mumdonanoi Tkaneir BO3 2017 [3].

Kano0bl 1 aHAMHe3!

e  yBenuyeHue JUMQPOoy3oB (daiie 6€300JI€3HEHHOE);

e  Kamenb 0e3 BBIICICHUS MOKPOTHI — BO3HUKACT 3a CUCT CHABJICHUS JBIXATCIBHBIX
MyTeH YBETUYCHHBIMH JTUM(OY3IaMU CPEIOCTEHUS;

®  OTEKW JIMIa, IIeH, PyK — BO3HUKAIOT 3a CUET CIABJICHUS BEPXHEH MOJION BEHHI;
TSDKECTh B JIEBOM TOJIpeOepbe — 3a CUET YBEIUUCHUS CEIC3EHKH;

e  00mIas ci1aboCTh, MOBHITIICHHAS YTOMIISIEMOCTH;

e  B-cHMOTOMBI: TIOBBIIIICHUE TEMIIEPATYPHI TEa, MPEUMYIIIECTBEHHO B BEUCpPHEE H
HOYHOE BpeMsi; CHIDKeHHUE Macchl Tesa (6osee 10-15 kxr B Teuenue 2-3 mecsIiieB).

dusnkaabHoe 00CIeJ0BAHUE:



e  uyAeHTU(UKAIMSA TAITBNUPYEMbIX JTUM(OY3JIOB M OpPraHOMErajluu MpeCcTaBiIeHa
OJIHUM WJIM HECKOJIBKUMHU Y3JIaMU;

e  yBeJWYEHHUE JTUM(OY3JIOB PA3INYHON JOKATU3ALUY;

®  yBEIMYEHHUE PA3MEPOB IIEUECHU U CEIE3ECHKH.

JlaGopaTopHbIe uccIe10BaHUA:

e  OOwmmui aHanu3 KPOBH — MOJCYET JehHKkodopmyibl, TpoMOoIuTOoB B Mazke: OAK
MOKET OBITh B Mpejenax HOPMbI, OJJHAKO MOXKET ObITh YMEPEHHBIN JIEUKOMTO3. YacTo
orMmeuaercs yckopeHue COD 1o 3HauuTeNnbHBIX UGp. AHEMUS HAOJIOAAETCS PEIKO U
ABJISIETCS] HE3aBUCUMbBIM HEOJIaronpusTHBIM MPOTHOCTUYECKUM MTPU3HAKOM;

e  buoxmMmudeckuii aHaIM3 KPOBHU — JIAKTATACTUAPOreHa3a, 00muid 0eI0K, aTbOyMUH,
KpEaTUHUH, MOYEBHHA, 3JIEKTPOJUTHI, MOUYEBasl KUCIIOTA, JJIS BBISBICHUS CUHAPOMA
JM3HCA OMYyXO0JIH, & TAKXKE COMYTCTBYIOIIETO MOPAXKEHUSI OPTaHOB,;

e  [UCTOJIOTMYECKOE HCCIENOBAHUE — C LEJbl0 BepupHukanum Mop(dhoraoruyeckoin
dbopmni JIII3;

e  lIMMyHOTrMCTOXMMHMYECKOE  HCCIEAOBaHHME — C  Ieibl0  BepudUKAIUU
Mopdostornueckon popmer JII13.

° ['ucronoruyeckoe uccienoBaHre rpeOHST MOAB3AOLUIHON KOCTU - 00s3aTE€NIbHBIM
KOMIIOHEHTOM ONpEEJIeHUsI PaclpOCTPAHEHHOCTH OIYXOJIEBOrO Ipoliecca (CTaanu)
ABJISIETCSI TUCTOJIOTMYECKOE MCCIEI0BaHNE TpermaHoOuonrata KOCTHOro wmo3ra. B
mpolecce MEepBUYHOrO  OOCIIEeNOBaHUS  PEKOMEHIYETCS  BBIMOJHATH  OMOIICHIO
OwnarepanbHO. B cimyyae mepBUYHOTO MOpa)keHUsi KOCTHOTO MO3Ta, TPEMaHOOUOTICHS
NOJDKHA  BBINOJIHATBCA B PECTaAUPOBAHUM W TIPU  3aBEPUICHUU  TEpaIldH.
Mopdonoruueckoe uccieqoBaHUE IyHKTaTa KOCTHOTO MoO3ra HE 3aMeHseT
THCTOJIOTHYECKOE HCCIIeI0BaHne Tpenanoouonrara [3].

NucTpyMeHTaIbHBIE HCCJIEI0BAHUSA:

o [IDT/KT — st OGosee TOYHOTO CTaAMPOBAHUS Mpoliecca B AeOr0Te 3a001eBaHusl, a
TaK)XK€ aJCKBAaTHOM OIIEHKM OTBETAa Ha JIEYEHHWE, B TOM YMKCJIC€ MPU TMOJIO3PECHUH Ha
peuuIuB 3a00J1€BaHUs SIBJIIETCS HEOOXOMMBIM MPOBEICHUE TTO3UTPOHHO YIMUCCUOHHON
ToMorpaduu, COBMEUIEHHYIO C KOMIBIOTEPHON TOoMorpadueii ¢ TyMOPOTPOITHBIMHU
pannodapmnpenapatamu [3, 14-16].

e KT c koHTpacTupoBaHHEeM (OPraHOB OPIOIIHOM MMOJIOCTH, MAJIOTO Ta3a, IIeH) — MPH
HeBo3MokHOCTH TipoBeneHust [I9T/KT pexomenayercsa Beimoanuth KT mmien, rpynHoi
KJIETKH, OpPraHOB OpPIOUIHOM MOJIOCTM M Majoro Tas3a (C KOHTPACTUPOBAHUEM) IS
CTaIUpOBaHUs 3a00JICBaHUSI U YTOUHECHUS] HAJIMYHUS, Pa3MEPOB U PACIPOCTPAHEHHOCTH
OIyX0JIeBBIX 04aros [3].

e  V3U nepudeprueckux U BHYTPUOPIOIIHBIX JUM(POY3TI0B — YBEIMUYEHUE PA3MEPOB
Y UBMEHEHHE CTPYKTYPbI JTUM(POY3JIOB.

e  MPT-ronoBHOro Mo3ra — npu MoJI03pEHNH Ha TOPAKEHHUE TOJOBHOTO MO3Ta

Jiia mJIaHUPOBAaHMS TepPaneBTHYECKON TAKTUKU M onpeaejeHUs HEOOX0IMMOCTH
ee MOAU(UKAIUN, a TAKAKEe JISl ONpee/ieHHs] MOTPeOHOCTH B CONMYTCTBYIOLIEH U



CONPOBOANTEbHOH  TepamuM  PeKOMEHJI0BAHO  BBINOJHUTH  CJeAylolue
AHATHOCTUYECKHUE UCCJIeIOBAHNS:

e  OAK c neitkohopmyIioif, MoACYETOM KOJIMYECTBA TPOMOOIIUTOB;

e  buoxuMHYeCKUH aHAIM3 KPOBU (HATPUM, Kadui, KaJdbIlMi, TIHOKO3a, MOUYEBHHA,
KpEaTHHHUH, MOUYeBas KUCIO0Ta, 00Ul OeNoK, anb0yMuH, o0muit OunnpyouH, npsMoi,
owmupyoun, JIJII', ACT, AJIT, CPB, menounas ¢ocdaraza);

Onpenenenue rpynnsl Kposu 1o cucremam ABO;

Omnpenenenue pe3yc-pakropa;

OO6wmwmit ananmM3 MoYH;

Koarymorpamma (AUTB, 1B, MHO, I1TU, ¢ubpunoren, AT-3, /I-numep);
Onpenenenue CKD;

Onpenenenne mapkepoB BupycHoro renatuta B u C merogom MDA nnmu UXIT,
BUY-undexmuu (HIVAg/anti-HIV) metonom NDA;

[TIIP na BupycHblie renatuthl B u C (kauecTBEHHO);

[1LP na BupycHbie renatuthl B, C (KOJIMYECTBEHHO) ;

Bupyc 36mreitna-bapp, repmec 1-2 THuna, HUTOMEraJioBUPYC, TOKCOILIa3MO3
MeToiom I11P;

e  KomMmrmuiekc ceposiorH4ecKuX peakiuii Ha CUQpuIInC;

e [IIIP na COVID-19;

e lccienoBanue CIMHHOMO3IOBOM  KUAKOCTH: OOIIMI  aHaAlIW3 JIMKBOpat/-
BUPYCOJOTUYECKOE, OAKTEPUOJIOTUYECKOE UCCIIEIOBAHNUE;

Omnpenenenue dhepputrrna, GoaaTel, CLIBOPOTOUHOE Kele30, Buramun B12;
ProBNP;

[TpokanbUUTOHUH;

J1ist sxeHIuH (GepTUIIbHOTO BO3pacTa- TeCT Ha OEpEeMEHHOCTh, onpeaenenne X1 'Y;
OKT;

Ox0KT;

VY31 OblI+nouek.

Pentrenorpadus npuaaTOuHbIX MMa3yx HOCA;

OpronanToMorpamma;

KomneroTepnas Tomorpadusi TpyAHOTO CErMEHTa;

OI'IC;

bponxockonus;

Komonockomnus;

V3T cocynoB (BeH u/wiiu apTepuii);

Crumporpadus;

VY3U mneBpansHOUM mosiocTH, niepudepudeckux numdoysnoB, OMT, moueBoro
y3bIps;

e  XonrepoBckoe — moHuTOopupoBanue IKI';

NB! O6vem uccredosanuti onpeoensiemcs ieuauum 6paiom



IMoka3anus 11l KOHCYJbTAIMYN CTIEI[HATMCTOB

o KoHcynbTanuss ruHEKojgora — OEpeMEeHHOCTh, METpPOpparuv, MEHOpPparu,
KOHCYJIbTAllUsI MPYU HAa3HAYEHUH KOMOWHUPOBAHHBIX OPAJbHBIX KOHTPAIENTUBOB; IS
JMArHOCTUKH U JISYeHUS 3a00JIeBaHUM pErpOIyKTUBHOM CUCTEMBI;

e KoHcynbTanus KapauoJiora — sk Koppekiuu/moadopa 6asucHoit tepanuu mpu Al
XPOHUYECKOM  CEpJACYHOM  HEAOCTATOYHOCTH, HAPYLICHUS pPUTMA  CEPACYHOMU
JeITEJIbHOCTH; JJI1 TUarHOCTUKH U JieueHus 3adonesannii CCC;

o Koncymprammms Hedposora (3ddepeHTonor) — aiId JUATHOCTUKH € JICYCHUS
3a001€eBaHUM TIOYEK;

e KoHcynbTanMsi OTOPUHOJAPUHIOJIOTAa — JUIS  JUArHOCTUKUM U JICYCHUS
BOCHAJIUTEIBHBIX 3a00JI€BaHNI TPHUIATOYHBIX TTA3yX HOCA U CPETHETO yXa;

e Koncynbranusg odTaibMonora —  HapyIIEHWs  3pEHUs,  BOCIHAIUTEIbHBIC
3a00JIeBaHus TJ1a3 U IPUATKOB;

e KoHcynbTanus xupypra — Juisi pelieHue Bonpoca 0 OMoncuu JMMEpaTUuIecKoro y3mna/
o0Opa3oBaHusl, PU PA3BUTUU XUPYPTHUUECKUX OCJIOKHEHHUH Ha KypcaX XHMHUOTEpAruH,
ornpeseeHre MoKa3aHui Jisl XUPYPruYeCKUX BMEIIATeNIbCTB;

e KoHcynbTalMs TOPAaKaIbHOTO XUPYypra — JUIsl ONPECIICHHs TOKa3aHUil K OUOTICUU
JIErKOTr0/00pa3oBaHus CPEIOCTEHUS;

e KoHCynbTalus peaHNMAaToI0ra — HapylIieHue BUTAIBHBIX (QYHKIIUHT;

e Koncynpranusa grusnarpa — AuarHocTuka TyoepKyesa;

o KoHcynbTalMs YETOCTHO-IMIIEBOTO XHUpypra - HWH(EKIIMOHHO-BOCHIAIUTEIIbHbBIE
3a00JieBaHUs 3y00-4EIIIOCTHON CUCTEMBI.

NB! KoHcynpTanuu y3Kux CIEeUaIiCcTOB — M0 MOKA3aHHIM.

2.2 InarHoCTHYECKUI AJITOPUTM:

JInarHOCTUYECKUI aJIrOpUTM BKJIIOYAET B ceOs BBISIBIEHHE OOpa3oBaHUs WIH
YBEJIMYEHHBIX JTUM(POY3JIOB C TMTOMOIILI0 METOJOB JYyUYE€BOM JUArHOCTUKH, MPOBEACHUE
Ouornicuu  W/WIAW  yJaJeHWE  BBISIBJIEHHOTO  00pa3oBaHUs €  MOCIEAYIOUIUM
TUCTOJIOTUYECKUM M UMMYHOTHCTOXMMHYECKUM HCCIIEIOBAHUSMU. B 3aBUCUMOCTH OT
KIMHAYECKON CHUTyallud TepeyYeHb JUarHOCTHYECKUX MEPONPUATUNA MOXKET OBbITh
pacIlIrpeH.



Cxema 1. AJITOpUTM JHATHOCTHKH JUM(ponpoaudepaTuBHbIX 3a001eBaHU

Chop xamob, AHaMEe3a — HATHTHE B BEPEMA [’ DHIHKATEHOE 00CIETOBAHHE (BO3MOKHE] THM(DOATEHONATHA,
noABTeHHA B-cHnvmToMoE | CIUIEHOMETATHA, OTEKH H 1)

[ JlabopaTopHEIe HCC/IeJ0EAHHA ] [ HHECTpYMeHTATBHBIE HCCTIeTOBAHASA ]

/ v OAK Bo3MOXEHEL \ / v T'HcToI0THYeCKOe, HMMYHOTHCTOXHMHYECKOe HCC.‘IE;[DBEI.HIIG\

NefkoTHTO:/ TeHKOMeHAS, HHONCHAHOTO MaTEPHANA — I0ZE0IEET BEepHHITHPOEITE
THMGOUHTOS, HTH IBYX, mophonors=eckyro dopyy MMGOMEL H CTENESHE &8
TPEXpPOCTKOEAA ITHTOMEHHE TIPH 3M0KATeCTECHHOCTH B 32EHCHMOCTH OT COCTAEa KISTOK, 9T0
ECQEBIEYEHHH E IPOLECC KOCTHOTO OIpenendeT EEI00D JATPHEHINET O TeIeHH.
MO3ra v" II3TKT — mo3eoIAeT BEAEHTE PACTIPOCTPAHEHHOCTE

v B/X aHa1A3 KPOBH: OIYXOMEEOTO MPOTIECca
Hale BEIABIETCA MOBEIIIEHHE v" KTOTK, men, EII, Mag0oro Ta3a ¢ KORTPacTHDORAHHEEM —
ypoera JIIT, I11$, CPB TIpH HEeBO3MOEHOCTH nposetenms IIITKT & gebrote

¥ KoaryIorpaMma: BOIMOEHO zabonesannd, ogHako npoeegenne [I3TKT apagerca
NoBRIMEeHHe VpoERT - THMepoR

TpeIIOITHTSIEHEDI
/ \ v" MPT ro1oBHOT0 M03Ta — IPH 003 PEHHH Ha IOPTKEHEHE H,HC/

| JIaarHo3 yCcTaHORIeH: BRIGOD |
| TAKTHKH TeDAHH |

2.3 JuddepeHnuanbHblidi  JAHATHO3 W O000CHOBAHHME  JIONMOJHHMTEIbHBIX
HUCCJICIOBAHMIA.

Tadamma 1. OcHoBHble B-KieTOYHBbIE KPYNHOKJIETOYHbIe JUM(POMBI B
COOTBETCTBUM € Tekyleil kiaccuuxanueit iumdpom BO3, ¢ kpaTkum onucanuemM
170.¢ OCHOBHBIX XapaKTePUCTUK (rucrosioruyeckue XapaKkTepuCcTUKH,
UMMYHO(EHOTHUI U TeHeTHYecKue u3mMeHenus) [1,2].



B-kjaerounbie
HOB0OOOpPa30BaHUA

I'nucrosiornueckue
XapaKTePUCTUKH

I/IMMyHOI‘I/ICTOXI/IMI/I‘IeCKI/Ie
XAPAKTEPUCTUKH

I'eneTnyeckue 0COOEHHOCTH

JIBKKJI

B [IOPaXEHHBIX
TuM(ATHYECKUX y3JIax WA
IPYTUX opraHax
oOHapyKHUBaeTCs
muddy3Hbi nponaudepar us3
TUM(OUTHBIX KJIETOK
CPEIHUX  WJIH  KPYIMHBIX
pa3mMepoB, KOTOPBI
MOJIHOCTBIO WM YaCTHUYHO
3aMeIaeT
MPEJICYIIECTBYIOMIYIO
HOPMAJIBHYIO TKaHb.
Beinensior Tpu Haumbosiee
pacpoCcTpaHEHHBIX
IIATOJIOTHIECKUX
muddy3Hoi
KPYITHOKJIETOYHOMU
KJIETOYHOM JIMM(POMBI:
IIEHTPOOIACTHBIN
MMMYHOOJIACTHBIM
AHAITACTUYECKUU.

ITpu [IEHTPOOTACTHOM
BapHaHTE mpeodIaaaroT
KJICTKH C OBAJIbHBIMU HIIN
OKPYTJIBIMU
My3bIPHKOBUIHBIMH  SIAPAMU
C HECKOJBKUMH SIIPBIIIKAMU
BO3JIC SIIEPHON MEMOpaHbl U

BapuaHTa

B-

OnyxoJieBple  KIETKH  SKCIPECCUPYIOT
CD20, CD79a, PAXS, CDI10 (30- 50%),
BCL6 (60-90 %), MUML (35-65%), BCL2
(47-84 %) u CD5 (5-10%).
B HekoTOphIX ciydasx,
AHAIJIACTUYECKOM BapHUaHTe,
skcrpeccust CD30.
[MponmudeparuBuas axtuBHOCTh (Ki-67)
00b19H0> 40%, mHOrAA MOXKET OBITH> 90
%.

Ha OCHOBaHHH JKCIPECCUN 3-x
MMMYHOTUCTOXUMHUUYECKUX MapKepoB
(CD10, BCL6 m MUMI), wucnonas3ys
anroput™M  Xanca, JBKKJI, ™MoxHO
pa3ieNuTh Ha JBa MOJATUMNA - C (DEHOTUIIOM
kJeTok repmuHatuBHOTO 1eHTpa (GCB) u
akTUBHpOBaHHbIe B-kieTku (non-GCB nin
ABC Ttun). Onyxoilu ¢ 3KCOpeccuen
CDI10, a Taxxke CDI10-, no BCL6+ wu
MUM1-, otHocstcs k numpomam ¢ GCB
dbenotunom. Bee npyrue oTHOCSTCS K non-
GCB noarumy.

0COOCHHO B
BO3MOYKHA

B 30%
OoOHapyXUBaeTCs
BCL6 (3927).

B 20-30% BO3MOYKHA
TpaHCIOKAIIHS t(14;18),
3atparuBatomas ren BCL2.

B 8-14 % cnyuasax wumeercs
nepectpoiika rena MYC (8q24).
[Ipu JABKKJI, GCB ¢enorumna
DKCIPECCUPOBaHbl  Te€Hbl  B-
JTUM@OIMTOB  T€PMUHATUBHOM
neHTpe. OObBIYHO OOHAPYKUBAIOT
TPAHCIIOKALIUIO BCL2 151
mytanuu renoB EZH2 u GNA13.
[Tpu JBKKJI, non-GCB
¢dbenotuna aktuBupoBaH NF-

kB xackan, kackaja B-kineTouyHbIX
PEEnTOPOB U HAXOASAT MYTallUH
B reHax MYD88, CARDII wu
CD79B.

