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BBEAEHUE

Knaccudukauus omyxoneil KpoBeTBOPHOH M IMM(OHIHON TKa-
Heit BO3 moctpoeHa ¢ yueToM JHMHEHHOH HampaBlieHHOCTH (MHEJO-
uaHele U auM@oungHble) U ctaaud AU((EpPEHIUPOBKH OIYXOJIEBBIX
KJIEeTOK (He3penble & 3penbie). Bee omyxoseBble 3a0osieBaHus SIBILS-
IOTCS KJIOHAJIBHBIMH M Pa3BHUBAIOTCS B pe3yJIbTaTe MyTallMid B TEHOME
OIHOM KPOBETBOPHOW KieTKH. JImMdouaHble OMyXonu moxpasnens-
10Tcs Ha B- 1 T-kiieTouHble, Cpean KOTOPBIX BBIIEIEHBI JBE OObIINE
TPYMIIBL OMYXOJNH U3 KIETOK ¢ ()EHOTUIIOM NPEIIIECTBEHHUKOB (OCT-
poie TuM¢ oOnacTHbIE JEHKO3bl) M 3pE0 KIETOYHBIE ¢ (EHOTHUIIOM
nepupepruuecKux OpPraHOB HMMYHHOH CHCTeMbI (HEXOIKKHHCKUE
TUM(OMBI, MHOXKECTBEHHAsI MUEIOMa, TuMpoMa XOIKKIHA).

Hexomxkxkuackue ymmbomel (HXJT) mpencrapnsioT coboii rerepo-
TEHHYIO TPYIILy 3JI0KaYyeCTBEHHBIX JIMM(ponponndepaTuBHbIX 3a00J1eBa-
auit B- 1 T\NK-knerounoit npuposst. B Poccrm HXJI cocraBnsror 2,8%
ot Bcex omyxoneil. [IpumepHo 80-85% HXJI umeror B-knerounoe mpo-
ucxoxxaenre. [lo xapaktepy TedeHUs, CTEHNEHH 3JI0KaUeCTBEHHOCTH U
TeMIIaM IPOTPECCUPOBAHUS OITyXOJIH, a TAKKE B 3aBUCUMOCTH OT OTBETa
Ha crangaptHoe jeueHne HXJI MOXXHO yCJIOBHO pa3menuTh Ha MHAO-
JIeHTHBIE (BSUIOTEKyIIuMe) U arpeccuBHble. Hanbonee pacripocTpaHeHHBIM
BapHaHTOM HMHJIOJEHTHBIX JTUM(OM siBIsieTcst (GOHMKYIIsIpHAs tuMpoma.

Oommkynsipras auMmdoma (DJI) 3aruMaeTcss BTOpoe MECTO B MHU-
pe mo "actote u cocraBisieT B cpemHeM 20% Bcex mmmdornpoudepa-
THUBHBIX 3a00JI€BaHUNA. DTOT TOKa3aTeh 3HAUNTEIIEHO BaphUPYET B 3a-
BHUCHMOCTH OT IeorpapuuecKoro pacroioKeHHs PETHOHa, 3THUUECKIX
Y PaccoBBIX NPUHAIICKHOCTEH. [10 TAHHBIM Pa3THYHBIX HCTOYHHKOB, B
3amaHbIX cTpaHax 3aboneBaemMocTh DJI paBHa 5-7 Ha 100 000 Hacemne-
HusA, B Boctounsix crpanax gacrora ®@JI cymectsenHo Hmxe (9-10%),
y xwuteneir CeBepo-3amagHoro pernona Poccum noms 3a0osieBaHus He
npesbimaer 11%. Meanana Bo3pacra 0ombHBIX cocTaisieT 60 ner, co-
OTHOIICHUE MY>KYMH / )KSHIIUH nipumepHo 1/1,7.



I'hraea I.