CIIyqasix
MEpeCTPOrKa




CKYIHOH YMEPEHHO
0230 UILHON IUTOIIIIA3MOM.
NMMyHOOJIaCTHBII  BapUaHT
XapaKTepU3yeTCs
npeoOjagaHueM  KPYIHBIX
TUM(OUTHBIX KIETOK.
AHAIIACTUYECKUM BapUaHT
XapaKTEpU3yeTCsl HAINYUEM
KPYITHBIX 1e0MOp(HBIX
KJIETOK C AIpaMHu
IPUYYIJIMBOU HEITPABUIBHOU
dbopmbI 51 pa3IUYHBIM
KOJIMYECTBOM  IIUTOIIa3MBl.

Hepenxo BCTPEYAIOTCS
MHOTOSIIEpPHBIC KIJIETKH.

HIM-ABKKJI B oyarax nopaxkenus | Kinerku numdomsl skcnpeccupyror CD20, | [luTorenernyeckre  aHOMAaJNH,
obHapyxuBatoT auddys3ueiii | CD79a, PAXS, CD23, CDIO0 (25 %), | xapaktrepuble nis [IM-JIBKKII,
npomudepar w3 kierok | BCL6 (45-100 %), BCL2 (55-80 %), | BkimtouaroT YBEIIMYCHUE
cpennero  u  Oonbmoro | OCT-2, BOB.1, cmabo CD30 (80 %), | xpomocombl 9p24 (c ydactuem

pasMepa € KpYIJbIMH WU

MUM1 (75%).

JAK2 y 50-75% mnauueHToB) U

OBAJIbHBIMU S ApaMu 51 xpomocoMbl 2pl5 (c yyactuem c-
00BbEeMHOM OsetHOM REL, komupyromieit  wieHa
nuroriazmMon.  OmyxoseBbie ceMelncTBa (hakTopoB
KJIETKH  pacIlOJIOKEHbl Ha TPAHCKPUIILUH NF-«xB) 151
¢done BBIPA)KEHHOTO oTepro xpomMocomsl 1p, 3p, 13q,
¢ubpoza. ToHKHME MYUYKH 15qu 17p.

KOJITar€HOBBIX BOJIOKOH

OKpY’KaroT OT/ICJIbHBIC

KJIETKH JHUMGOMBI WIM HX

CPYIIIBL. Hnorna

BCTPEUAIOTCS KpYITHBIE




mIeoMOpHBIE KISTKA W/WIN
ierkn tuna IltepuOepra-
Pun.

JIb

oOpa3zoBaHa U y3HBIM
nposiudepaToM U3 KIETOK
CpEIHUX pa3MepoB C
MHOTOYHUCJICHHBIMU
MHUTO3aMHU U BBICOKOM
CKOPOCTBIO MPOTH(EpaIIH.
Krnaccuueckoe onucanue
BKJIFOYAET KapTUHY
«3BE3IHOT0 HEDay n3-3a
PUCYTCTBUS
MHOTOYHCIICHHBIX
PEaKTUBHBIX MaKpO(Qaros.
OmyxoneBbIe KIETKU
CoJZIeprKaT KPYTJIbIe spa ¢
MEJTKO3EPHUCTHIM
XPOMaTHHOM U
MHOTOYHUCJICHHBIMU
0a30(UIBLHBIMHU SIIPBIIIIKAMH,
0a30pUIBHYIO
BaKyOJIM3UPOBAHHYIO
IUTOTUIa3MY

Knerku skcnpeccupyror CD20, CD79a,
PAXS, CD10, BCL6. OtcyTcTBYET
skcnpeccus BCL2, CD5, MUMI, TdT,
CD34.

Ki-67 moutu 100 %

XapaKTepUu3yeTcs
TpaHcnokamueit rena MYC c
8024 x pernoHy reHa TsSHKeNoi
e UMMYHOTJIO0YJIMHOB
(14932) unu, pexe, K JOKycam
JIETKUX 1eneu kanmna- (2p12) win
asmOaa- (22q11)

[Tpumepuo B 10% cmydaes ¢
nomoibto FISH He ynaetcs
BBIABUTH TpaHcaokannio MYC.
B sTOoM ciydae moxer
BBISIBJIATHCS a00eparus 11q




B-kierounasn
Jumpoma

BBICOKOH CTENEeHH
3JI0KA4YeCTBEHHOC
TH ¢ IBOVMHOM HJIH

TPONHOU
MOJIOMKOH

(TpaHcaokanuen)

“double-hit”
“triple-hit”

HJIN

Otn JIUM(POMBI
XapaKTEPHU3YIOTCS
BapuaOeTbHBIMA
MOP(OIOTHIESCKUMHU
npu3Hakamu. Yame Bcero
OITYXOJIb uMeeT BU/I
nuddy3Hon
KPYITHOKJIETOYHOMU B-
KJIETOYHOH  JTUMPOMBI €

nponudepaToM U3 KPYIMHBIX
TUM(OUTHBIX KJIETOK THIIA

LIEHTPOOJIaCTOB WIn
MMMYHOOJIaCTOB.
Bcerpeuarores BAPUAHTHI,

MOP(OJIOTUUECKH  TTOXO0XKHE
Ha nuMmpomy bepkurra uiu ¢

MIPU3HAKaMH,
MPOMEKYTOUHBIMU  MEXIY
muddy3Hoi
KPYITHOKJIETOYHOMU B-
KJIETOYHON  JUMPOMOU U
mumpomoit  bepkurra. B
HOCTIETHEM ciyJae
OoOHapyKHBaETCs
mubdy3Hblid nponudepar u3
JIOBOJILHO 0JIHOOOPA3HBIX

KJIETOK CPEIHUX Pa3MEPOB C
KapTUHOU «3BE3IHOT0 HEOa»

u3-3a IPUCYTCTBHUS
pPEaKTUBHBIX  Makpodaros,
MHOTOYHMCJIEHHBIX ¢buryp

Knerku »skcnpeccupytor CD20, CD79a,
PAXS, CD10 (75- 90 %), BCL6 (75-90%)
u BCL2, orcyrctByer skcnpeccus TdT u
cyclinD1.

[IpumepHo B 20% CJIy4acs
JKCIIPECCUPOBAH MUMI, IJIaBHBIM
oOpazoM B oOmyXxoisix ¢ MoOpQosoruei
g dy3Hoi KPYITHOKJIETOYHOMN B-
KJIETOYHOMN TUM(OMBI,
MMMYHO(EHOTUIIOM aKTHUBUPOBAaHHBIX B-
KJIIETOK U nepecTporikamu reHoB MYC u
BCLe6. Jlumdpombl c JIBOVHOMN
tpancinokameit MYC u BCL2 006buHO
UMEIOT dbenotun B-numdonuton

FepMUHATUBHBIX  IleHTpax  (dheHotun
GCB). Unaexc Ki-67 > 90%

Bo Bcex ecTh TpaHCIOKanus
8q24/MYC. T'en MYC wdame
MEPEHOCUTCS K OHOMY M3 I'€HOB
UMMYHOTJIOOYTMHOB (OOBIYHO K
IGH, pexe k IGK wm IGL),
oaHako noutu B 40 % ciydaes
MIPOUCXOIAT TPaHCIOKAlUH
MYC k J1pyruMm mnapTHeEpawm,
takue Kak t(8;9)(q24;pl3) wu
t(3;8)(927;024).

Bo Bcex ciydasx IepecTpoeH
BCL2 (18g21) wmmmu BCL6
(39g27). B GonbLIMHCTBE Cily4yaeB
HaXOJAT KOMILIEKCHBIN
Kapuotun u myraruu TPS53.




MHUTO30B 151 BBICOKOU
cKopocTH  Tpoiudepanuu.
Takxke MOTryT TPOSBIATHCS

OJacTOUTHBIC YepTHI
CTPOCHHUS OITyXOJIEBBIX
KJIETOK, KaK B
aumdoobnacTHol  auMdoMe

NN 6HaCTOI/IIIHOM BAapHAHTC
J'II/IM(i)OMBI HU3 KIICTOK MaHTHH

B-kierounas
Jum¢poma
Hekjaaccupuumupy
emMas, c
NMPU3HAKAMH,
NMPOMEKYTOYHBIM
u mexay JABKKJI
U KJIACCHYeCKOM
Jum¢pomou
XO0KKHHA
(JIum¢pombl cepoit
30HbI)

Bo3moxHbl  pazHOOOpa3HbIE
Mop¢osioruyecKue
IPOSIBJICHUSI C Pa3IUYHBIMU
UTOJIOTUYECKUMHU
XapakTepucTukamu. B ogHux
CllydasiX BUJHBI CKOILJICHUS
KPYITHBIX
LEHTPOOIACTONOJOOHBIX
Kietok  Ha  auddysHo-
¢bubpoznom  Qone,  UTO
MOX0XE Ha  MEPBUYHYIO
MEIUACTUHAIBHYO B-
KJIETOUHYI0 JUM(GOMY WU
1 pysHyto
KPYIHOKJIETOYHYIO B-
KJIeTouHylo Jumpomy. B
APYTUX - HaXOAST
1eoMOp(HBIE  OIyXOJIEBbIE
KJIETKH, MOXO0KHE Ha
JaKyHapHble KJIETKA WU
KJIETKH XOJ/KKHMHA Ha (hOHE

B cmywasx ¢ MopdosoruueckumMu
MpU3HAKaMU  KJIACCUYECKOW  JTUM(OMBI
XOMKKHUHA OITyXOJIEBbIE KJIETKH OOBIYHO
skcrnpeccupyror CD45, CD20, CD79a,
CD30, unorga CDI15.

B JIPYTHUX CiIy4asx
MOPGhOTOTHYECKUMU MpU3HAKAMU
MIEPBUYHOMN MEINaCTUHAIBLHOU B-
KJIETOYHON  JTUMQOMBI OMYyXOJICBBIC
KJIETKH O00BbIYHO sKcrpeccupytor CD30,
CDI5 u He oskcnpeccupyror CD20 u
CD79a.

B omyxoneBbIXx  KJIETKaxX  BbIpakeHa
skcripeccusi PAXS, OCT2 u BOBI.
I'm6punm3anus in situ ¢ PHK BOb paer
OTpHUIIATEBHBIN pe3yJIbTAT

— C

bosnee ueMm B mosioBUHE Cly4yaeB
BBISIBIIIIOT 100aBOYHbBIC
bparMeHTsl W aMIUTUUKAIIIO
reHoB JAK2 u PDCDI1LG2.




¢ubpo3HBIX AYr, Kak B
KJIACCUYECKOU auMdpome
XOIKKHHA. MoxHo
BCTPETUTh  Pa3pO3HCHHBIC
H03UHO(UITBEHBIE
IPaHyJIOLMTHI, JIUM(OLUTHI U
TUCTHOLUTHI, a  Takxke
0YaroBbIM HEKPO3.




3. TAKTUKA JIEYEHUSA HA AMBYJIATOPHOM YPOBHE: Taktuka BegeHust Ha
aMOyJIaTOPHOM YPOBHE CBOJMTBLCS K BBISIBJICHHIO, CBOEBPEMEHHOMY HAIIPABICHUIO K
reMaToJIOTy/OHKOJIOTY TaluMeHTOB ¢ mnojo3penreM Ha JIII3, a Takke NalMeHTOB
HaXOJSLIUXCS ~ HA  JUCHAHCEPHOM  Y4YeTe€ C  YCTAaHOBJICHHBIM  JIMarHO30M.
O6e300sMBaroas U Apyras CUMITOMAaTHYECKast Tepanus Mo nokazanusm. [lanuenram c
BepU(UIIUPOBAHHBIM JIMArHO30M BO3MOKHO MPUMEHEHUE TMOJIEPKUBAIOLIEH Teparuu
JleHanu1IOMUIOM 110 3aKJIFOYEHHUIO TeMaTOoJI0ra/OHKOJI0ra (CMOTPUTE MOAMYHKT 5.3).

4. TMIOKA3AHUA [Js TOCIIMTA/IMZAIMU C YKA3AHUEM THUIIA

I'OCIHIUTAJIN3ALIUUA.

4.1 Iloka3aHus 1JIS1 IVIAHOBOM rOCIIMTAJIM3ALMHU:

e [IpoBeneHne KypcoB XUMHOTEPAIIMH, TAPTETHON TEPAIINH.

e [lpoBenenue Ouorncun ITUMGATHYECKOTO Y3I1a/3KCTPAHOJATBHOTO 00pa30BaHus WU

TPETaHOOUOIICHH;

e  [IpoBeneHus MOOMIM3AIMH AyTOJOTUYHBIX FEMOIIOATUYECKUX CTBOJIOBBIX KIIETOK;

e [IpoBeneHue ayTOJOTMYHOM/AJUIOTEHHONW  TpaHCIUIAHTAUM  TE€MOMOA3THYECKUX

CTBOJIOBBIX KJIETOK

e  KontponsHoe obcienoBanue nepen/mocie Ayro/Anno-TKM.

4.2 Tloka3zaHus AJ5 IKCTPEHHO! rOCIUTAJIU3AUN:

o  Cowmarnuecku Tsxenbidt naueHt (ECOG>3 6amon):

—  OIyXOJIEBasi HHTOKCUKALIKS, CHHIPOM CIaBJICHUE,;

—  TSOKEJIOW aHEMUYECKUU/TeMOpparunyecKuil CUHAPOM, TPEOYIOIINN 3aMECTUTENbHON
Tepanuu,

—  TOJIMOpraHHasg HeIOCTATOYHOCTh B CJIEICTBMM OCHOBHOTO 3a00JIEBaHMUS.

o  DeOpunbHas HEUTPOIIECHUS.

5. TAKTUKA JIEYEHUSA HA CTALIMOHAPHOM YPOBHE.

IlepBast IuHMSA Tepanuu:

o [lammentam mo 60 xer JIBKKJI I-II cramgum (6e3 obbemHOro mopaxkenust «bulky
disease») pekoMeHI0BaHO TPOBEICHUE OT 3 70 6 KYpCOB MOJIMXUMHOTEPAIHH TI0 CXEME
R-CHOP c BoimonHenueM pectamupoBanust [18]. I[lpu orcyrcTBUM OTBETa W/WIM MpH
Hanmnuuy npu3HakoB nporpeccupoBanusa JIBKKJI manueHT mepeBoauTcs Ha 2 JMHUIO
Tepanuu A pedppakTepHbIX/PEUANBUPYIOMUX (HOPM.

o [lpu nmoctmxenun [IO mnmm YO otBera Ha Tepamuio R-CHOP pexomenmgoBaHO
BBIIIOJIHEHHE KOHCOJIMIUPYIOIIECH JIy4eBOM TEpanmuu Ha 30HBI HMCXOIHO MOPAKEHHBIX
TUMaTHUYECKHUX Y3JI0B U/WIH SKCTPAHOJAIHOTO MOPAKEHUS WM 3aBEpIICHUE TEPaIHH.
e B wucciaemoBanun SWOG-0014, B kotopom omenuBaiu 3 kypca R-CHOP ¢
IIOCJICAYIOLIEH JIy4YEBOU Tepaluer BOBJIEYEHHOIO I10JI Y MMALMEHTOB C 110 KpalHEN Mepe
omauM HeOnaronpustHeiM (akropom 1o IPl (n = 60), 4-nerusisi BIIB cocraBuina 88%
Mocjie CpeaHero Imnepuoja HaOoJeHus S5 JieT, cooTBeTcTByromas 4-netHss OB
cocraBmiia 92%][19,20].

e [lpn numdpome siMuka Mociie 3aBEpUICHUS JICUCHUS CIEAYEeT MPOBECTU JIYUYEBYIO
Tepamnuio MOIIOHKHU[2].



e [lanmeHTaM, KOTOpble HE SBIAIOTCS KaHAUJAATaMd Ha XUMHUOMMMYHOTEPAIIUIO,
pexkomenayercs JIT Ha BoBjeueHHbIe 30HBI[2].

Cxema 2-3. AaroputM uHunuajbHoi Tepanuu JABKKJI naumenToB no 60 jer B
3aBHCHUMOCTH OT CTaJuM 3a00eBanus no Ann-Arbor

STAGE 111
[ Bulky (<7,5¢Mm) ] [ Bulky (=7,5¢Mm) ]
¥ P =
3-4 kypca R-CHOP II3T/KT: mer 3 kypca R-CHOP uan DA-
) " oTBeTa/mporpeccus™ EPOCH+/-R
\
’ y L - L J
‘ IIAT/KT: UO* mau IIO ‘ 2 1uHHA TepanHH Aas p/p dopm ] [ II3T/KT: YO* mau I1IO ]
[ JAT ] Il
3 kypca R-CHOP uam DA-
3aBepmeHne Tepamum EPOCH+/-R
10 6 kypca +/-JAT
R-CHOP+/- JIT
3apepmenne nocie
4-ro xypca

2 kvpca R-yono
noce 4-ro Kypca

*NB! Ilpu IIDT/KT+ (no3umuenvix) pe3yibmamax pexomMeHO008aHaA NO8MOPHAsSL OUONCUsL
nepeo uzMeHeHuem Kypca JieueHusl.

[Tarmmentam no 60 aet ¢ III-IV craguu JIBKKJI pekomennoBaHno nposeneHue 3-4 KypcoB
R-CHOP wmu DA-EPOCH+/-R ¢ mocnenyrommm pectaaupoBanus. [Ipu JOCTHKEHUH
OTBETa, PEKOMEHIOBAHO MPOJIOUKATH TEPANUI0 10 6-r0 Kypca ¢ IUIAHHPOBAHHUEM
KOHCOJIMIUPYIOIIEH JIydeBOM TE€pariu Ha 30HBI C HCXOJHO MACCHBHBIMH OITYXOJIEBBHIMH
obpaszoBanusmu («bulky disease») n/wnu n301MpOBaHHBIMU OYaraMH IMOPAYKSHHUS KOCTEH.
Ecimu pesynbraTsl [19T-ckanupoBanus monoxuteasHbl (4-50 Deauville) mocne 6 kypcos,
HaIMEHT JO0JDKEH PacCMaTPMBAThCA KaK KaHIUAAT Ha BBICOKOJO3HYIO XMMHUOTEPAIHIO C
NOJAEPKKONH ~ ayTOJOTHYHBIMA ~ T€MOIOATHYCCKUMHM  CTBOJIOBBIMH  KJIETKAMH
(BJIXT+Ayto-TT'CK)[2].



|- STAGE III-IV |

X

[ Ipomexyrounoe IIIT/KT nocae 2-4 J
»

2 1uHHEA
TepamHH 115

kypcoe R-CHOP uan DA-EPOCH+/-R II3T/KT: ser oreera/nporpeccus™

'

\: M3T/KT: YO man 11O |

p/p dopm

L 4

( 3339]3!.1]9]1!!9 TEpAaDHH 10 6-tu KYypcoe ] . IIIT/KT: 4O (4_56 no Deam'ille) *

CYMMAapHO

v

| TI3T/KT: 11O (1-36 mo Deauville) ‘

X

Paccmotpers JIT Ha 30HBI HCX0AHOT O

nopaxenns npu «bulky disease» man

H30/IHPOBAHHLIE Y9aCTKH MOPakKeHIs
CKedeTa

*NB! Ilpu [IDT/KT+ (no3umusnsix) pe3yiomamax peKkoMeH008aHA NOBMOPHAsL OUONCUSL
nepeo uzmMeHeHuem Kypca JieueHusl.

e  KontponsHoe [I9T/KT mnocne JIT pekoMeHIyeTcss MPOBOAUTH HE MEHEE YeM 4Yepes
8 wnenmens mocne JIT. JIOKHOMOMOXKUTENBHBIE PE3YNbTAThl MOTYT OBITH BBI3BAHBI
W3MEHEHUSIMU TOCIIE JIeueHus|[2].

e R-CHOP B o0mieit c10KHOCTH 6 KypCOB, SIBISIETCS MPEANOYTUTEIBLHBIM PEXKUMOM
s manueHtoB ¢ [II-IV craguelr BBUAY MEHBIIEH TOKCUMYHOCTH TO CPABHEHHUIO C
apyrumu pexumamu. DA-EPOCH-R Takke BKJIIOYEH B KayecTBE albTePHATHBHOU
CXEMBI JIJIs1 OTACNBbHBIX narueHTos [19, 21].

e JlanmmenTsl 6€3 OTBEeTa Ha JICUEHHE WM C MPOrPECCHUPYIOMIMM 3a00JeBaHUEM
JOJDKHBI TIOJTy4YaTh TEPaInio, M0 CXeMaM JIsl PEelUIUBUPYIONIETO WM pedpaKkTepHOro
3a00JIeBaHU.

e [larmmentam ¢ BeicokuM puckoM BomieueHus [[HC (4-6 GamnoB mo CNS-IPI), a
Takke nauventam ¢ BUY-accounnpoBanHoit mumdomoit, tumpomont ssmuka, tuMpomon
BBICOKOW CTETEeHM 3JI0KauecTBeHHOCTH ¢ TpaHciokanuert MYC, BCL-2 w/umun BCL-6,
TuM(}OMOI BBICOKOHM CTENEHU 37I0Ka4eCTBEHHOCTH, Hekaccuuimpyemoit, nian JIBKKJI
C BOBJICUCHMEM TIOYEK WM  HAJAMOYCYHUKOB, PEKOMEHJIOBAHO  MPOBEJICHUE
npobunaktuku penuauBa I[IHC, Bxmrouaromas 4  uHTpaTEeKaJIbHBIX  BBEACHUS
meroTpekcata (12-15 wmr), nurapabuna(30 mr), m pexcamerasona (4mr) w/umum 2
CHCTEMHBIX BBEJICHHUS BBICOKMX 103 Merorpekcara (1,5-3 r/mM2) Bo Bpems 2-4 KypcoB
xumuotepanuu [13,22].

e  OjaHOBpEeMEHHOE MPUMEHEHHE BBICOKMX 103 MeroTpekcata ¢ DA-EPOCH moxer
MIPUBECTH K HEPUEMIIEMON TOKCUYHOCTH.



Jleuenue penuanBOB/peppaKkTepHOE TEUCHUS

e [laruentam c peLUIUBUPYIOIIM/pedpakTepHBIM TEUCHUEM JABKKJI
pexkomenayercs mposeaenre XT mo mo0oi U3 cxem Tepanuu 2-i JUHUU ¢ IEPCTICKTUBOM
ayTOJOTMYHOW TpPAHCIJIAaHTAL[MEN T€MOMO3TUYECKUX CTBOJIOBBIX KJIETOK. AyTOJIOTrMYHas
TI'CK  mo-mpexHeMy  CUMTaeTcs  CTaHAApTOM  Tepalud  [AlUEHTOB c
pedpakrepuabiv/penuauBupytomuM Teaeranem JIBKKJI, mocturmmum YO umu [1O Ha 2-10
JUHHUIO XUMUOTepanuu [23].

e DddexTuBHBIE CXEMBl BTOPOW JIMHWM JUIsl TAIIMEHTOB, KOTOPHIE SIBISIOTCS
kannunatamu  Ha BJIXT+AyroTI'CK: R-DHAP (putykcumal, nekcameTas3oH,
nutapabu u nucriatul), R-ICE (putykcumad, ndocdamu, kapOOIIaTUH U TOMO3H),
R-DHAX (purykcumal, aekcameTa3oH, IMTapaOuH W okcanuriatuH) win R-GDP
(remiuTabuH, JeKcaMeTa30H, UCIUIATHH WK KapOoriaTuH)[2]

e  Purykcumal creayer BKIIOYUTH B TEPANUI0 BTOPOM JIMHUHU, €CIU PELUIUB
HacTynwi Oojee 4yeM uepe3 6 MecsdleB OT 3aBEpIICHHUs JICYEeHUS UM HaJTu4us
coxpansitoiericss CD20+ no3utuBHOcTH 10 AaHHbIM MI'X. Purykcumab 4dacto He
clielyeT Ha3HayaTh NAlMEHTaM C IEPBUYHON pedpakTepHON OOJIE3HBIO.

e Her maHHBIX M peKOMEHAAUMN 10 KOHCOMUAMpYIOWEend Tepanuu nociue ayro-TT'CK
nis JIBKKIJI.

e Ayro-TT'CK mnamuentam c pedpakTepHbIM 3a00J€BaHHEM, HE OTBEUAIOIIMM Ha
TEpaIIO CIACEHHsI HE TTOKA3aHa.

e [lanmentsl, penuauBupyromue mnocie ayro-TT'CK, oOBYHO HMEIOT IUIOXOU
nporHo3. TepaneBTHUEeCKUE BOZMOKHOCTH OIPaHUYEHBI.

e Amno-TI'CK cuurtaercs BapmantoM JieueHus nanueHtoB ¢ JIBKKIJIL, y xoropsix
HaOmoMaeTcs peuuauB win nporpeccupoBanue nocie ayto-TT'CK. Amno-TI'CK cnenyet
paccMaTpuBaTh y MOJIOJIBIX MMAIIMEHTOB 0€3 COMyTCTBYIOIIMX 3a00I€BaHUM.

PexomeHnayemble cxeMbl 2-ii JIMHUM Tepanuu AJs kanauaaToB Ha TKM.
IIpeanoyrurebHbIE PEKUMBI:

. DHAP + putykcumab [24].

. DHAX + putykcuma0 [25,26].

«  GDP =+ purykcumab [27].

. ICE +putykcumad [28].

Jpyrue pekoMeHayemMble Pe;KUMBI

. ESHAP + purykcuma6 [29].

«  GemOx = putykcuma6b [30].

Jleyenue otaeabHbIx nmoaTunos JIBKKJI:

IHepBuuHas meauacTuHajJbHass B-kpynHokieroynas aumdoma (IIM-IBKKJI):

e IlpeamouruTenbHbIM sIBIIsIETCS npoBeaeHue xumuoreparnus DA-EPOCH+/-R.
[Tarimentam 10 60 JeT pEeKOMEHIOBAHO TMpoBeAcHUE 6-TH KypcoB mo cxeme DA-
EPOCH+/-R ¢ pecragupoBanuem mocie 3 wim 4-ro kypca. [lpm gocTikeHuu
YaCTHYHOTO WJIM ITOJIHOTO OTBETA 3aBEpIICHKE Tepanuu 10 6-ro kypca [31]



JApyrumMu peKOMeHI0BAHHBIMH CXeMAMU SABJISIIOTCS:

° R-CHOP x 6 mukiioB = JIT Ha 30HBI HCXOAHOTO TTOPAKECHHUS;

e R-CHOP x 4 nuxna c nocneayromum ICE (ubochamun, kapbomnaTtruH, 3TONO3UI) +
purykcumad x 3 nukna + JIT[32];

e [IDT/KT mocne 3aBepiiieHUs Tepanuu SBIICTCS HEOOXOIUMBIM, TaK KaK OCTaTOYHAS
OMyXOJb CPEIOCTEHMS] BCTpPEHarOTCs 4YacTo. J[ns manueHToB, MepBOHAYaIbHO
nonyyaBmmx  R-CHOP, cnemyer  paccMOTpeTb  BO3MOXHOCTb  ITPOBEIACHUSA
KOHCOJUIUPYIOLIEN JIT, 0COOEHHO eciu MTOBBIIICHHAS AKTUBHOCTb
(TOPIC30KCUTITIOKO3bI COXPAHSIETCS] B IEPBUYHON OMYXOJIH.

e Ecmu pesynbrarel [IDT/KT oTpunatenbHbl B KOHIE JieUeHHUsI Iocie Ooliee
uHTeHCUBHOW Tepanued (Hanmpumep, DA-EPOCH-R) u wucxomno otcyTtcTBOBaso
oovemHoe 3abosneBanue (“bulky disease”), pekOMEHIOBAHO 3aBEPIIMTH TEPAIHUIO C
MOCJIETYIOLIIUM HAOII0ACHUEM.

e Ecmu pesynbratel [I9T/KT momoxutensusr (PET “+” positive), pexomenmyercs
IIPOBECTH OMOTICHUIO, IPEXK]IC YEM TUIAHUPOBATH JOTOJHUTEIBHOE JIeueHHe[2].

e [lanmmentam c peuuguBupytomieit/peppaxreproin [IM-IBKKJI pexomengoBaHo
JIEYCHME 110 cxeMaM Tepanuu 2-it nuaun g JIBKKILL

o [lpu HedpPeKTUBHOCTU CTAHIAPTHOU XUMHUOTEPANHUU BO3MOXKHO PACCMOTpPEHHUE
TEpanuy UHIUOUTOpaMU KOHTPOIBHBIX Touek [lemOponn3ymad B MmoHOpexkume[33] wiH
HuBonyma® B MoHOpexume wid B KoMOMHanmuu ¢ bpeHTykcumaO-BenoTuHOM (IIpU
CD30+ ciyuasx) [34].

B-kierounass jgumM¢oMa BBICOKON CTeNEeHHM 3JI0KAYeCTBEHHOCTH € BOMHOH WJIU
TPOiHOM MoJI0MKOii (Tpancaokanueii) (“double-hit” wu “triple-hit”)

NB! Crannapra neuenus ais “double-hit” wmu “triple-hit” mumdom He paspadorano. R-
CHOP accouuupyercs ¢ INIOXMMH pe3yJIbTaTaMHu.

PexoMeH10BaHbI CEAyOIME KYPChl XUMUOTEPAITUU:

e DA-EPOCH-R)[35].

e R-HyperCVAD (uepenoBaHue ¢ BBICOKUMHU JI03aMH METOTpEKcaTa v [iuTapabuHa)
W

e R-CODOX-M/R-IVACI36].

PexomennoBano nposenenue 4-6 kypcoB ¢ nocienytomiei koncomunanuenn ¢ BAXT c
ayroTTCK mpu nmoctwxkenun otBera [2,36]. Peummusupyromiee/pedpakrepHoe
3a0oJieBaHuE CIIeAYeT JIeUnTh, Kak onrcano s JIBKKII.

JIumdoma cepoii 30HbI:

e He cymectByer crangapTa sl Je4YCHUsS MAIlUEHTOB C JUMEGOMaMHU CEpPOUl 30HHI,
MPEANOYTUTENIBHBI arpeCCUBHBIE CXEMbI IS JICUCHUS KPYIMHOKJIETOUYHOW B-kierouHou
aumdomsl ¢ nocnenytomei konconumanuei ¢ BIAXT ¢ ayroTI'CK npu moctuxeHun
otBeta[2].

Jlum¢poma bepkurra:

° CHOP unu CHOP ¢ 3Tono3uaoM CYUTaOTCS HE aJIeKBaTHOM Tepanuei s JICUeHUs
JIB [35,36].



e  PexoMEHIOBaHO  WCIMOJL30BAHME WHTEHCUBHBIX  PEXKHMOB  XHMHOTEpAIHH,
BKJITtoUarone npodunaktuky nopaxkenus [THC.

e B mHacrosmee BpemMs pPEKOMEHIOBAaHO HCIIOJIB30BaHHE OJOKOBBIX PEKUMOB
xumuoteparmud 3PPeKTHBHOCTH KOTOphIX nokazana. CODOX-M/IVAC c¢ wmu 6e3
BKIItoueHus1 putykcumada, R-hyper-CVAD (mwm DA-EPOCH-R s mamueHToB
KOTOPBIM  BBICOKOJIO3HBIE ~KYpPCHl ~TPOTHBONOKa3aHbl) [37-46]. PexomeHnmoBaHO
poBeJeHUE OT 4 10 6-TH KypCOB C MPOMEKYTOYHBIM PECTaTUPOBAHUEM.

e Ilocne 3aBepuieHue xumuoTepanuu Tmpu jgocTkeHud 110  pekoMeHI0BaHO
nanbHeiee HaomoneHuu. [Ipu noctmwkennu orBera MeHbine yeM [10, pekoMeHaoBaHa
JIT.

e  Penunus 3a0osieBanus yepe3 2 roja Mocie MOJHOW PEMHUCCUU Ha WHAYKIIMOHHYIO
TEpanuIo CIy4aeTcsl PEaKo.

e DA-EPOCH-R, IVAC B coueranmu c¢ purykcumabom (R-IVAC), R-GDP
(reMnuTaOWH, IEeKCaMETa30H, NHCIUIATHH B COYETaHWMM C puTykcumabom), R-ICE
(udbocdamun, kapOOmIaTHH, STOMO3U B COYECTAHUU C PUTYKCUMAOOM) U BBICOKHE J03bI
nuTapabuHa BKJIIOYEHBI B KayeCTBE BapUAHTOB TEpalud BTOPOM JIMHUU IS
peruauBupyomux Gopm 3adoneanus [2,47]. PexomenmoBaHo npoBeacHHe OT 4 10 6
KyPCOB C MMPOMEXXYTOUYHBIM PECTAAUPOBAHUEM U OIICHKON OTBETA B KOHIIE JICUCHHUSI.

e  KoHcomuaamusi ¢ BBICOKOJIO3HOM XMMUOTEPANHUEH ¢ MOJACPKKONU ayTOJIOTHYHBIMU
ctBosioBbiMU  KJieTkamu (BJAXT+aytoTT'CK) wnu ammorenHot I'CK (mpu Hamuuuu
JIOHOpPa) MOKET OBITh PACCMOTPEHA JISl OTJACNBHBIX MAIIMEHTOB, JOCTHUTIINX IOJHOTO
WJIA YaCTUYHOTO OTBETA Ha TEPaIuio Bropoid tuHUu[48].

e [lanmenTam ¢ pPEe3UCTCHTHHIM TEUEHUEM 3a00JIEBaHUS PEKOMEHAYIOTCS JICUCHHE B
paMKax KJIMHHYECKOTO WCCJCNOBAaHUS WIM TOJAJSPKUBAIONIAs Tepamus, BKIIOYas
najatuBHyro JIT.

e B ciyuae HacTymieHus peuuauBa MEHee 4eM uepe3 6 MecslEeB PEKOMEHIOBAHO
JIeYeHrE B paMKaxX KIIMHUYECKOTO UCCIIEIOBAaHMS WM MaJJTHATUBHAS TEPAITHsl.

BHUY-accounupoBaHHbie TUM(POMBI:

e  AHTUpPETpOBUPYCHas Tepamusi MOXET O€30MacHO Ha3Ha4yaTbCsl BMECTE C
xumuoTepanueid. PekoMmenayercs wu30eraTb mpueMa 3HUAOBYIHMHA, KOOMIMCTAaTa U
putonaBupa. OmHoBpemenHass APT cBszana ¢ 0OoJjiee BBICOKOW YaCTOTOM TOJIHOTO
otBetal49,50].

e Bcem nmamnuenTam (6€3 ydera THCTOJOTHH) HEOOXOAUMO BBITIOJHUTH JIFOMOAIBHYIO
nyHKIUio, aig uckimodeHus mnopaxkenue [[HC. Taxxe, HEoOXoAuMO ONpEACTUTh
UCXONHbIE 3HaueHus konnuectBa CD4 u BupycHoi Harpy3ku BIY.

e  [lanmentsl, nomy4vatomue APT co crabuibHO HU3KKMM ypoBHEM CD4 + ot menee 50
1o 100/MKi, kak TpaBUIO, HMMEKOT XYAIIUH MPOTrHO3 H 00Jee BBICOKUH PHUCK
MHQEKIMOHHBIX OCIOXHEHH. B cBsI3n c yBenumueHueM pucKka HMHQPEKIIMOHHBIX
OCJIO)KHEHUN M BBICOKHUM PHUCKOM CMEpPTH OT HHX, PUTYKCUMa0 HE PEKOMEHIYeTcCs

BBOuTh BUY-undurnmpoBannpiM mnarueHTam mnpu  konuwdectBe CD4xmerox meHee
100/mxn[2].

Hawuno6o.1ee yacTto | Pekomenayemsbie cxeMbl Tepanuu
BCTpeYaeMble BUY-




aCcCOLMUPOBAHHbBIE B-
KJIeTOYHbIe JTUM(GOMBI

Jlumpoma bepkurra CODOX-M/IVAC (moaudunmpoBanHbiii) [51],
DA-EPOCH-R[52]., R-HyperCVAD[53]
JBKKJI R-EPOCH (mpemnourturensno) [54,55], CHOP +

rituximab[56]

JBKKIJI acconmupoBannas ¢ | R-EPOCH (mpemnouturensno) [54,55], CHOP +
HHV8 rituximab[56]

[la3mo6acTHas muMdoma R-EPOCH (mpenmourutensno) [54,55], CODOX-
M/IVAC (modified) [51], R-HyperCVAD[53]

e 'MamweHtaM w©3 TIpymmbl  BBICOKOTO PHCKA PEKOMEHAOBAHO — IIPOBEICHIE
koHcommaanuu ¢ BJAXT ¢ nocnenyromeit aytoTT CK.

e K kpurepusam BBICOKOTO pucka oTHOcSTCs: aalPl Bble 2, Hanmnuue peapaHKupoOBKU
rena MYC unu genenuu rena TPS53.

e bopresomu6 B coueranuu ¢ ICE (mdochamun, kapOomaaTHH U 3TONMO3MI) +/-
pUTYKCMMa0 — Ha CETOAHAIIHUI JEHb sBiAeTCA d(PPEKTUBHON CXEeMOW Tepamuu 2-0if
JUHUM Ui TAIMEHTOB €  PEUUJIUBUPYIONIUMU/PE3UCTCHTHBIMU  JUM(OMamu,
acconuupoBanHbiMu ¢ BUU[57].

e BJIXT+AytoTKM accomuupyercsi ¢ OJaronpusiTHBIM HCXOJIOM BBIKHMBAEMOCTH Y
NAlUEHTOB c XUMHOYYBCTBUTEIBHBIM PeLUINBUPYIOIINM/pePpaKkTEPHBIM
3a0oJieBaHneM, aHajornuHo ¢ BUYU-ceponeratuBHbiMu manmeHTamMu[58,59].

Jleuenue 1uM@poM BO BpeMsi 0epeMEeHHOCTH:

e Jlpu puarHoctuke naumMdomMbl B 1-iI TpumecTp OepeMEHHOCTH [0 Hayaia
XUMHUOTEpANUA PEKOMEHJYETCsl OOCYIHUTh BOINPOC O MPEPHIBAHUM OEPEMEHHOCTH.
Xumuotepanus B 1-m Tpumectpe 6epemenHocTy umeeT 10-20% puck pa3BUTHS TAKEIBIX
aHoManuil pazsutus. Heo6xoaumo oOCyIUTh ¢ MAMEHTOM BCE apryMEHTHI 3a U MPOTHB
MCKYCCTBEHHOTO TIpepbIBaHus OepeMeHHOCTH [3].

e B camMom Oo0nbIIOM MHOTOLEHTPOBOM pPETPOCHEKTUBHOM HccaenoBaHuu 90
narueHToB ¢ Jumdomoit (40 JIX wm 50 HXJI) ormerwnm, YTO CTaHmapTHas
MOJIMXMMUOTEPAINHMSI, HE CBSI3aHHAs C aHTUMETA0OJUTaMHU, Ha3HAY€HHas BO 2-M U 3-M
TPUMECTPAX, MPUBEIU K OXKUAAEMBIM HCXOJaM JUIsl MaTepu O€3 YBEIMYEHUS TAKEIbIX
HEOMaronpusITHBIX BHYTPUYTPOOHBIX WJIM MEpUHATANBHBIX cOObITUH. 3-neTHsst BIIB u
OB 53% u 82% cooTBeTCTBEHHO. YPOBEHb BBIKUABIIICH ObLT HU3KHM - 1,1%[60]

o Jlna neuenns HXJI Bo BpemMsa OepeMEHHOCTHM B  HACTOAIIEE BpeMs
MpeanouTUTebHEe uctoib3oBanue cxembl CHOP[3].