ANATHOCTUKA 1 CTAAVNPOBAHUE
®OAAUKY ASIPHOV AMMMPOMEI

Mopdosorus. DommkynsapHas auM¢poMa dHalie BCETO IO-
TBEPXKIAETCI UMMYHOTHCTOXHMHUYECKUM HCCIICAOBAaHUEM MaTepuaa
omoncun muMpaTHIecKoro y3na. [IyHKIus uiM TOHKOWTOIbHAS OHO-
TICHS HE SIBJISIOTCS JOCTATOYHBIMU JIJISI TTOJTHOIICHHOW BepU(PHUKAIINU
nuarHosa. Ha mopdonornieckom ypoBHE ompeeNseTcst yTpara Hop-
MaJIbHOH THCTOAPXUTEKTOHUKU JTUM@aTtudeckoro ysna. OmyxoneBbie
KJIETKHA MAJIOTO U CPEJIHETO pa3Mepa ¢ paclIeIUICHHBIME sapamMu (IIeH-
TPOIMTHI) M KPYIHBIC KICTKH C HEPACIICTUICHHBIMHU SIpaMu (IeH-
TpOOIACTHI) COXPAHSIOT CIIOCOOHOCTH K (POPMHUPOBAHUIO (POJITHKYJIO-
noJ00HBIX cTpykTyp. DJI mpuHATO pa3fensTh HAa MUTOIOTHYECKHE
TUTH (grade) B 3aBHCHMOCTH OT aOCOJIIOTHOTO YHCIa IEHTPOOIaCTOB
B OITyXOJIEBBIX POIIHKYIax B 10 MONAX 3peHus Ipu OOJIBIIOM YBEJIHU-
YeHUH MHKpOCKoma (puUcyHOK 1). B knMHu4eckol mpakTUKe pazjerne-
Hue Ha | u 2 tunsl (10 15 1eHTpoO1acToB B I1.3.M.) HE UMEET 3Haye-
HUSI, TIOCKOJIbKY HHMKaK HE BIHUSECT Ha BHIOOP TEpalyM MU MPOTHO3
3aboneBanus (mocratoyno obozHaueHuss PJI 1-2 tuna). Heckosbko
WHOE OTHOIIeHHE K Ooyiee penkomy (15-20%) 3 muTONIOrHYUECKOMY
TUIY, KOTOPBIM B CBOIO odepeab moapaszzeinsercd Ha 3A (MPUCYTCT-
BYIOT IIeHTpouuThl) U 36 (homnmukyiel npeacTaBieHbl EeHTpoOIacTa-
MU WU UIMMYyHOOactamu). [locneanuit mogBapuaHT MOXKET paccMmart-
puBatbcsi Kak nauddys3Has B-kpymHokierouHas suMmdoma. [Ipu
MOP(OIOTUIECKOM HCCIIEAOBAHUN HEOOXOAMMO TaKXe ONHCaHHE Xa-
pakTepa pocTa OmyXoJyiu: QOTUKYJSPHBIN (OIMyXoJyieBble (OJITUKYIIBI
npeBeaT 75% OT miomaan TuMQpaTHIecKoro y3ia), GoJUIuKyIsp-
HO-1updy3HbI (25%—75%) ¥ npeumyiiecTBeHHO IUGQY3HBIH THI
pocta (MeHee 25%). B nmureparype MMeEIOTCS IPOTHBOPEUMBBIC JaH-
HBIE OTHOCHTEJIBHO MPOTHOCTHYECKOH 3HAYMMOCTU IMTOJOTHMYECKHX
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tunioB ipu @JI. Cumraercs, uro nporHo3 ®JI3 mpu nmposeneHun an-
TPAUMKINHCOAEPKAINX PEXMMOB HE YCTYMAeT JaHHBIM JICYEHUS
muddysHol B-kpynHokieTouHo# auMmdomel. [pyrue ydeHble Haxo-
JISIT, 9TO KpUBasi BEDKMBaeMocTH O0ibHBIX DJI3 He MMeeT miato, puck
pa3BUTHS TO3JHUX OCJIOXXKHEHUN y HUX OCTaeTCd TaKoW ke, Kak U y
6ompHBIX DJI1-2.

Pucynoxk 1. Hutonoruyeckue Tunsl (grade) po/iukyJIspHOii JuMPOMbI
XapaKTepHu3yHTcs B 3aBUCHMOCTH OT a0COJII0THOIO YHCJIA IIEHTPOOJIACTOB
B OMyX0JIeBbIX (poslInKyJIax B 10 moJisix 3peHust Npu 60/161I0M YBeTHYEHUH
MHKpockona (x400):
1-2 Tun — po 15 nentpodaacros, 3 Tun — 6oJiee 15 nenTpodaacron
(3A — HEHTPOUUTHI IPUCYTCTBYIOT, 3B — crJI01IHBIE 10151 HEHTPOO.1ACTOB).