Jleuenne mnanueHTOB crapme 60 Jer, a TakKe C HAJIMYMEeM CepAeYHOH
HEI0CTATOYHOCTH:

e B kxauecTBe nepBOM JIMHUM TE€PAIUU IJI1 HAMEHTOB cTapiie 60-TH JIET C TAKEIbIMU
CONMYTCTBYIOIIMMH  3a00J€BaHUSIMU,  JJII  OYEHb  OCJAO0JICHHBIX  MAIMEHTOB
PEKOMEHIOBAHO MTPOBEICHUE KypCOB XUMHUoTepamnuu mo cxeme R-mini-CHOP [61,62].



e  Cornacuo pexomengarusm, NCCN 2021 st maniueHTOB CO CHIDKEHHOU (yHKITUEH
JIGBOTO KEIyJ0YKa HCIOJB3YIOTCS PEKUMbI XUMHUOTepanuu 1o cxemam DA+/-R-
EPOCH*, R-CEPP, R-CEOP, R-GCVP [2].

e  KoHcomupanusi JEHAIUJAOMUIOM B TEUYEHHH 2-X JIET, B TMEpPBOM pPEMUCCUU
PEKOMEHIOBaHA JIJIs TIAIIMCHTOB, HE SBIIIOIUXCS KanauaatamMu Ha TKM [63].

e OnTtumanpHOEC BEACHWE TMAIMEHTOB, C  PEHUIUBUPYIOMIHM/PePpPaKTEPHBIM
3a001€BaHUEM HE SIBIISIOMIMMUCS KaHAWAATaMH Ha TPAHCIUIAHTAI[MIO, HE YCTAHOBIICHO.
CrannapTHble BapUaHThl JICUEHMs] BKJIIOYAIOT CXEMbl Ha OCHOBE TIeMIMTa0MHA C
puTykcuMabom min 6e3 Hero[64] OeHmaMycTHHA ¢ pUTyKCHMaOOM miau 0e3 Hero[65] u
nojaty3ymad BeIOTHH (MOHOTEpamus WJIM B KOMOMHAIMU C OEHJaMyCTUHOM =+
putykcumabom) [66,67].

e Jlpyrue BapuaHTHI JICUCHUS BKIIOYAIOT JICHATUAOMU] (C pUTYKCMMaOboM uim 0e3
Hero) [68] u ubpyTunu6 [69] (ocobenno s manuenToB ¢ Non-GCB JIBKKII).

s cnyuae koppexyuu 003vi 6 CcmMopoHy yeemuuenus, 003y OOKCOPYOUYUHA credyem
Nn000ePHCUBAMb HA UCXOOHOM YPOBHE.

PexoMenayempble cxeMbl 2-il iunnu Tepanuu 11 HE kanaunaros na TKM.
[IpeanoyTuTenbHbIC PEKUMBI:

«  GemOx = purykcuma6b [30,64];

«  Ilonary3ymab BenoTHH + OeHaaMycTHH + puTykcumab [66,67];
JIpyrue pekoMeHyeMbIe pexuMbl (B andaBuTHOM mopsijake) [2]:

«  CEPP * purykcumao0;

«  CEOP =+ putykcumao,

. DA-EPOCH =+ purykcuma6;

«  GDP = purykcuma6;

. bpentykcumab Bemotun nst CD30+ ciryqaes;

«  beHmaMycTHH =+ pUTyKCHMa0;

«  Hopyrunud (non-GCB);,

«  Jlenanumomuy + putrykcumatb (non-GCB).

5.1 Kapra na0/101eHnsi MalMEeHTAa, MAPIIPYTH3ALNS NALMEHTA:
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5.3 MeaukaMeHTO3HOE JIeUYeHHe.
OcHoBHbIe cxembl xumuoTepanuu R-CHOP [18,56]:
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0 wm 1

B/B

Jloxcopyourmx

50 mr/m2/cyt |1

B/B, KaneJbHO

[Huxnodochamua

750 mr/m2/cyT | 1

B/B, KaneJIbHO

Bunkpuctux

1,4 mr/m2/cyt |1
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MT)
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[Ipeaqnnu3om0H

100 mr 1-5
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Kypc Bo3o6HOBIsIeTCst Ha 22 EHb.

DA-R-EPOCH' [19,21,31,35]:

HaszBanmue
npemnapara

Pacuernast no3a

/IHn BBe1eHuA

IHpumeyanus




Purykcumad 375mr/m2/cyT 0w 1 B/B
DTONO3U] 50 mr/m°/cyT HenpepbiBHAsE  96-uacoBas
Jlokcopyoumusa | 10 mr/m*/cyT 1-4 uHDY3HS
Bunkpuctun 0,4 Mr/m/cyT (He
6omee 2mr)
Iuxnobochamuz | 750 mr/m°/cyT 5 B/B, B TeueHue | yaca
[Ipennu3onon 60 Mr/m° S) BuyTps, 2 pa3a B 1eHb
G-KCD 300 MKkT ¢c 6 gas go |Il/k 1p/cyr
YpPOBHS
HEUTPODHUIIOB
>5*10/9

Kypc B0O300HOBMsIETCS Ha 22 CYyTKH"

B nannoit no3uposke npoBoautcs 1 kypc. [lanee 10361 3TONO3MAa, JOKCOPYOHUIIMHA U
nukiopochaMuia KOPPEKTUPYIOTCS OTHOCUTENIBHO MPEABIAYIIETO B 3aBUCUMOCTH OT
HU3ILEro YPOBHS MOKa3aTeaell KPOBH, OMPEACIIEHHBIX BO BPEMSI U ITOCJE MPOBEACHUS
Kypca, 110 CJIEAYIOLIEN CXeME:

e  HeuTpoduisl >0,5%10/1— yBenuuenue 103 Ha 20%:;

e  medtpodmibl <0,5%10/1 mpu 1-2 U3MepeHUIxX — COXpaHEHHUE J03 MPEIbIIYIIETO
Kypca;

e Heultpopuiasl <0,5%10/1 mpu 3 u Oosiee HUBMEPEHUAX W/WUIU TPOMOOIUTHI
<25%*10/91 - camxenue 103 Ha 20%.

Kontposns OAK npoBoanThCs Kaxkaple 2p/HEACIIO C IEPEPHIBOM B 3 JIHS.

'B ciyuae mpumeneHns kypca y mamueHtoB ¢ BUU-accomuupoBaHHBIME JIAM(BOMAMU
no3a 1ukiodochaMua peryIupyercs: B 3aBUCUMOCTH OT ypoBHsi CD4:

e Ecau ucxomnoe xkommdyectBo CD4> 200 knetox/mMm3, mo3a nukinodochamuma 750
MI/M2.

e Ecmm wucxomnoe xommyectBo CD4 cocraBimser 50-200 xieTrok/mMM3, mo3a
uukinodocpamuna ¢ 375 mr/m2.

e Jlnsa ucxomnoro ypoBHs CD4 <50 xmerox/mm3 po3za nukiodochamuga He BbIIIE
187,5 mr/m2.
’Eciu ypoBeHb HEHTPOMUIOB 1ThIC/MKI, YPOBEHB TPOMOOLUTOB Bbiie 100THIC/MKIL.

Bennamycrun+purykcumad (BR) [65].

Ha3zBanue Pacuernas JHu IIpumeuyanus
npenapara 1032 BBe/ICHUSA
benpamycTuH 90 mr/m2/cytr | 1-2 B/B, B TeueHUe 1-2X 4acos.
Purykcumab 375 mr/m2/cyt |1 B/B, KaneJabHO

Kypc Bo3o6HOBIsIeTCs Ha 22 neHb (MAaKCUMAJIBHO 10 8 IHKJIOB).

MonoTepanus Purykcumaéom (mojiep:kuBaromas repanus) [2].

Ha3Banmue PacuerHas JAHu IIpumeuyanus
npemnapara n03a BBe/IeHUSA
Purykcumab 375 mr/m2/cyt |1 B/B, KaneJIbHO

Kypc kaxnple 8 HEfenb B TeUeHne 2 JIeT.




R-mini-CHOP [61,62]:

Ha3Banue Pacyernas JAau IIpumeyanus
npenapara n03a BBe/ICHUSA
Purykcumad 375 mr/mM2/cyr |1 B/B, KameJIbHO
Jlokcopyourma | 25 mr/m2/cyt 1 B/B, KamneJIbHO
[Muknodochamun | 400 mr/m2/cytr |1 B/B, KalleJIbHO
BuskpucTHH 1 mMr/cyT 1 B/B
[Tpeauu3onoH 40 mr/m2/cyT 1-5 BHYTPb
Kypc Bo3oOHOBIIsIeTCSt HA 22 JICHbD.
ICE [28,57]:
Ha3Banue PacuerHas no3a Jlnu BBe1eHMSA IIpumeuanus
npenapara
OTONO3UN 100 mr/m2 1-3 B/B, KaIl€JILHO
NUdochamun 5000 mr/m2 2 B/B, 24-yacoBasi UH]y3us +
ypOMETHUKCaH B
AHAJIOTUYHOU J103€
Kap6omnatun | 400 mr/m2 2 B/B KareJbHO

Kypc Bo3oOHOBIIsIeTcst HA 22 CYT.

DHAP [24]
Ha3zBanue Pacuernas no3a | /lHM BBeaeHUA Ipumeuyanus
npenapara
Jlekcamerason | 40 mr 1-4 B/B WJIK BHYTPb
Hucnnatun 100 mr/m2/cyT 1 B/B KarejabHO, 24-yacoBas
uHpy3Us
[utapabun 2000 mr/m2 2 B/B, KamneiabHO, B T€UEHUE 3

4acoB; 2 pa3a B JICHb

Kypc Bo300HOBIsIeTCs Ha 22 unu 29¢yT.

DHAX [25,26]:

Ha3zBanue Pacuernas /{HU BBeIeHUA Ipumeuyanus

npenapara 1032

Jlexcamerazon | 40 mr/cyT 1-4 B/B WJIM BHYTPh

Oxcanmumatud | 100 mr/m2/cyt | 1 B/B KameibHO, 2-X-4acoBas
uHY3Us

[utapabun 2000 mr/m2 2 B/B, Kall€JIbHO, B TCUEHHUE 3
4acoB; 2 pa3a B JICHb

Kypc Bo3oOHOBnsieTcs Ha 22 unu 29¢yT.




ESHAP[29]:

Ha3Banue PacuyerHnasn Jduu BBenenuss | [llpumevanust

npenapara n03a

OTONO3u/I 40 MF/MZ/CYT 1-4 B/B, KaIleJbHO, B T€UYCHHE
yaca

Metunmnpenuuzonon | 500 mMr/cyt 1-5 B/B, KaleJabHO, B TEUCHUE
15 MunyT

[Hucnnatux 25 mr/m°/cyT 1-4 B/B, HempepbiBHas 24-
yacoBas HHQYy3us

[{utapabux 2000 mr/m*/cyT |5 B/B, KaleJbHO, B TCUCHUE
2 4acoB

Kypc Bo3oOHOBIsIeTcst Ha 22 v 29¢yT.

GDP[46]:
Ha3Banmue PacuerHast /{Hu BBeaeHUs IMpumevyanus
npenapara n03a
[{ucruiatnn 100 mr/m°/cyT 1 B/B, KanleJIbHO
Temiurabur | 1000 mr/m*/cyt | 1,8 B/B, KaneJabHO
JexcameraszoH | 40 mr 1-4 BHYTPb
Kypc Bo3oOHOBIsIeTCs HA 22 CYT.
GemOx[30,64]:
Ha3zBanue Pacuernas no3a | /luu BBeageHust Ipumeuyanus
npenapara
['emiutabun 1000 mr/m*/cytr | 1 B/B, KamneJabHO
Oxcamumiaras | 100 mr/m*/cyT 1 B/B, KamneJabHO

Kypc Bo3o6HOBIIsIeTCS HA 22 CYT.

Mounorepanusi bengamycrun [65]

Ha3zBanue Pacuernasi noza | /IHu BBeneHus Ipumeuanus
npenapara
bennamyctun | 120mr/m2/cyT 1-2 BuyTprBeHHO
Kypc Bo3zo6HOBNsIeTCS Ha 22 cyT. Jl0o 6-TH KypCOB.
MonoTepanus JeHaaugoMuaom [68]
HasBanmue PacuyerHasi 103a /IHu BBeIeHUSA Ipumevyanus
npenapara
Jlenamnmomun 25Mr 1-21 BuayTtpb

Kypc Bo300HOBIsIeTCS HA 29 CYTKH.

Jlis npoUIaKTUKY JIM3UCA OMYXO0JIM NMAIlMeHTaM C YBEJIMYEHHBIMU JIMM(DAaTHIECKUMU
y3J1amMH (> 5 cM); Ha3HA4YaTh CTEPOUIBI (HATpuMep, NpeaHu30H 20 Mr repopayibHO B
TeueHue 5-7 HeH C MOCNeayIOIUM ObICTPHIM CHIXKEHHUEM J103bI B TeUeHUeE S-7 nHel).

IMopaep:xxuBaas Tepanus JeHAJTUIOMHUIOM




Ha3Banue Pacuernas n1o3a JlHu BBe1eHM s IMpumeyanus
npenapara

Jlenamumomug 25Mmr 1-21 BayTtpb

[Kypc Bo300HOBJIsIeTCSI HA 29 CYTKHM B T€4EeHUH 2-X JIET (710 IPOrpecCUPOBaAHUS
3a00JICBaHNS W/HIITA HEJIOYCTUMOTO TOKCHYECKOTO JICHCTBHS).

Jlenaaugomua+Putykcuma6[68]:

Ha3Banue Pacuernas no3a /IHu BBeaeHUs pumevyanus
npenapara

Jlenamunomus | 25 Mr/cyT 1-21 BHYTpPb
Putykcumad | 375 mr/m2/cyt 1 B/B, KameJIbHO

Kypc noBTopstoT Kaxkapie 28 qHE.

Jlenamumomua** 20 wMr exXemHEBHO, 110, BO BpeMs H TIOCIIC TMPHUMCHCHHUS
puTykcuMaba**, 10 mporpeccMpoBaHus ~— 3a00J€BaHUA WM HEAOMYCTUMOTO
TOKCHUYECKOI'O ICUCTBUSL.

Putrykcuma6** 375 Mr/M° B/B Karl. 4 exXeHeIeTbHBIX BBEJICHHUSI, TIOCTIE IBYX 28-
JTHEBHBIX ITUKJIOB JICHAIMIOMHIA (TTOCIe 8 HeeNb prueMa JICHAIMIOMHU/IA).

Momnortepanus Ilemoposmzymaéom [33]

Ha3BaHnue Pacuernasi no3a | JlHu BBeaeHUs [Ipumeyanus
npenapara
IHemOpoau3zymad 200mr 1 BrytpuBeHHO

B TeueHue 30 MuH

Kypc B0300HOBJIsIeTCS HA 22-1 [ICHb.

Monorepanusst Husosiymaoom [34]

Ha3zBanue | Pacuernas go3a Axu BBEeaeHUS Hpumevyanus
npenapara
HuBonymab 3 MI/KT uin 1 B/B
240mr B TeueHue 60 MuH

HE3aBUCHUMO OT
Macchl Tela WIn
480 mr
HE3aBUCHUMO OT
Macchl Tea

Kypc Bo3o6HOBNsIeTCS Ha 15-11 nenb (u1st 70361 3 Mr/KT win 240 mr) unu Ha 29-i
neHb (st 1o3el 480 mr).

Monorepanus UopyTnHuo [69]

HaszBanue | PacuerHasi n1o3a /AHu BBEeeHUSA IIpumeyanus
npemnapara

HNopyrunu | 560 mMr B cytku | ExegneBHo [IpumensieTcss €xXeaHEBHO 10
] BHYTPb (4 IIPOTPECCUPOBAHUS
KarcCyJibl) 3a00JIEBAHHUS 1580071




HCOOIIyCTUMOTO
TOKCHYCCKOT'O ,Z[@ﬁCTBPISI.

Iosaty3ymao-Begorun+bengamycrun+Purykenmad (POLO-BR) [66,67].

Ha3Banue npenapara | Pacuernas JHu Mpumevyanus
1032 BBE/JICHUSA

[Tonaty3ymab- 1,8mr/mM2/cyT 1 B/B kan 3a 90 muH (mepBoe

BEJIOTUH BBEJICHHE, B IOCIEIYIOIIEM
BO3MOXHO BBeaeHue 3a 30
MWH pu XOopoueu
MEPEHOCUMOCTH )

bennamyctun 90 mr/m2/cyT 1-2 B/B, B TeueHHe 1-2X 4acos.

Purykcumad 375 mr/m2/cyT 1 B/B, KanleJIbHO

Kypc Bo3oOHOBIsIeTCSt HA 22 JIeHb 10 6 KypCOB.

R-CODOX-M/R-1VAC[36,40,41,51].

CODOX-M (uukier 1, 3):

e qkinodochamun 800 mr/m2 B/B, AeHB 1;

BUHKpUCTUH 1,5 mr/mM2 (He Oonee 2 mr) B/B, 1HH 1, §;

nokcopyouriua 40 mr/m2 B/B, AeHb 1;

nukinodochamua 200 mr/m2/cyt. B/B, 1HU 2-5;

rutapabud 70 M UHTpaTeKaabHO, THU 1, 3;

merorpekcar 300 mr/m2 B/B B Teuenue 1 gaca, nanee — 2700 mr/m2 B/B B TCUCHHUE
nocnenytroumx 23 yacos (y 6oapHbIX cTapue 65 net — 100 mr/m2 B/B B Teuenue 1 yaca,
nanee — 900 mr/mM2 B/B B TeUeHUE MOCIEAYIOMMX 23 YacoB), 1eHb 10;

e  MeroTpekcar 12 Mr uHTpaTeKkanbHO, IEHb 15;

e  JjeilkoBopuH 15 Mr BHYTpb uepe3 24 yaca MOCJHE HHTPATEKAJIBHOTO BBEICHUS
METOTpEKCATa;

o [-KCO® 5 MKI/KT MOJKOXHO JI0 MOBBIIIIEHUS] YPOBHA IPaHyI0omMTOB > 1% 109/71;

e [VAC (uukisl 2, 4):

e srono3ua 60 mr/mM2 (Ha 500 ma ¢u3. pacTBOopa WM HU30TOHUYECKOTO pPacTBOpa
TJTFOKO3bI) B/B, THU 1-5;

e udochamug 1,5 r/mM2 (y 6ombHbIX cTapiie 65 et — 1 r/m2) B/B, nau 1-5;

e nurapabun 2 r/M2 (y 00oabpHBIX cTapuie 65 et — 1 r/mM2) B/B kaxabie 12 yacoB, 1HU
1-2 (Bcero 4 BBeneHuUs);

e  MeToTpekcar 12 Mr MHTpaTeKaJlIbHO, JEHBD J;

° ['-KC® noako>xHO 70 MOBHIICHHS YPOBHS TPaHyIONUTOB > 1% 109/11;

e  Hauano cnenyromiero 60ka — mociie CTaOMIM3AIMN YPOBHS TPAHYJIOLIUTOB > 1X
109/51 u ypoBHst TpoMOo1IuTOB > 75% 109/1 6€3 moanepxkku ['-KCD.

R-HyperCVAD/R-HMA[42,43,53].
Huxnet 1, 3, 5, 7 (HyperCVAD):



o nuxiodochamun 300 mr/m2, B/B, kKaxasie 12 vaco, nau 1-3 (Bcero 6 BBeneHM);
e Jjiekcameta3oH 40 mr, B/B WM BHYTph, AHU 1-4, 11-14;
e  nokcopyOurud 50 Mr/m2, B/B HempepbIBHOU 24-yacoBoil nH(y3uel B IEHTPaTbHBIN

KareTep, 1eHb 4;

° BUHKPHUCTHH 2 MT B/B, nHU 4, 11.
e [luxnmi 2,4, 6, 8 (HMA):
— wmetoTpekcar 1000 Mr B/B HenpepbIBHOM 24-yacoBoi nH(y3uen, aeHsb 1;
— nutapabun 3 r/M2 (y 6oapHbIX cTapiie 60 et — 1 r/M2) B/B Kaxabie 12 4acos,
nHU 2-3 (Bcero 4 BBEACHUS);
— Metwinpeaan30yi0H 50 Mr B/B kKaxkpie 12 gacos, gau 1-3 (Bcero 6 BBeaeHUN);
— putykcuMab 375 mr/mM2 B/B mim putykcumab 1400 mr m/k (Kpome IMepBOTO
BBeieHus ), [Hu 1,11 (mukist 1, 3) u gau 2, 8 (ukiisl 2, 4) — Bcero 8 BBEJCHUN;
e npodunaktuka nopaxenus [THC npoBoauTcs Ha KaxaoOM Kypce, CyMMapHO 16
UHTPATEKaIbHBIX BBEJICHUIA:

— MeToTpekcar 12 Mr UHTpaTeKaabHO, JICHb 2;

— nurapabu 100 Mr uHTpaTeKaIbHO, IEHD 7.

R+/-CEOP:
Ha3Banue PacuerHasi 103a Anun Ipumeuyanus
npemnapara BBe/IeHUS
Purykcumab 375mr/m2/cyT 1 B/B, KalleJIbHO
Huxnodpochamua | 750mr/m2/cyT 1 B/B, KaIleJIbHO
Drtono3ua 75 mMr/m2/cyt 1 B/B
Bunkpuctun 1,4 mr/mM2/cyT 1 B/B (CymMMapHoO He Oosiee 2 Mr)
[Ipennu3onoH 40 mr/m2/cyt 1-5 BHYTPb
Kypc nmoBTOpsitOT Kaxaelie 21 neHs.
R+/-CEPP:
Ha3Baunmue Pacuernas AHu Hpumevyanus
npemnapara 1032 BBe/ICHUS
Putykcrumab 375 mr/m2/cyt |1 B/B, KaneJabHO
[Muknodochamun | 600 mr/m2/cyr | 1,8 B/B, KamneJIbHO
OTomno3us 70 mMr/m2/cyT 1-3 B/B
[Tpokap0a3un 60 mr/m2/cyt 1-10 BHYTPb
[Ipennu3onon 40 mr/m2/cyt 1-5 BHYTpPb

Kypc noBTopsitoT Kaxaeie 21 neHs.

R-GCVP:
HasBanmue Pacuyernast no3a | /Ilum BBeaeHus Mpumeyanus
npenapara
Purykcumab 375 mr/m2/cyT 0 wm 1 B/B, KalleJIbHO
['emiuTabun 1 mmka: 750 1,8 B/B 30-MuHyTHast UHPY3Us

Mr/M2/CyT




2 ki 850
Mr/M2/cyT
3 IIUKJI ¥ BCK
HOCIIEAYIOLIHE:
1000 mr/m2/cyT
Hukaodochamun | 750 mr/m2/cyt 1 B/B, KaleJIbHO
BuHkpucTHH 1,4 mr/mM2/cyT 1 B/B (CymMMapHO He 6oJee 2
MT)
Ipeanusosion 100 mr 1-5 BHYTpPb
G-KCD 300 mxr/cyT C 9 ro nua n/k 1 pc/yt
UKJIa 10
BOCCTAHOBJICHUSI
I'PaHyJIOIUTOB
Kypc nmoBTOpstoT Kaxaeie 21 neHs.

Tpancdy3uonHas noaaep:kka:

e [loka3zaHus K MPOBEICHUIO TPaHCHY3NOHHOW TEpanuu OIMPENCISIIOTCS B TEPBYIO
ouepelb KIMHUYECKUMH TMPOSBICHUSIMH WHIUBUAYAJIbHO JIJIs KaXKJIOro IMalUeHTa C
y4eTOM BO3pacTa, COMYTCTBYIOIIUX 3a00JIEBaHMM, MEPEHOCHUMOCTH XUMHOTEpANuu U
Pa3BUTHS OCIIOKHEHUM HA MPEABIAYIINUX dTarnax JCUCHHUS.

e JlaGoparopHble MOKa3aTENH JJIs ONPEACIICHUs TTOKa3aHU UMEIOT BCTIOMOTaTeIbHOE
3HAYE€HHE, B OCHOBHOM JUJISl OLIEHKH HEOOXOJUMOCTH MPOQPHIAKTHUECKUX TpaHCPy3uil
KOHIIEHTpaTa TPOMOOIIUTOB.

e [loka3aHus K TpaHCQy3UsIM TAKKE 3aBHCIT OT BPEMEHH, IOCJEC MPOBEICHUS Kypca
XUMHUOTEPAIUU — IPUHUMAIOTCS. BO BHUMaHUE, TPOTHO3UPYEMOE CHIDKEHUE MOKa3aTeei
B OJDKalIue HECKOIBKO JTHEH.

JPUTPOLUTAPHANA MacCa/B3BeCh:

e VpoBeHb TeMOrjJo0OMHAa HE HYXHO TMOBBIIIATh, IMOKa OOBIYHBIC PE3EPBHI U
KOMITCHCAIIMOHHBIE MEXaHHM3Mbl JTOCTAaTOYHBI JJIsl  YIAOBJICTBOPEHHUS TMOTPeOHOCTEH
TKaHEW B KUCJIOPOJIE.

e (CymecTByeT TOJIBKO OJHO TOKa3aHWE I TPaHCPY3UH SPUTPOIUTCOACPKAIIIX
Cpel MpU XPOHUYECKUX aHEMHSIX — CUMITTOMHAsI aHeMUs (TTPOSIBIISIFOIIASCS TaXUKapAUCH,
OJIBIIIIKOM, CTEHOKapaueH, cuakorie, de novo aenpeccueit uinu seBanueit ST).

e  VYpoeHb reMornioornna meree 30 1/ sBiseTcst aOCOMIOTHBIM MOKa3aHUEM JIJIst
TpaHCcy3un SPUTPOITUTOB.

[Ipu oTCyTCTBHH AEKOMIIEHCUPOBAHHBIX 3a00I€BaHUN CEPACUHO-COCYTUCTON CUCTEMBI U
JIETKUX TIOKa3aHWUSAMH IS TPO(PMIAKTHYCCKON TpaHChY3UH DPUTPOIUTOB TPHU
XPOHUYECKUX aHEMUSIX MOTYT ObITh YPOBHHU T'€MOTJIOOMHA!

Bo3pacr (J1eT) Tpurrepusiii ypoenb Hb (1/1)
<25 35-45

25-50 40-50

50-70 55

>70 60




Konuenrpatr TpoMOOIMTOB:

e Jlpu cHWXKEHUH YPOBHS TPOMOOIMTOB MEHEE
reMopparuueckux

BBICBIIAHUNW  Ha

KoXke  (ImeTexuw,

npoduaakTuaeckas Tpancys3us agpepe3HbIx TPOMOOIIUTOB;
o [Ipodunaktuyeckas TpaHchy3us adepe3HbIX TPOMOOIUTOB Yy MAIMEHTOB C
JIUXOPAIKOHN, MaIleHTaM, KOTOPHIM IUIAHUPYETCS WHBA3MBHOE BMEIIATEIHCTBO MOXKET
TIPOBOIHTCS TIPU Gosiee BRICOKOM ypoBHe — 20 x10%/1;
e [lpm Hamuuuu TEMOPPArMuecKOro CHUHAPOMA METEXUATbHO-TIATHUCTOTO THUIIA
(HOCOBBIC, [IECHEBBIC KpPOBOTCUCHHS, MEHO-, METpOpparuv, KpOBOTCUCHHUS JPYrHX
JIOKaJIM3aInii) TpaHcy3usi KOHIICHTpaTa TPOMOOIIMTOB IIPOBOJIUTCS C JICUCOHOMH TIEITBIO.

CBexe3aMOpoKeHHAs IJ1a3Ma:
e Tpanchpyzun C3II npoBonmArcs y NAUUEHTOB C KPOBOTEUEHUEM WM TEpen
MIPOBEICHHEM MHBA3UBHBIX BMEILIATEIBCTB.
e [lammentst ¢ MHO >2.0 (mpm HEHpOXHPYPrUYECKHX BMeIIaTelbcTBax >1.5)

pacCMaTpuBarOTCA KaK KaHAWAATbI

9
10 x10°/m wiM DOSBJICHUU
CUHSYKH)

IMIPOBOAUTCA

it tpaHchysuu C3I1 mpu  mmaHupOBaHUH

WHBa3MBHBIX mpouenyp. IIpy miaHOBBIX BMENIATENCTBAX BO3MOYKHO HA3HAYECHHUE HE
MEHee, 4YeM 3a 3 JHS J0 BMemarenbcTBa (QuToMeHamguoHa He MeHee 30 mr/cyT
BHYTPUBEHHO UJIU BHYTPb.

b Hepequb OCHOBHBIX JICKAPCTBCHHLIX CPEACTB (I/IMeIOIIII/IX

100% BepoOSITHOCTH

NPUMEHEHUS)
dapmakorepan | MexayHapoaHoe Cnoco0 YpoBeHn
eBTHYeCKasi HeNaTeHTOBAHHOE NPUMEHEHUs1 | J0KA3aTeJIbHOCT
rpynmna HauMmeHoBaHue JIC U
AHTHHeomactTu | bengamycTuH BHuyTpusenHoe A
YECKUE Bunkpuctua* BHyTpuBeHHOE A
Ipenaparsl ["emiuTabun BHuyTpusenHoe A
JlokcopyOouima BryTpuBeHHOE A
Ndochamun BryTpuBeHHOE A
Kap6omiatun BuyTtpuseHHoe A
MeroTtpekcar BHuyTpusenHoe A
OxkcanuniaTuH BHuyTpusenHoe A
[Tpokap6azun™ BuyTtpb A
[Muknodochamun BuyTtpusenHoe A
[{uTapabun BrytpuBeHHOE A
[{ucnnaTtuH BuyTpuseHHoe A
Orono3ua™ BuyTpuBeHHOE A
TaprerHsie Putykcumab BHyTpusenHoe A
[pernaparsl bpenTykcnumal-BeJOTHH BnyrpuseHHOE B
bopTezomu6d BrytpuBeHHOE B
HuBonyma0b™ BrytpuBeHHOE B
[TemOponuzymad BuyTtpusennoe B




[TonaTy3ymalb Be1OTHH BHyTpuBeHHOE B
Jlenanumomug BHyTpb B
N6pyTunn6 BuayTtpb B

['moxokoptuxoc | [Ipenunsonon BrytpuBeHHOE C

TEPOUIbI MeTtuinpeHu30J10H BrytpuBeHHOE C
JlexkcameTra3on BuyTpusenHoe C

JlekapcTBEeHHBIE | AJUIOIYPUHOI BnyTtpuBeHnHoe C

CPEACTBA,

oca0AroIIe

TOKCHUYECKOE

nelcTBHUE

MIPOTUBOOITYX O

€BBIX

IIpenapaToB

*B coomeemcmesuu ¢ npasunamu npumenenus: nezapecucmpupogannvix JIC.

NB! JlonosHHATENBHOE MEAMKAMEHTO3HOE JICYEHUE IPOBOAUTCA COOTBETCTBEHHO
IIPOTOKOJIAM JIEUEHUS PA3BUBIINXCS OCIOKHEHUN.

5.4 Xupyprudeckoe BMelIaTeJIbCTBO:

*  Pe3exknuonnas ouoncusi inMdoysiia win o0pa3oBaHus - sl THCTOJIOTHYECKOTO
U UMMYHOTHCTOXMMHUYECKOTO MCCIICIOBAHUS C IeIbi0 Bepudukanuu auarHosa (u/wim
MOATBEPKACHUS PElU/IMBa 3a00JI€BaHNUS ).

* TlonHasi CIJIEHIKTOMHUSA - JJIsi THCTOJIOTMYECKOTO U UMMYHOTUCTOXUMUUYECKOTO
UCCJICIOBAHUS C IENbI0 BepUUKAIMKU JuarHo3a (W/Wiv TOATBEPKIACHHUS PELUIMBa
3a0051€BaHus1) IPU OTCYTCTBUH JPYTUX JIOKATIM3AINHN JIUM(POMHOTO MOPaKEHUSI.

* MHcceuenne aHaJbHOW TpeMIMHBI (OCTPOII/XPOHMYECKOI) - IO IOKa3aHUAM B
paMkax MNpoQUIAKTUKU / JICUEHUS CENTUYECKUX COCTOSHUM y TMAaIMEHTOB C
reMo0J1acTO3aMHU.

*  ¥YaajgeHue reMOppouaajbLHbIX Y3J10B (FreMOPPOUIIKTOMUSA) - MO MOKA3aHUSIM B
paMKax mNpoQUIAKTUKU / JIEUEHUS CENTHYECKUX COCTOSHHM Yy TAIMEHTOB C
reMo0JacTO3aMHu.

*  BcekpeiTHe mnapanpokTUTa/MHPUWIbTPATA - 10 I[IOKA3aHUSIM B paMKax
poUTAKTUKH/JICUSHHS CENITUYECKUX COCTOSIHUM Y MaIIMEHTOB C TeMO0JIACTO3aMHU.

*  BpiBeeHHe CTOMBbI KHIIEYHUKA - 110 MOKAa3aHUSIM (IIPU OCTPOM M XPOHUYECKOU
aHaJIbHOM TpEIIMHBI) B paMKaxX MNPO(WIAKTUKU/JICUEHUS CENTHYECKUX COCTOSHUM Y
MAlUEHTOB C TeMOOJIACTO3aMH.

* IlneBpanbHasi NyHKIUS - 1I0 TOKA3aHUSM MPU THIPOTOPAKCE TIIIEBPUTE.

* JlamapoueHTe3 - 110 MOKa3aHUSAM MPH ACIUTE.

OCHOBHBIM TPOTHBOMNOKA3aHWEM K XHUPYPTHUUECKHM BMEIIATEIILCTBAM SIBIIACTCS HE
KYIIUPYEMBbIN FeMOppParudyeCKuii CUHIAPOM

NB! Xupyprudeckoe jgedeHHE MPOYUX COMYTCTBYIOIIUX XHUPYPTrUUECKUX TATOJOTHUU B
paMKax JICUCHUSI COOTBETCTBYIOIIETO MTPOTOKOJIA.



5.5 lanbHelIee BeIeHHE:

° [Tonueiii oTBeT AomkeH ObITh moaTBepxkiaeH mno IIDTKT uepes 3 mecsua ot
3aBEPIICHUS UHUIIMAIBHON TEparuu.

° [Tanmentam, 3aBepumBIIUM JieueHue 1o nosoay JABKKIJI ¢ noctmwxkenuem 110 wim
YO, pexoMeHIyeTcs JIUHAMUYECKOe HAOJI0JCHUE Yy Bpada-OHKOJIOra WM Bpaya-
reMaToJiora B T€UeHue 1-ro roja IMocie 3aBepIIeHUs Teparuy Kaxibple 3 Mecsna, 2-To
roga — Kaxable 6 wMecsieB, B JalbHedmiem — exerogHo [17]. Jlmaamudeckoe
HaOJIIOJICHUE JIOKHO BKIIFOYATh TIIATEIBHBIA COOp Kajao0, KIMHUYCCKHH OCMOTP
namuenTa, OAK, buoxumuyeckuii aHanu3 KpoBU HEOOXOJUMO MPOBOAUTH KaxKIble 3
MecsIa B TeUeHHE 1-ro roja »KU3HH, 3aTeM Ka)Kable 6 MecsAIeB B TSUCHUH 2-TO T'oja U B
JNajlbHEHIIeM — OJUH pa3 B roiA. [md mauveHToB, MOJIYYaBIIMX AaHTPALMKIUHBI B
COYeTaHUU C OOJIydeHHeM cpefocTeHuss — uccienoBanue Gynkiuu cepama (KD wu
Ox0KTI') u nerkux (criuporpadus).

e B cnywae npumeHeHUs JIy4eBOM Tepanmuyd Ha o0O0JacTh IIeW, PEKOMEHIOBaH
KOHTpOJIb TTI" KaKk MUHUMYM €KEr0HO.

e KT mewn, OI'K, OBII, Ta3za ¢ KOHTpaCTUPOBAHUEM KaXAbIE 6-MECSIEB B MEPBBIE 2
rojia OT 3aBEpIICHUS TepaNUU, TUOO0 MO KIMHUYECKUM MTOKa3aHUSIM.

° I[I9TKT mnpoBoguthes B ciaydae ecnu mocieanuit [IDTKT coorBercTtBoBanm 4-56
Deauville nms moarBepskaeHHs IOJIHOIO — OTBETa/B  Ciydae  IOJO3PEHHS  Ha
Iporpeccuro/penuanB 3adoneBanus [17].

6. UuankaTopbl 3¢ (PeKTUBHOCTH JIeYeHHUSI:

e Bcem mnammentam c¢ JBKKJL, nmocne 3-4 KypcoB XUMHOTEpanud U TMOCIE
3aBEpIIEHUs BCEH MPOTpaMMbl JIeUEHUs, HEOOXOJAMMa OIlEHKa OTBETa Ha TEpanuio B
COOTBETCTBHUM CO CTAaHAAPTHBIMU KPUTEPHUSIMU OTBETA HA JieueHue Jumdom [17].

e  OueHky 3(p¢heKTUBHOCTH TIPOBEJACHHON Teparmuu HEOOXOMMO MTPOBOAUTEL COTJIACHO
kputepusiM Lugano (cM. mpunoxenue 3).

e  Jlns rpynmel MalMeHTOB, KOTOPHIM B JIe0r0Te 3a00J€BaHUs U JIJIsl PECTaAMPOBAHUS
nposoautcsa [I9T/KT, sadpdextuBHOCTh NeueHus: onenuBaerca no mkane Deauville (cm.
npuIoxeHue 4).

e [lpu nposeaenuun AmioTKM HaOmogeHNEe TPOBOAUTHCS COTJACHO MPOTOKOTY
AJUIOTEHHOM POJICTBEHHON/HEPOACTBEHHOW TPAHCIUIAHTAIIMN KOCTHOTO MO3Ta B TCUCHUH
5-TH JIET ¢ MOHUTOPHHIOM MHHHMAaJBLHON ocTrarouHoil Oosie3nu (metomom I[P, FISH,
NGS) u toHOpCKOTO XUMEpPHU3Ma.

7. OPTAHU3AIINOHHBIE ACIIEKTHBI ITIPOTOKOJIA:

7.1 Cniucok pa3padoTUYMKOB MPOTOKOJIA ¢ YKA3aHUE KBAJIN(PUKANNOHHBIX TaHHBIX
1) Kemaiikua BaguMm MarBeeBudY - KaHAWIAT MEIUIMHCKHUX HAyK, Bpay-reMaToJior
BBICIIEH KBaJM(PUKAIIMOHHOM KaTerOpvH, PYKOBOAMUTENh IIEHTPA OHKOIEMAaTOJOTHH M
TKM, TOO «HaunoHanbHbI HAYYHBIN OHKOJIOTUYECKUW LIEHTPY.

2) Kynic I'ymxanar KyaHBIIIKBI3bI - Bpad-reMaToyior IEHTPa OHKOI'eMAaTOJIOTHH U
TKM, TOO «HaunoHanbHbI HAYYHBIN OHKOJIOTUYECKUW LIEHTPY.

3) Capuna CabOuna TypraHOalKbI3bl - Bpau-reMaToyIor IIEHTpa OHKOTEMAaTOJOTHH M
TKM, TOO «HanuoHanbHbli HAyYHbII OHKOJIOTUYECKUH LEHTPY.



4) Ta0O06acoa Cayine TenemOaeBHa - Bpay IeMarTosior BBICIIEH KaTErOpPHH, MarucTp
OOIIIECTBEHHOTO 3/IpaBOOXpaHEHUs, 4JeH oOiiectBa oHKorematosioroB PK, unen
Accoumaruu oHkoJoroB PK, pykoBonuTens LEHTpa remMaToJIOrMU € TPaHCIUIaHTalHeH
koctHOro mo3sra KasHUMuOP.

5) Panwis6ekoBa ['yiemupa KypOaHOBHA - TOKTOpP MEIMIIMHCKUX Hayk, mpodeccop
K® UMC «HauvoHa/nbHBIM Hay4dHBId LEHTP MATEPUHCTBA W JE€TCTBA», CTapIIH
OpJIMHATOP aKyIlIepcKoro ornaeneHus Nel, Bpau akyiiep-ruHeKOJIOr.

6) KiomsuHckuii AHTOH AHATOJIBEBHY — KaHAWAAT MEAWIIMHCKAX HAyK, Bpad
remaroior, TOO «llenTp rematonorumny.
7) PamazanoBa Paiirynme Myxam0OeTOBHa — JOKTOpP MEIUIIMHCKHX HayK, Bpad-

reMarosior BbICIICH KBaIM(HUKAIIMOHHON KaTeropuu, npodeccop Kapeapsl BHYTPEHHUX
oonesneit HAO «Kazaxckmit Hanmonansubiii Menunmackuii yausepcuter numean C.J[
AchenanspoBay.

8) XymnaitbepreHoBa Maxupa CelinyanreBHa - KIMHHYeCKHE (apmakosor, TOO
«HanuoHanbHbIN HAYYHBIN OHKOJIOTUYECKUM LIEHTP.

7.2 Yka3zaHue HA OTCYTCTBHE KOH(PJIMKTA HHTEPECOB: HET.

7.3 Penenzenrni: TypryHoBa Jlrogmuna ['eHHaIbeBHA — JOKTOP MEIUIIMHCKUX HAYK,
Bpay-reMaToJior BbICHICH KBadM(UKAIMOHHON KaTeropuu, mpodeccop Kadeaps
BHyTpeHHUX Oosie3Heil HAO «MenununHckuid YHuBepcutere r.Kaparanga.

7.4 YkazaHue yCJOBHMM MEPecMOTPa MPOTOKOJIA: TIEPECMOTP MPOTOKOJIA YepE3 S5 JeT
MOCJIE €ro OMyOJIMKOBaHUS U C AaThl €r0 BCTYIUICHUS B JACHCTBHUE WIM NPU HAJTUYUU
HOBBIX METOJIOB C YPOBHEM JI0Ka3aTE€JIbHOCTH.
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[Ipunoxenue 1
HNunexc Kapuosckoro/llkana ECOG-BO3
Ob611ee coCcTOSTHUE OHKOJIOTMYECKOTO O0JIbHOTO PEKOMEHI0BAHO OLIEHUBATh M0 UHAEKCY
Kapuosckoro (0-100%) wnu [lIlxkane ECOG-BO3 (0-4 6anna).

HNunexc KapHoBckoro AKTHBHOCTB, | [IlIkana ECOG-BO3 bana
%

CocrositHue HOpMaIbHOE KaI00 100 HopmanbHast akTHBHOCTh 0

HET

Cnoco0eH K HOpMaJIbHOM 90 EcTb cumnTomsl 1

JESITCIIbHOCTH, 3a00J1eBaHMs, HO OJIIKE K

HE3HAYNTEIHHBIC CHUMITTOMBI HOPMaJIbHOMY

VI TIPU3HAKY 3a00JICBaHUS COCTOSTHHFO

HopMmanbHast akTHBHOCTB C 80

yCIIIHEM

OO6cayxuBaet ceds 70 Bbosnbiie 50% nHeBHOTO 2

CaMOCTOSITEIIHO, HE CTIOCOOCH BPEMEHU MTPOBOJIUT HE B

K HOPMaJIBHOU JIESITENHbHOCTU MOCTEJIA, HO MHOT/Aa

WJIM aKTUBHOM paboTe HYKJIaeTCS B OTIBIXE

Hyxnaercst mopoii B moMoIu, 60

HO CIIOCOOEH cam

YIIOBJIETBOPSTH OOJBIILYIO

9JacTh CBOMX MOTPEOHOCTEH




Hyxnaercs B 3HaUMTEILHOM 50 Hyxnaercs B 3
IIOMOIIM ¥ MEIUIUHCKOM NpeOBIBAHUH B ITOCTEIIH
00CITyKUBAaHUU ooitee 50% aHEBHOTO

WNuBanua, Hy»X1aercs B 40 BPEMCHHU

CIICHUAJILHOM ITOMOILH, B T.4.

MEIUIINHCKOMN

Tsokenass MHBAJIUIHOCTD, 30 He crocoben 4
MoKa3aHa ToCHuTaJIn3aIus, 00ciyKuBaTh ceos,

XOTSI CMEPTh HE TIPEJICTOUT MPUKOBAH K IMOCTEIH

Tsoxenblii 00JIBHOM. 20

HeoOxoauMel akTUBHOE

JIEUEHHUE W TOCIIUTAIN3aIIUs

YMuparonmi 10

[Ipunoxenue 2

Kaaccupuxanus sumdpom. BO3 2016 roxa.
B- ki1eTOUYHBIE OILYXO0JIN:
XpoHuueckuil TuMQoerko3/ IuMdpoma U3 MabIX JIUMQPOLUTOB;
MoHoOKIJIOHATBHBIN B-K1eTOYHBIN TUMQOIUTO3;
B-nponumdonutapHslii 1elKo3;
JIumdoma cene3eHKr U3 KJIETOK MapTrUHAILHON 30HBL;
BoocaTokaeTouHbIN JIeMKO03;
JIumpoma/ neiko3 cene3eHku, HEKJIacCU(PUITUPYEMBbIH:
- uddysnas menkoknaeTounas B- kinetounas mumdoma KpaCHOM MyJIbIIbI
CEJIC3EHKHU;
- BostocaTokieTouHslii 1€HK03- MOAOOHBIN BapHaH.
e JlumponnazmorurapHas iuMdpoma
- Makpornobynunemus Banbnencrpema
e MoHoKJIOHaJIbHBIE TaMManaTuu HesacHoro rene3a (MGUS), [gM:
- boJie3Hsb o- TSKEABIX 1ICMCH;
- boJIe3Hb Y- TSKEIBIX LETEH;
- bone3Hsp - TSHKENBIX LEeneu.
e MoHOKJIOHAJIbHBIC TaMMaIaTuu HesicHoro rere3a (MGUS), 1gG/A:
- [Ima3zMokeTOoUHass MUEIIOMA;
- ConutapHas 1Ia3MOLIMTOMAa KOCTH;
- DKCTpaMeayJUIsipHas MUEJIOMa;
- bone3Hp HaKOTUIEHHSI MOHOKIIOHATBHBIX IMMYHOTJIO0YJIMHOB.
e DKcTpaHojadbHas TuMpoMa U3 KIETOK MaPTHHAIBHON 30HbI TUM(OUTHOM TKaHH,
aCCOIIMUPOBAHHOM cO cnu3ucTor 06omoukoir (MALT- numdom);
e Hopanpnast nuMdoma 13 KIETOK MapTruHAIBHON 30HBI;
e Hopnanbhas numdoma 13 KJIETOK MapTUHAILHON 30HbI, TIeIMaTPUUECKUI BapUaHT;
o OdoymukynspHas muMdoma:
- In situ pommukynsipHast HEOIIA3US;




- ®omukynspHas TuMdoma TyoIeHATLHOTO TUTIA.

o DoyukynspHas JuMpoma, neguaTpuuecKuil BapuaHT;

e KpynHoknerounas B- kierounas numdoma c IRF4;

o [lepBuuHas KoXHas MEHTPOPOITUKYISIpHAS TUM(pOMA;

e Jlumpoma u3 KIETOK MAHTHH:

- In situ Heomnazus U3 KJIETOK MaHTHUH;

o Jlubdysnas kpynHokierounas B- knerounas numpoma, NOS:

- GCB-tun(aur. germinal center B-cell-like);

- ABC-tun (anri. activated B-cell-like).

e B-knerounas numdoma, 6orarast T-kiieTKaMu/TUCTHOIIUTAMH,

e Ilepeuunas JIBKKJI nentpansnoit HepBHOU cucutemsl (LIHC);

o [lepBuunas koxHas quddy3Has KpynHokieTouHas B- kinerounas numdoma c
NOPAXKEHUEM HUKHUX KOHEUHOCTEM;

EBV1+ DLBCL, NOS;

EBV 1+, koxHO-cim3ucras s3Ba;

JABKKJI, cBsizaHHas ¢ XpOHUYECKUM BOCIIAJICHHUEM;

JInmdbomaTonIHBIN TpaHyJIeMaTo3;

[TepBuunas MenuacTHaIbHAs (TUMHUUYECKAs ) KPYITHOKJIETOUHas B- kieTouHas
muMpoma;

Buytpucocyaucras kpynHokieTouHas B- kinetounast iumdoma;

ALK + kpynHokneTouHas B- kinetounas numdoma;

[Tnazmo6nactHas mumdoma;

[TepBuunas skccyaTuBHas TuM@oma;

HHV81 DLBCL, NOS*,

JInmdpoma bepkurra;

bepkurononobnas mumdpoma c aboeparueit 11q;

B-knerouynas num¢oma BBICOKOW CTEMEHHU 3JI0Ka4Y€CTBEHHOCTH, ¢ MyTauusamMu MY C u
BCL2 u /unu BCL6;

e B-xierounas nuMdoma BEICOKOH CTEIeHH 3710KauyecTBeHHOCTH, NOS;

e B- xierouynas numdoma, HeKIaccupuIUpyemas, ¢ Ipu3HaKaMu, MPOMEKYTOUYHBIMH
Mexay Tudy3Hoi KpynmHOKIETOUHON B- kiterounoit numdomoit u mumpomMoit
XO0JIPKKHHA,

T/ NK- kj1eToO4HbI€ OIYXO0JIN:

T- kieTouYHbIN MPOJIMM(OLUTAPHBIN JTEHKO3;

T- KJIeTOYHBINA TPaHYISAPHBIA TUMGOIUTAPHBIN JICHKO3;

Xponnueckoe mumponponudepatuBaoe NK- kjaeTouHnoe 3a00ieBaHuE;
ArpeccuBHbI NK- KJI€TOUYHBIN JIEUKO3;

Cucremnas EBV T-knerounas numdoma y nerei;

I'mapoaocrieHHOBUAHO- MOI00HAsTTUM(pOMa;

T- knerounast mumdoma/ JIeHKo3 B3POCIbIX;

OxcrpanogansHas NK/ T- kinetounas numdoma, Ha3aabHBIN THI;
AcconuupoBanHas ¢ suTeponatueit T- kierounas tumdoma;
MonomopdHas stutennoTponHas kumieunas T-mumpoma;



WNunponeraue T-kierounsie tuMponponudepatuBusie 3a00neanus KKT;
I'enarociiennueckas T- kiaetoynast tumdpoma;

[TonkokHasi TAHHUKYJIUT- TO00Has T- KIeTouHas TUMPOMa;

['prOOBUAHBIA MHUKO3;

Cunapowm Ce3zapu;

IlepBuunbie koxxHble CD30- no3utuBHbIE T- KIETOUYHBIE JIUM(OMBIL;
JIuMpoMaTONIHBIN MaIysies;

[lepBuuHas KOXHas aHAMJIACTHYECKAs KPYMHOKIETOUHAs TuMpoma;

[lepBuunas koxHas Y0 T- kinetouHast tumdoma;

[lepBuunas koxHass CD8+ arpeccuBHast SnUAEPMOTPONHASI HIUTOTOKCHYECKast T-

KJIeTouHast TuMpoma;

[lepBruunas koxHas CD8+ T- kierounast numdoma

[lepBuunas koxHas nepudepudeckas CD8+ T- kimerounas mumpoma
[TepBuunas koxuass CD4+ menko/ cpegHekieTounas T- kierouHas tuMdoma;
[Tepudepuueckas T- knetounas iumdpoma, HEyTOUHCHHAS;
AunrunonmmynobOnactaas T- kierounast itumMdoma;

domnukynsipHas T-kierounas tumdoma;

Hopanbnas nepudepuueckas T-kinerounas numdoma ¢ penoruriom TFH;
AHarmutactTudeckasi KpynHoksaetounas sumpoma, ALK - no3utruBHas;
AHarutacTudeckasi KpynHokiaerouHast iumpoma, ALK - HeratuBHas;

['py1HOM UMILTAHTAT-aCCOLMMPOBAHHOM aHAIUIACTUYECKAsI KPYITHO-KJIETOYHAs

mumpoma;
JIumpoma XoxKKuHA:

Hopynspnas ¢ num@ounaeiM npeodnananveM aumMmpomMa XoaKKIHA;
Knaccuueckas num@oma XoKKHUHA;

JInmdboma XomKKIHA, BApUAHT HOAYJISIPHBIN CKIIEPO3;

Jlumboma XomKkHa, BApUaHT, OOTaThii TuMdoIIUTaMu;

Jlumpoma Xo1KKHHA, CMEIIIAHHOKJIETOUHBIA BapHaHT;

JInmpoma XomKKrHA, BAPUAHT ¢ TMMGPOUIHBIM UCTOILICHUEM.

HocTpancniianTanuonHsle JuMonpoaudeparuBubie 3a0o0aesanus (PTLD):

[Tna3zmatnueckas runepmiasus (PTLD);
Nudexnmonnsiit Mononykieos (PTLD);

barpoBas (oukynspHas runepriasus;
[Tonumopduas PTLD;

Mounomopduas PTLD (B- u T-/NK-ki1eTouHbIe THITHI)
Knaccuueckast numpoma Xomxkkuna (PTLD).

HOBOOﬁpa3OBaHI/Iﬂ THCTHOLUTAPHBIX U JCHAPUTHBIX KJII€TOK:

I'mctnonurapHas capkoma;

I'mctronmnTos u3 knerok Jlanrepraca;

Capkoma u3 knerok Jlanrepraca;
Heonpenenenupiii omyxonb JEHAPUTHBIX KIIETOK;
Capkoma U3 IEeHIPUTHBIX KIIETOK;



Capkoma QOJUTHKYJISIPHBIX JEHAPUTHBIX KIIETOK;
Omnyxob U3 peTUKYIApHBIX (PUOPOOIACTHUECKUX KIIETOK;
PaccesiHHas 10HOIIECKasi KCAHTOTPAHYJIOMa

bonesnp Opareitma-Yecrepa

Kpurepuu LUGANO nis onenku orsera npu HXJI

[Tpunoxenue 3



Oreer

JNokanusayus

MN3T-KT (metabonuueckuii oteeTt)*

KT (paavonoruueckuit oteer)

Jlumdoyane u akcTpanum-
darnuyeckre oyaru

Ouenka 1, 2 uaun 3 6anna c pesugyansHoi maccoi unu 6e3 Hee no 5-6annbHoM wkane

Llenessie numdoy3nsi/y3nossie maccsl perpeccuposanu go pasmepos <1,5 cm B HanbBonbluem
nonepeyHoOM AMOMETPE, IKCTPANMMPATHYECKHUE O4Ark OTCYTCTBYIOT

He n3mepenHsie oyaru

Orcytersytor

MonHbiit Ysenuuenue pasmepos — Perpecc 4o HOpManbHbIX pa3mepos
oTBeT OpraHos
Hosble ouaru Her Her
KoctHbin moar Mpu3nakn PAl-asnpHoro 3abonesaHms OTCyTCTBYIOT HopmanbHeiit Mopdonoruyecku; Npu COMHUTENbHBIX AQHHBIX — OTPULLATENbHBIE PE3YNbTATb MMMY-
HOFUCTOXMMMYECKOM NPOTOYHOM LUTOMETPHUM
Jumdoyaner u 3kctpanum- | Ouerka 4 unu 5 coO CHUXKEHHBIM 30XBATOM MO CPABHEHMIO C UCXOAHBIM. HoBble Mnmn 250% ymenswenune ClMJ no 6 uenesbix Mamepsembix NMMPOY3N0B M SIKCTPAHOAANBHBIX O4Aros
dartuyeckme ovaru nporpeccupyiolme o4aru oTcyTcTByioT. [1py NPOMEXYTOUHOM UCCNEAOBAHMM 3TH AGHHbIE
CBMAETENLCTBYIOT 06 OTBETE ONYXONH, NPU MCCEA0BAHUM NOCAE NEYEHUS MOTYT Ecnu ouar umeer cnmwwkom mansie pasmepsl 4na mamepenus Ha KT, ero paamepsl npuHmmaiorcs
yKa3bIBaTh HQ pe3uayansHoe 3abonesanue kak 5x5 mm, ecnu ouar Gonblue He Busyanusmpyercs — 0xX0 mm
He u3amepenHbie ouaru — OrcyTcrayior, 63 M3MEHEHMI AU PErpeccUpoBanu
Yacri i Yeenuyenne pasmepos — YmeHslenne anunel cenesenku >50%
otser opraxa
Hosgsle ouaru Her Her
KoctHbit Mmo3r Pe3uayansHbii 30XBAT, NPEBLILIAIOWMI TAKOBOKW HOPMANBHOTO KOCTHOTO MO3rQ, HO CHU- —
XEHHbIM N0 CPABHEHMIO € MCXOAHLIM (AonyckaeTcs A dy3HbIN 3axBaT, 06ycnoBREHHbINA
PEAKTUBHBIMM U3MEHEHWAMM NOCAe XumuoTepanmu). Mpu HanmMuMK nepeUcTUpyIOWMX No-
KANbHBIX M3MEHEHUI PEeKOMEHAYEeTCS BMONCHA MM NOBTOPHOE CKAHUPOBAHME
Llenesbie numdoyansi/ Ouetka 4 unu 5 6e3 CywecTBeHHOrO U3MEHEHWS 30XBATA MO CPABHEHMIO C UCXOAHBIM <50% ymenbwenue CMNI ao 6 AOMUHAHTHBIX U3MEPSEMBIX TMMPOY3NOB M IKCTPAHOAQMBHBIX
Y3N0BbIE MACCh, SKCTPAHO- | NPU NPOMEXYTOYHOM MCCNEAOBAHWUM M UCCNEAO0BAHMM NO 3ABEPLIEHMUIO NEYEHUS. 04Aros; KpUTEPUU Nporpeccupyiowero 3a60nesaH1s OTCYTCTBYIOT
AanbHble oYaru Hossie nnu nporpeccupytowpme oyaru oTCyTCTBYIOT
Orcyrcremne pOIp Py cyrerey
oteera He namepenHsie oyaru - Hert ysenuuyenus, XxapakTepHOro ans nporpeccMpoBaHms
(crabunsHoe
3a6onesanue) | YBenmuerve pasmepos - Her yBenuuenus, xapakTtepHOro ans nporpeccMpoBaHms
opraHa
KoctHbiit mo3r Be3 namenenmi -—
Llenessie numdoyansl/ Ouetka 4 unu 5 ¢ yBenmueHHem 30XBATA MO CPABHEHMIO C UCXOAHBIM M/ MNK HOBbIE Hanuuue no kpaiHen mepe OQHOTO KPUTEPHS U3 CREAYIOWMX:
Y3n0Bble Macchl, ®/l-aemaHble 04ArM, XOPAKTEPHBIE AN AMMPOMBI, MPU NPOMEXYTOYHOM Mccneaosanmn | * OtgensHsle numdoy3nsl / ovarn natonormyeckre ¢ HNA >1,5 cm
3KCTPOHOAG/bHbIE O4ArK Y MCCNEeAOBAHUM NO 3UBEPLIEHHMIO NEYEHHUS * Yeenuuenne CMNA 250% ot Haaupa
* Yeenuuenune HMNJ unmn KO or Hogupa Ha 0,5 cm ans ouaroe <2 cm m Ha 1 cm gns ouaros >2 cm.
* [pu HanMuMKM CNneHOMeranum ysenmueHue anuHel ceneserku >50% ot npeabiayuiero
YBEnUYeHUs No CPABHEHMIO C cxoaHoK. Ecnu panee cnnenomeranus orcytcreosana —
Moornecos yBenuueHue ANuHbI Ha =2 CM NO CPABHEHMIO C ucxoaHon. Mossnenue unm peurams
BOID cnneHomeranuu
pytowee
3abonesanue | He namepenHbie ouarn Her Hosbie o4yarn unu sisHoe yBenu4yeH1e paHee BbISBAEHHbIX O4Aros

Hosble ouarn

Hossle ®[IM-asuaHble ouark, xapaktepHble ans numbombl B Gonbluei crenexy,
ueMm ans Apyrom atmonoruu (Hanpumep, uudekumy, Bocnanenus). Mpu Hanuamm
COMHEHMIT OTHOCHTENLHO 3TUONOTMH PeKOMeHayeTcs BUONCUs MK NOBTOPHOE
CKQHUPOBAHUE

MoBTOPHBIM POCT paHEee pa3peLIMBLLMXCS O4Aros

Hossiit yzen >1,5 cm no nwoboit ocu

Hoswitt skcTpaHoaansHbiit ouar >1 cm no 6ot ock; ecnu pasmepsl oyara <1 cm, ero Hanuuue
RONMXHO BbITh O4EBMAHBIM U OH BOMKEH BbiTh CBA3AH C MMM OMON

KoctHbiit moar

Hoesie unu peumnansrsie PAM-aemgHsie ovaru

Hossie unn peuMamBHbIe OHArK

Mpumeuanue: PAT — propaesokeurniokosa, CMNJ — cymma npousseseHnil nepneHaMKy napHbIX AMameTpos onyxonessix ovaros, HMM — Hanbonswmit nonepeunsin guametp, KO — kopotkas ock, nepnenavkynspxas HIMA.
*MatmbanneHas wkana M3T: 1 — Het 3axeara ebiwe $oHA; 2 — 30XBAT < CPEROCTEHMS; 3 — 3aXBAT > CPEAOCTEHMS, HO < NEYeHHW; 4 — yMepeHHbIM 3aXBAT > NeYeHu; 5 — 3axXBaT 3HQUUTENEHO 6oNbLIE NO CPABHEHMIO C NEYEHbIO
1/ nnm HoBble oyark; X — HOBbIE ONArM 3aXBATA MANOBEPOATHO CBA3AHBI € MMMPOMOHN.




3 6amna no mkane Deauville y MHOTMX MaIlfieHTOB yKa3bIBaeT Ha XOPOUIUH MTPOTHO3 MPH
CTaHJAPTHON Tepamnuu, OCOOEHHO MNPH MPOMEXKYTOYHOM pectaaupoBaHuu. OaHAKO, B
ucrbeITaHusx ¢ yaactuem [19T, rae uccnenoBanuch aed3cKaganus 103 XUMUOIIPENapaToB,
otBeT 3 Oayua mo mkane Deauville pacuienuBancs kak HeaJAeKBaTHBIM OTBET (UTOOBI
n30eKaTh HEAOCTATOYHOTO JICUCHHS ).

[Tpunoxenue 4

Onenka 3(p¢eKTHBHOCTH NPOBeAeHHOM Tepanuu o mkaJse Deauville
Kputepuu Deauville
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HeT HakoIlTeHHA HaxomneHHs <cpeloCTeHHA HaKoIleHHe™>CpeIoCTeHHA<IIeYeHb HakomneHne ymepeHo CymecTBeHHO®
CHIIBHEE, €M B BO3pacTaHHe HAaKOIUIEHHA
HICHCHE: B TI060H 06I1acTH,
BKJTIOYas HOBBIE OYard

[Tpunoxenue 5

Kiaunuveckue ¥ TeXHUYeCKUE TPEOOBAHMS K JIy4eBOMl Tepanuu.

Kiaununyeckue TpedOBaHuUA:

e  OnTuManbHBIN HHTEPBAT MKy okoHUaHUueM XT 1 HavyamoM Jy4eBoil Tepanuu — 2-
4 nenenu (HO He OoJiee 6 HENETb).

e (OueHb BaXHBIM JUIA IUJIJAHUPOBAHUS JIy4eBOM Tepanmuu SBISETCS KadyeCTBO
CTaAupoOBaHUs 3a00J€BaHUs 0 Hayajga Xxumuorepanuu. OnucaHue O4YaroB MOPAKEHUS
0 JaHHBIM KJIMHUYeckoro ocMotpa, KT, MPT nobkHO BKJIOYATh aHATOMUYECKH
TOYHYI0 HMX JIOKaJIU3alMI0, KOJWYECTBO, MAKCHUMAJIbHBIE pa3Mepbl B CAaHTUMETPAX,
OCOOEHHO 30H MAaCCHUBHOTO MOPAXKEHMsI, yKa3aHUE 3-X pa3MEPOB 30HBI MOPAKEHUS,
BKJIIOYAsl MPOTSKEHHOCTh. [IpyM omvcaHUM NOpa)XKeHUsi CPeIoCTEeHUs 00s3aTelbHO
ONPENEIICHUE MEAUACTUHAIBHO-TOPAKAJIIBHOTO MHAEKCA IO MPSMOMY PEHTIE€HOBCKOMY
CHUMKY. J{J11 aTUMIMYHO PaCHONIOKEHHBIX MOPAKEHHBIX JTUM(PATHUECKUX Y3JI0B, TOMUMO
OMHCaHUsl HX, HEOOXOAMMO YyKa3bIBaTh HUX KOOPAMHATHI (pacCTOSHME B CM IO
TOPU30HTAIN U BEPTUKAIU OT JIETKO ONPEAEIIIEMbIX aHATOMUYECKUX OPUEHTUPOB). Bero



VKa3aHHYI0 BBl HWHOOpPMAIMIO pEKOMEHAyeTcss u300paxkaTh rpadudeckd Ha
AHATOMHUYECKOM cXeMe YeJIOBEUECKOro Tejia BO (PPOHTATBHOM MPOEKIIUH.

e Jlo nayaia XT mnpu Hamuuuu mojHOM wuHpOpManu o0 00beMe HCXOTHOTO
NOPAXKEHUSI PEKOMEHIYETCS COBMECTHAs KOHCYJbTALMS Te€MaTOJIOTOB-OHKOJOTOB U
paanonoroB. Ocob0 MOJKHBI ObITH BBIJCIECHBI 30HBI COMHHUTEIIBHOTO UM BEPOSITHOTO
MOPAKEHHUs, JIeueOHasi TAKTHUKAa B OTHOLIEHUU KOTOPBIX JOJDKHA OBITh MPEIBAPUTEILHO
corJlacoBaHa M MOBTOPHO 00CY»kJieHa nociie okoHyaHust XT.

e [lpu Bcex mognuadparManbHBIX MOPAKECHUSIX B Clydae MIIAHUPOBAHHS OOTyUCHHUS
CeJIe3¢HKH PEKOMEHIYeTCA PaJuoOU30TONMHOE uccienoBaHne (GyHKIUU mouek. [lpu
HAJIMYUUA €JUHCTBEHHOM JIEBOM MOYKHM JIMOO MPHU 3HAYMTEIbHOM HapylIeHUU (QYHKIIHH
IpaBOM MOYKH CIEAYeT OOCYIUTh 1€I1eCO00pPa3HOCTh CINIEHIKTOMHH, KaK ajlbTEePHATUBBI
ee 00JIy4eHHIO.

Texnnyeckue TpedOBaAHUS:

e Jlug nmpoBeneHUs JIy4EBOM TEpauy MOXKHO HCMOJb30BaTh ramMmma-usnydenue Co60,
(doToHHOE M3myuyeHue sHeprueir 6 MOB u 18 MOB (18 MOB wucnons3yercs B ciydae
INIyOOKOTO PAacrloJIOKEHHs] MUIIEHU, MpU OOJIbIIMX 3HAYEHUAX IEepeJHE-3aITHUX
pa3MepoB). DIEKTPOHHOE M3IYUYEHUE PA3IUYHBIX SHEPIUA MOXKET HCIIOIb30BAThCS IS
JICYEHUS] TOBEPXHOCTHO PACIOJIOKEHHBIX JIMM(PATUUECKUX Y3JIOB.

e Pacuér nmoser JIT momken mpoBoauThcs B coorBeTcTBUM ¢ MKPE-50-62, rme
yKa3aHbl OTHOCUTENIbHBIE TOYKHA U CyMMapHbIe 103bl. Pa3oBas odaroBas 103a He JOJDKHA
npeBbimath 1,8-2,0 ['p, nedeHne mpoBOIUTCS €KEIHEBHO 5 pa3 B Henemto. Cienyer
u30erath Havana JIT B maTHUIly 1 okoH4YaHus Kypea JIT B moHenenbHuUK.

e B 3aBHCHMOCTM OT TEXHUYECKON OCHAIICHHOCTH PagUOJIOTMYECKOr0 OTAEIICHUS
MOTYT UCIIOJIb30BaThCS pa3IUYHbIE METOAMKM JYYEBOM TEpamuu: OT JICUCHHS
HECKOJBKUMH (DUTYPHBIMU TOJISMHU (TPEOYIOLIEr0 YETKOW CTBIKOBKA CMEXHBIX IOJIEH
o0JlydeHuss BO u30ekKaHUE TMepe- WM HEN000JydeHUs) JO0 HOBEUIINX METOIUK
KOH(OPMHOI JTydeBOM Tepamuu, CBOIAUIMX K MHHMMYMY JIy4eBOE BO3ACHCTBUE Ha
HOpMaJIbHbIE TKAHH.

e Jlnd TOYHOrO BOCHPOU3BEIACHUS IIOJIOKEHUS NALUEHTAa BO BPEMS JIEUEHUS
HEOOXOMMO UCIOJIb30BaTh (UKCHPYIOUIME TPUCIIOCOOJICHUS — TOJATOJIOBHUKH,
WHJVBHUIyaJbHbIE ITUIACTUKOBBIE MACKH, IMOJCTAaBKU ISl HIKHUX KOHeuHocteu. [Ipum
O0O0JTly4eHHH BCEX MOPAKEHHBIX 30H, KPOME MAaXOBBIX U O€IpPEHHBIX JTUM(DATUYECKHX
y3JI0B, UCMOJIB3YIOTCSI BCTPEUHBIE NepeAHe-3aqHIue PUTrypHbIe 1oist (OHU POPMUPYIOTCS
C NOMOILIBIO 3aLIUTHBIX OJIOKOB MJIM MHOTOJIENECTKOBBIX KOJUIMMATOPOB AHUa(parMsl
YCKOPUTEJIA).

e [lpu HAOMONHUTENHHOM OOJYYEHUH OTACNbHBIX TpyHn JUM(ATUYECKUX Y3JI0B
BO3MOXKHO JII000€ pacHoJIOKEHUE TMOJIeH, MUHUMHU3UPYIOIIEE Jy4eBO€ IOBpEXKICHUE
3nopoBbIx TKaHeH. [Ipu JIT octaTouHbIX 00BEMHBIX OMyX0JIeH peKOMEHIyeTcs 00BEMHOE
MJJAaHUPOBAHKWE OOJIy4CHHS, MPUMEHEHHE METOAMKHA OOJyYeHUs] TaHTEHIMATbHBIMU
MOJISIMU, MCTIOJIb30BaHUE KOMIIEHCATOPHBIX KIMHBEB, METOAUK KOH(MOPMHOW Jy4eBOU
tepanuu (3D CRT).

o [lpu mopaxkenun nuMdOUTHON TKaHU KoJiblla Banbaeitepa oOmyueHne mpoBOIUTCS
C IBYX OOKOBBIX BCTPEUHBIX MOJIel (HeoOXoauma MpeaBapuTeNbHas caHalus MOJOCTH
pTa, UCIOJIb30BaHUE 3AIUTHBIX Kar).



e Kaxpgoe nmedeOHOE TOJIE JTOJDKHO TMOATBEPKIATHCS PEHTITCHOBCKUMU CHUMKAMU C
MTOMOIIIBIO CUMYJIATOPA UM CUCTEMOM KOHTPOJISI M300paKeHUsI Ha YCKOPHUTEE.

O0BEéMBbI 00,1yUeHUA

Jlns BeIOOpa afekBaTHOTO 0OBbEMa OOIyYeHHs] HEOOXOJMMO MOMHHUTH 00 OIpeeeHun
obrmacteit um 30H mopaxeHus. Ha V wMexayHapogHOM CHUMIO3UyME IO JUM$oMe
Xomkknaa B 2001r. ObUIO YTOYHEHO, YTO TEPMHHOM «30HA» 0003HAYAIOTCS
AHATOMUYECKUE 30HBI, TIO0 KOTOPHIM YCTAaHaBIMBACTCS CTaAWs 3a00JeBaHUS B
COOTBETCTBUM C Kiaccubukamumein Ann Arbor. Tepmun «obnacTe» — 0oyiee MMPOKOE
MOHATHE, 00JIACTh MOXET BKJIIOYATh B ceOs oqHy mim Oojee 30H. Tak B ogHy 001acTh
OBLTM BKJIIOUEHBI MICHHBIC, HAA- W TOJIKIIOUYAYHBIC TUM(ATUUECKHE Y3JIbI C OTHOU
CTOpOHBI. Takke B 0IHY 00J1aCTh O0BEAMHEHBI METUACTUHAILHBIC JIMM(PATHICCKUE Y3ITbI
U TuMQaTHYECKUE y3Jbl KOPHEH JIETKUX, OJTHOW OOJIACThIO CUMTAIOTCS JUMQpaTHUUEeCKUE
y3JIbl «BEPXHEro ATa)ka» OPIOIIHOM MOJIOCTH (BOpOTa IMEYEHH, BOPOTA CEJIC3CHKH U
KOpeHb OpBDKEWKH) W OJHOW O0O0JacThi0 — JUM(MATHYECKHUE Y3JIbl “HMIKHETO 3Taxka”
OPIOITHOM TOJIOCTH - TTapaaopTaNTbHBIC K ME3CHTEpHAIbHBIC (PUCYHOK 1).

Pucynok 1. O6sacTu 1 30HbI IOPAKeHUs PH JTUMPOMAX
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DakTOpbI pUCKA M MPOPUIAKTHKA TPOMOOTHYECKUX U TPOMOOIMOOJINIECKHUX

OCJIOKHEeHU

dakTopsl prcKa U TPOYUIAKTHKA TPOMOOTHIECKUX U TPOMOOIMOOTUISCKUX
OCJIO’)KHEHHUU y MAIIUEHTOB, KOTOPBIE MOJYyYar0T TATUAOMU/T WIH JICHATUIOMU/T

DaKTOPHI PUCKA

Pexomenayemble 1eiicTBUS

WunuBuayanbHbie (hakTOpbl pucKa

e Oxupenne (UMT Gomee 30 Kkr/m°);
e [IpenmecTByromue
TPOMOOTHYECKHE COOBITHS;

e [[eHTpanbHBII BEHO3HBIA KaTeTep
WM UCKYCCTBEHHBIN BOJIUTEh PUTMA,
e AccouuupoBaHHBIE 3a00JIEBaHUS U
COCTOSTHHS: 3a00JICBaHHS CCC,
XpOHMYECKas OOJIe3Hb MOYEK, AUA0ET,
OCTpbl€ UH(PEKITUU, UMMOOUTU3AITHUS;

e XUpypruyeckue  BMEIIATEIbCTBA!
oOmass xupyprusi, TpaBma, Jro0as
aHecTe3us;

¢ llcnonk30BaHKE SPUTPOIIOITHHA,

e Tpombodumuu.

@akTOppl  pUCKa  CBSI3aHHBIE  C
mumbonpoaudepaTUBHBIM
3a00JIeBaHUEM:

e Camo Hallnyue TUM(OMBI,
MHUEJIOMBl B OCOOCHHOCTH  TIpHU
OOJIBIIION HHMITMATBLHON OIyXOJEeBOU
Macce;

o [loBbIllieHHAs BSI3KOCTh KPOBH.

e Het akTopoB pucka uinu ojiuH (paktop
pucKa (MHAUBUIYAJbHBIN I CBSI3aHHBIM C
muMponposupepaTUBHBIM 3200JI€BAaHUEM ):
anerwicanuuuioBas kuciaora 80-325 mr 1 pa3
B CYTKU;

e 2 1 OoJsiee MHAUBUYATbHBIX UM CBSI3AHHBIX
¢ mumdornponudepaTuBHbIM 3a00JI€BaHUEM
(bakTOpoB pucKa:

- HuzkoMounekynsipHble rernapuHbl
(axBUBaJIEHT HYHOKcanapuHa 40 mr 1 pa3 B
cyTin);

NJIn

- [lonHast no3a BapdapuHa (1iesIeBoe 3HaUCHUE
MHO 2-3)

@DaxTopBkl, CBA3AHHBIE C JICUEHUEM:
CoueTanue TATMAOMHIA WU
JIEHAIUIOMUA C:

e BricoknMU 103aMH JIeKCaMeTa30Ha
(6omnee 480 Mr B MecHI);

e J[oKCOpYyOUITMHOM;

¢ [lonuxumuorepanuen.

¢ HuskomonekysipHble TeapuHbl
(axBUBaneHT sHOKcanapuHa 40 mr 1 pa3 B
CYTKN);

niim

e [lonnas no3a BapdapuHa (11eeBoe
snauenne MHO 2-3).
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IIporuocTuyeckas Mmoje/ b aCCOUMUPOBAHHBIX C XUMHOTEpanuei
TpoMO603IMOoIMUecKnX ociaokHeHmii KhoranaA.A. u coasrT.

XapakTepuCTHKHU MalMEHTa Bajbl
Bepubunnposannas mumdoma
KonnuecTBo TpoMOIIUTOB 10 Havyana xuMoTepanuu 350 ThIC/MKI U
BBIIIIE
VYposens remornoouna ke 100 /11 uau ucnosib30BaHUE 1
SPUTPOINIOITUHOB
VYpoBeHb JEUKOLUTOB /10 Hauajga xumuorepanuu Boimie 11 teic/mMxn | 1
VMT Bbime 35 Kr/m° 1
Ob11ee KOIMYECTBO OANIIIOB Kareropus pucka Puck cumntomMHoOM
TpoMO03MOOIUN
0 Hwuszkuit 0,8-3%
1,2 [TpomexxyToUHBII 1,8-8,4%
3 u 6onee Bricokwuii 7,1-41%
Pexomenaganuun American Society of Clinical Oncology no npoguiiakriuke u
JICYEHUI0 TPOMOO030B BeH M TPOMOOIMOO0JINI Y OHKOJIOTHYECKHUX 00JIbHBIX ™
I{esb ‘ IIpenapar ‘ Cxema’
lIpoghunaxmuxa
INocniuranuzupoBanubie | Hedpakuronuposanusiii | 5000 EJl kaxabie 8 q°
OHKOJIOTHYECKHUE renapyuH
OOJIbHBIE
XUPYPruyecKoro W
TE€pPaneBTUYECKOIO
poQuIst
Jlantenapun HaTpus 5000 ME/cyT
DHOKCaIapyuH HATPUs 40 mr/cyT
doH1anapuHyKce HaTpust | 2,5 mr/cyt
Jlevenue TB u TDJIA
HauanbHoe Jlanrenapus Hatpus 100 ME/kr xaxzapie 12 u
200 ME/xr/cyt’
DHOKCaIapyH HATPUs 1 mr/kr kaxnpie 12 9
1,5 mr/xr/cyt’
I'enapun HaTpus 80 EJI/xr B/B cTpyiiHO, 3aTeM 18
EJl/xr/4 B/B (CKOpOCTh BBEACHUS
KOPPEKTUPYIOT ¢ yueToM AUTB**)




donpanapunykce Hatpust | < 50 kr — 5 mr/cyT

50-100 kr — 7,5 Mr/cyT

> 100 kr —10 mr/cyr

TuH3anmapuH HaTpuUs 175 ME/kr/cyt
Hoarocpounoe JlantenapuH HaTpUs 200 ME/kr/cyT B Teuenue 1 mec.,
3ateM 150 ME/kr/cyt
Bapdapun 5-10 Mr/cyT BHYTpB, 103y

KOPPEKTUPYIOT Tak, yToos1 MHO
COCTaBJIsLIO 2—3

*[IPUMEUYAHHWSA. OOmast MIMTENbHOCTh AHTUKOATyJISHTHOM Tepaluu 3aBUCHT OT
ocoOeHHOCTel ciydasi. BOJbHBIM C AKTHBHBIM 3JI0KQYECTBEHHBIM IPOILIECCOM OOBIYHO
TpedyeTcs Tepanusi IpOoJOJKUTEIHLHOCTBIO HE MEHee 6 Mec.

OTHOCUTENbHBIE TPOTUBOMOKA3aHUA K HA3HAYCHUIO AHTUKOATyJISIHTOB  BKIIIOYAIOT
CIEeAYIOLICE:

" HEKyNHUPYEMOE KPOBOTCUCHUE;

" OCTpas CTaausi BHyTPUUYEPEITHOTO KPOBOUIIUSIHUS,

" paccllanBaronas AHEBpHU3Ma aOPThI WIIM aHEBPHU3Ma COCYA0B TOJIOBHOTO MO3ra;

" OaKTepUaJIbHBINA SHIOKAP/IUT;

" [IEPUKAPJIUT;

» o0ocTpeHue s3BbI ey ika win apyrux otaenos KKT;

" TspKeNlasg, 3JIOKAYeCTBEHHAsl apTepuaibHas THUIEPTEH3US WM TUIMEepTeH3us 0e3
HAJUJISKAILETO JICUCHUS,

" TspKEJas TpaBMa roJOBBI;

= OepeMEeHHOCTh (BapdapuH);

" TerapuHOBas TPOMOOITUTOTICHHUSI (remapuH, He(DpaKIIMOHUPOBAHHBIH u
HU3KOMOJIEKYJISIPHBIN );

" BBEJCHHE SUYPAIbHOrO KaTeTepa.

Coxkpamenusi: AUTB — akTuBHpOBaHHOE YaCTUYHOE TpoMOoIiacTuHOBoe Bpemsi; MHO —
MEXAYHAPOJIHOE HOPMAJIM30BAHHOE OTHOIIIEHHUE.

'Ecnm HET 0c00bIX MOKa3aHuM, BCE J03bI BBOJSITCS MOJKOKHO.

ZI/ICHOJ'IBSYCTCH takxke BBegeHue 5000 ME kaxnapie 12 4, HO 3TOT peXuM, MO-BUIAUMOMY,
MeHee 3 (PeKTUBEH.

3 JIIHTeIPHOCTD PAaBHA CPOKY TOCIIMTATH3ALMH WIH BPEMEHH [0 IEPEeXoa Ha aMOyIaTOpHOe
JICYCHHUE.

“FDA CIIA He 0100pHIO MPUMEHEHHE IS 9TON LIEITH.

*MHUHAMATBHBIIT cpok 5-7 nmHel; mepexon Ha BapdapuH BO3MOXEH, Toiabko eciu MHO
HaXOJUTCS B IOMYCTUMBIX I'PaHULIAX 2 JAHS TOAPS/I.

6]SOJILLHon poJib UTpaeT BbIBeleHHEe NoukaMu. [Ipu knupeHce kpeatuHuHa wmeHee 30
MJI/MUH TIpenapaT Ha3HadaTh HEXKeJaTeJIbHO; €CJId NMPUMEHEHHE BCEe-TakKu HeoOXOIuMO,
CJIEyET OPUEHTUPOBATHCS HA AHTU-Xa-AKTUBHOCTb.

"Kak npasuio, ucnonszyercss AUTB, B 1,5-2,5 pa3za npeBblmaromniee KOHTPOJIbHOE
3HaueHue. Jlydmmii MeTox ompedeneHus TepaneBThUeckoro auamnazoHa AUYTB,
COOTBETCTBYIOIIETO ypoBHIO renapuna 0,3—0,7 ME/mi, — 3T0 XpoOMOTreHHOE ONpeiesieHHe
ypoBHs pakTopa Xa.
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CunHapoM Jm3uca omyXxoJiu

[Ipu pazpyilieHuH ONMyXOJIEBBIX KIETOK OOpa3yeTcsl MSATh OCHOBHBIX CYOCTaHIIHM,
KOTOPBIE BBIBOASTCS] UCKIIIOUUTENILHO MOYKAaMU: MPOJAYKTHI paciajia mypruHa —> KCaHTHH,
TUTIOKCAHTUH M MOYEBas KUCJI0Ta; Kaymid; pocdar.

ANTOTYpHHOI TOPMO3UT pacriaj] KCaHTUHA U THUIOKCAHTHHA O MOYEBOM KHUCIIOTHI
NyTeM HHTUOWPOBaHUS KCAHTMHOKCHUA3bl, CHUXKAsi 0Opa3oBaHUE ypaTOB B CHIBOPOTKE
KpPOBH.

[Ipu mpeBbillIeHUH MOPOTra PACTBOPHUMOCTH KCAHTHUH, THUIOKCAHTUH W MOYeBas
KHUCIIOTAa MOTYT KpPUCTAJUIM30BAaThCA B TMOYEYHBIX KaHAJbI[aX M COOMpPATENHHBIX
TpyOoukax. docdart, coenuHssACch ¢ KamblieM, o0Opa3yeT docdar Kaablus U BHIIIACT
KaK B TIOYEYHBIX KaHAJbIAX, TaK U B KOHIIEBBIX KaNUJUISIPAX TKAHEU, CIEACTBUEM YETO
SBJISIIOTCS. TUIIOKAJBIIUEMHUsI, OJIUTO/aHypUsi U TKaHEBbIE HEKpO3bl. PacTBOpuMOCTh
KCAaHTHMHA U MOYEBOW KHUCIIOTHI B IIEJIOYHOW CpPEJI€ HAMHOIO BBIIIE, YEM B KHUCIJIOW, HO
IeJI0YHas cpejla HapOTHB OJarompHUsATCTBYET BBIMAAECHUIO B 0CaloK Qocdara Kamblus.
Kpome toro mpu ph>7,5 MOkeT KpHCTaIM30BaThCs TUMOKCAHTUH. ClemnoBaTelbHO
nepesalieauyiBaHie MOYH TOXE MOKET OJIarONpHUSATCTBOBATH BBINAJCHUIO MPOIYKTOB
KJIETOYHOI'O pacnaja.

Ecnmu mepen HayamoM UUTOPEAYKTHBHOW TEpamuu HaOIOAeTCsl TOBBIIICHUE
YPOBHS MOYEBOW KHUCJIOTHl W/WIW Kanus, w/uimu (ocdaroB w/mnm KpeaTHHUHA, TO
MEPOIIPUATUS MO HOPMAJIM3allUd 3TUX I[IOKa3aTesel JODKHBI OBITh TPOBENEHBI 10
HayaJla UUTOPENyKTUBHOW Tepanuu. OJHAKO Hayajgo »dTOM Tepanuu HE JOJHKHO
OTKJIaJBIBAaTHCA OoJiee ueM Ha 24 Jaca.

['aBHBIM MEPOIPUSTHEM SIBISETCS HHUIIMUPOBAHUE U TOJJIEP’KAHUE BBICOKOTO
maypesa - 100-250 m/m?/ wac. Ecmm 3TOro ymaercs DOOHTBCS, TO MeTabOIMUYecKUe
HapyIIeHUs1 OBIBAIOT PEJIKO.

Ecnn agexkBatHOro pamype3a HECMOTpPS Ha JIOCTaTOYHBI 00BEM HH(QY3UH,
MIPUMEHEHNE PA3IMYHBIX MOYETOHHBIX CPEICTB JOOUTHCSA HE YAACTCS, MOJDKHBI OBITh
CBOECBPEMEHHO CJIeJaHbl BCE HEOOXOAMMBIE TIPUTOTOBJICHHUS K TeMoananu3y. [IpuannHoit
OJINTO/aHYypUU B 3TOM CIIy4ae SIBJIETCS PACHPOCTPAHEHHOE OIyXOJEBOE MOPAKEHUE
MOYEK W/ MM OOCTPYKLHMS OMYyX0Jiblo (JIMM(POMOI) HUCXOASIIMX MOYEBBIX MyTEH, MO0
pa3BUTHE TSDKENOW ypaTHOM WM KaiublueBo-GocdaTHoit Hedpomatum, ubO
KOMOUWHAITUS ATUX MATOJOTUYECKUX COCTOSHUM.

['unepkanviemMus: ABISETCS HAUOOJIeE OMACHBIM OCJIOKHEHHUEM CHHIpPOMa OCTPOTO
muzuca onyxonu. Eciam mocne mpoBeneHus MPOPUIAKTUYECKUX/TEPAreBTUYECKUX
MEPOTPUATHIA YPOBEHB KaJUsl MOBBINIACTCS WU MPU MPEANISCTBYIONEH THIIEPKATHEMUN
HE MPOUCXOUT €ro OBICTPOro CHHKEHUS, TO YTPOXKAIOUIEe COCTOSTHUE MOXKET Pa3BUTHCS
B TEYCHHE HECKOJIBKUX OJMKANIINX YacOB.

Tsokenplii CHHIPOM OCTPOTO JIM3UCA OIYXOJH YacTO OCJOXKHSIETCS Pa3BUTHEM
THMOKOATYJSIIIUOHHOW  (pa3kl  CHHApPOMA JTUCCEMHUHHPOBAHHOTO BHYTPHCOCYIUCTOTO
CBEPTHIBaHUS, TPEOYIOIIETO MaCCHBHOM 3aMECTHTEIHLHON Tepalui CBEKE3aMOPOKEHHON
ma3moit (He mene 1000 mu 2 pasza B JieHb), KOHIIEHTpATaMH TPOMOOITUTOB M HEPEIKO —
poBejieHus a3madepesa.



IMpodpuinakTuka CHHAPOMA JIU3UCA OIYXO0JIH
1. Annomypunon - 10 Mr/kr B cyTku B 2-3 npuema (max — 600 mMr/cyTku) B TeueHuUe 3 -
8 THEN.
2. Wndy3uoHHas Tepamnus:
e O6beM = 3000-5000 MI/M*/CYTKH.

e 5% pactBop aekctpo3a <> 0,9% pactBop NaCl=1: 1.
e VYaenbHas IIOTHOCTH MouH < 1010.
o KouTponp OamaHca xuakocTed. bajmaHC: KONMMYECTBO  BBIJACIEHHOM  MOYH =
KOJIMYECTBO BBEJACHHOM KUIKOCTH — MOTEPU KUAKOCTH C IIXAaHUEM.
e KoOHTpOJBHOE B3BELIMBAHUE 1-2 pasza B CYTKH.
e IHTEHCHMBHOCTb KOHTPOJS 3a JUYpE30M JIOKHAa COOTBETCTBOBATh CHUTyallUd U
BO3pacTy MaIHeHTA.
® [pU HEJOCTAaTOYHOM  MO4YeBbIBeAeHUMHM — (ypocemun 1-10 mr/kr B cyTkH
BHYTPUBEHHO WM HH(Y3UEH, TIPH COITYTCTBYIOIICH THIIONPOTCHHEMHIH K€ YMEPECHHOM
- aTbOyYMHH, PU HEOOXOAUMOCTH - JIOTIAMUH 3-5 MKT/KI/MUH.
o UuunumansHas uHy3us - 0€3 Kaiug. YMepeHHasi TUIIOKAIMEMHUS - JKeJlaTesbHa.
e 3amenaynBanue Moun: - NaHCO340 - 80 MMomb/1 106aBUTH K TOCTOSIHHOM MHGY3UU
(s 100-200 MMoIIB/M?/CyTKY HapaiiensHoi HHby3Hei).
e PerymupoBanue HeoOxomumoro 06bémMa NaHCO; cootBeTcTBeHHO PH MOUH.
e 3HaueHue PH w™oun=7,0 sBuseTcs wuACATBHBIM! - CcoOXpaHseTCS JOCTAaTOYHAS
pPacTBOPUMOCTh JJIS MOYEBOM KHCIOTHI M KCaHTMHA M OTCYTCTBYET OINACHOCTh
oOpazoBanust pocHopHOKATBIIUEBBIX KOHKPEMEHTOB.
JlaGopaTopHbIil KOHTPONb Kaxkable 12-24 uaca: Guoxumuueckuii anamus kposu - Na', K7,
ClI~, Ca"™, pocdaTel, MoueBas KMCI0Ta, KPEATUHUH, MOYEBHHA, OEJIOK, aTbOYMHH.
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Koppekuus BOAHO-3JIEKTPOJIMTHBIX HAPYLICHUM

['mnepypexnmus e yBenmunTh 006eM HHMY3HH 10 5000 MI/M%/CYTKHL.
e crabunu3upoBaTh pH Mouu Ha ypoBHE = 7,5 Mpu HOPMaJIbHOM
comepxkaHuu ¢ochaToB B KpoBM M Ha ypoBHe = 7,0 mpu

MOBBINICHHONW KOHIEeHTpauu ¢ochaTtoB B KpoBu. (OgHAKO
MOCTOSIHHO JepxaTh PH Mouu Ha ypoBHE 7,5 HENb3sl B CBA3U C
OMACHOCTHIO KPHUCTAJUIM3AIMU TUIOKCAHTHHA.

[N'unexanuemus npu K™>6 Mmos/x:

® [IOJTOTOBUTh TAllMEHTAa K TEMOJMAIN3y U TEPEBECTH B
COOTBETCTBYIOIIMN  IIEHTP C  BO3MOXHOCTBIO  MPOBEACHUS
reMouanmn3a;

® KakK HEOTJIO)KHOE MEpOIpHUATHE: TIF0Ko3a — 1T/kr + uncynuH 0,3
En/kr, B kauectBe 30-MuHYTHOM MH(Y3UH (3TO IPUBOUT TOJIBKO K
nepepacnpesenennio K'  BHyTpu knmetku, a uepes 2 - 4 uaca




pacnpenenenne K' Bosspamaercsa x ucxonsomy. ClienoBaresbHo,
ATO TOJBKO BBIMTPHIINI BO BpPEMEHU JUIsi TOJITOTOBKH K
reMOuaIN3y);

o npu DKI'-u3menenusx: rmokonat kampius 10% - 0,5 - 1(-2)
MJI/KT  BHYTPUBEHHO MEJJICHHO (OTMACHOCTh OpaauKapauu) +
NaHCOj; - 2 MMOJIB/KI BHYyTPUBEHHO MEJJICHHO CTPYWHHO.

opu  K>7 wmmonaw/n: cpouHo - remoguanu3! W eClId  ecTh
TEXHUYECKass BO3MOXHOCTb - TPAHCBEHO3HBIM  CEPACUYHBIN
PETYNATOP PUTMA.

I'nnepdocdaremus | (P >1,5 pmol/l uam 3 mr/100 mi):
e yBeTHUNTh 06BeM HEPY3HH 10 5000 MI/MY/CYTKH.
¢ pH mouu He momkeH ObITh 60see 7,0.
e HazHauuTh aluminiumhydroxid - 0,1 r/kr p.o. (Ui CBSI3BIBAHUS
dbocdaToB nuIIH).
® TIpY THUIOKAJIBIUEMUHN - BBEJCHHUE KaJbIUS TOKA3aHO TOJIBKO
IPH Pa3BUTHH CHUMITOMOB THIIOKAJIBIIEMUN (W3-3a BBIMAJICHUS B
ocanok docdara kapnus). Kaasrus rimokonat 10% -0,5-1 (- 2)
MJI/KI  BHYTPUBEHHO,  MEIJIEHHO  (MOHUTOp,  OMNACHOCTH
Opanukapaun).
e eciu (ocdar > 10 mr/100 miu (5 pmons/in) unu pocdar kanpuus
> 6,0 MMOJIB/J1 — CPOYHO TEMONAIIN3.

['umoxaneimemus | Koppeknusi MpoBOIUTCS TONBKO TPH TMOSBICHUM KIMHUYECKUX

CUMITTOMOB THITOKAJTBITUCMHH

e kanpius rmrokoHat 10% - 0,5 - 1 Mi/kr BHYTPUBEHHO,
MEJUIEHHO (MOHHUTOP, OMACHOCTH OpaguKapanm);

e KOHTpoib KoHIeHTpauun Mg TIpu runomarsesueMuu:
koppekuss Maraust 0,2 - 0,8 MOIKB/KT B CYTKH JJIMTEILHOU
BHYTpUBEHHOU nHDy3uen (25% pacTBOp CEpPHOKHUCIONW MarHe3uu
0,1-0,4 Ma/kT B CYTKH).

Onuro-/anypus

Orzernenne Modl MeHee 50 Mi/M° B 4ac, HECMOTpS HA BBEICHHC
¢ypocemuga 10 MI/Kr B CyTKM U HUH(PY3MOHHYIO TEpamuio B
o6beme 130-200 mia/M” B gac

«O0BIuHOEY ompeneneHue < 5 MJI/M® B 4ac K JaHHOMN CUTyalluu He
npuMeHuMoO. Jluype3 IOMKEeH OIEHUBAThCS TOJIBKO BMECTE C
00BEMOM peasibHO BBOJIUMOM KUAKOCTH.

Bo3MmoxHBIE TPUYMHBL:

o V3U: OO6cTpykumsi MoueBBIBOASIMMX TyTel; WuuibTparus
MOYEK.

e nab6oparopus: K', Ca™", mouesas kucnora, gocdar.

® MoOYa: KPUCTAIIJIBI yPaTOB, KpUCTAIIIBI (pochaTa KaabIIHsl.

e TepamMs: reMoAMANM3, caMoe Ho3aHee mpu nogbéme K> 6
mmol/L.

Iloxazanuga x
rEMOIUAIN3Y

e K'> 7 mmol/L uwm nomxsém > 6 mmol/L HecmoTps Ha
JI0OCTATOYHYIO MH(Y3UOHHYIO TEPANHIO U JINYPETUKH;




MMOJIB/ T,

BBICOKAas

501041

IIOJIHAasA

e (dochar > 10 mr/100 ma (5 mmonw/n) unu npoaykt CaxP> 6,0

e oTjeNeHHE MOUM MeHee 50 M/M® B Yac, HECMOTpSI Ha BBEICHHE
dypocemuna 10 Mr/kr B CyTku W WHQY3HOHHYIO TEpamuio B
o6beme 130-200 mn/m B uac;

® JIBYCTOPOHHSIS
MOYEBBIBOJISIINX MYyTEH.

oOcTpyKuus

[Tpunoxenue 10

Kpurtepun Boiaeuyennoctu (mo D.Cheson coaBTopbl B Moaudukanum)

Jlokaau3zanu
a1

Kanandeckue
NMPU3HAKHU
BOBJICYCHUS

noT
MO3UTUBHOCTDH

HUccaenoBan
ue

JlaGoparopHo-
HHCTPYMEHTAJILH
ble IPU3HAKHU
BOBJIEYEHNSI

JInumboy3bl

[Taneniupyrorcs

[IOT/KT

[ToBbIIEHHE
HakorieHuss OJII°

KT, Y31

HeobOnsacanmoe
yBEIIMYEHUE
TuM(}Oy3710B

Cene3eHka

[Tamprimpyercs

[I9T/KT

Huddysnoe

HAKOIUICHHE,
COJTUTApHOE
oOpasoBaHue,
MUJTUAPHBIC OYar,
Y3€JIKU

KT, Y31

JlnmuaHuk 6oiee 13
cM, 00pa3oBaHMS,
y3EeJIKU

Ileuenp

[Tampripyercs

[I9T/KT

Huddysnoe

HAKOIUICHHE,
o0Opa3oBaHus

KT, Y3U

V3enku

ITHC

OO0emosrosas
CUMIITOMATHKA

KT

O6pazoBaHus

SAMPT

NudunsTpanus
MSTKOM MO3TrOBOM
000JIOUKH,
oOpa3zoBaHUs

Uccnenosan
ne CMOK

[luTo3 mo maHHBIM
LUTOJIOTUYECKOTO
MCCIIEIOBaHUS,
MPOTOYHOU
IUTOMETPUU




[Ipouee (B T.4.
KOJKa, JIeTKue,
KKT, xocTtu,
KOCTHBIN
MO3T)

B 3aBucumoctn
oT
JIOKAJIU3alluu

I[IOT/KT Haxomneaune ® /(I

buoncus Brissnenue
crienupuIecKou
HHpUIBTpaAIuU