Hmmynopenorun. OmyxoneBsie kinetku npu DJI o0bMHO 3KC-
MIPECCUPYIOT MTOBEPXHOCTHBIE MMMyHOrIo0ymuabl (IgM+/-IgD, 1gG) u
B-muneiinpie anturens (CD19+, CD20+, CD22+, CD79a+). CytiecTBy-
T OIlpeieNieHHbIH Ha0op MapKepoB (CUTHAIBHBIE MapKephl), IKCIPECCHS
KOTOPBIX B KOMOMHALIMK JPYTOM C JPYTOM SBJISETCS CTPOro crenupuy-
HOW WMEHHO i (hOJUTHKYIApHOTO Bapuanrta JmMmdomsr: CD10+/-,
BCL2+, BCL6+/-, CD5-, cyclin D1-, CD23 (pucyHok 2). Kapkac omyxo-
neBbIx (ommkynoB obecrnieunBatoT CD21+ u CD23+ dommkynspHbie
nenaputrieckue kinetk. IIpomudeparusnsiii nnaexc (Ki67) mpu JI
4acTO KOPPETUPYET C KIETOUYHbIM cocTaBoM omyxonu: mpu OJI 1-2 mu-
Tosnorudeckoro tuna ooeraHo Ki67 <20%, npu 3 tune — nposiudepaTus-
Hast Qpakus coctaBisier oonee >20% (Ki67>30% o0brdHO accomuupy-
ercsi ¢ HeOJIarompusITHEIM MPOTHO30M). B penkux cimydasx ©JI moxer
obrTe CD10 wmn BCL2-HeratuBHas. Bo Bce 3THX cHTyaImsx Ui TOA-
TBEP>KACHUS JUarHo3a He0OX0AUMO LIUTOT€HETHIECKOE HCCIIEIOBAHME.

Pucynok 2. UmmyHodeHoTHn GoITnKyJIsIpHOIi TUMQOMBI.
HNMMmyHO(pepMeHTHOe OKpalIiBaHue.



Hutorenernxka. B 80-90% cimyuaeB @JI ompenensiercs crierwidu-
yeckast TpaHciokauus t(14;18)(q32;q21), u kak cmencTBHe, THUIIEPIKC-
npeccus anTranonToTrdeckoro 6enka BCL2. B pesynsrare 3Toii TpaHCc-
JIOKaIli¥ TIPOUCXOANT OOpa30BaHME XMMEPHOTO T'€Ha 3a CYeT CIHSHUA
ydacTka mnporooHkoreHa BCL2, KapTHpOBaHHOTO Ha Xpomocome 18,
C PETryISATOPHBIMU yYaCTKAMH T€HOB, KOAUPYIOIINX CHHTE3 TSDKETBIX Lie-
neit IMMyHOIT0OynHOB (/gH) Ha Xpomocome 14. DTo muTOTEeHETHYe-
CKOE HapyllIeHHe IPOMCXOAWT Ha PaHHMX KOCTHOMO3TOBBIX JTarax
B-knerounoit muddepenmmporku. Ipumepro y 50—70% 3m0poBBIX JIFO-
JIell ompesernsieTcsl AaHHas TPAHCIOKAIMS B HEOONBIION MPONOPIUH
LUPKYIUPYOLMX B-K1eTok, 4To, OHAKO, HE NPUBOAMT K pa3BuTuio DJI.
Hupkynupyromue B-1uMQonuTsl ¢ XpOMOCOMHOW aHOMallMed 3areM
3acelsioT TMMGOUTHbBIE (POJUTHKYIBI M YK B TIPOLIECCe aHTUTCH3aBHCH-
MOl T depeHIIMPOBKN TONYYar0T HECOMHEHHBIC MPEHUMYIIECTBA IS
BBDKUBAHUSA, YTO CIIOCOOCTBYET NMPHOOPETEHUIO UMM IOTOJHHUTEIBHBIX
reHeTryeckux abeppauuid. Tonbko y 5% OonbHeix DJI TpaHcmokamus
t(14;18) sBugeTCS EOUHCTBECHHBIM IIUTOTCHETHYCCKUM HAPYIICHUEM.
B cpenHeM y OONBHBIX OIPEAENSETCs OT YEThIPEX JI0 MIECTH Pa3InIHbIX
XPOMOCOMHBIX abeppanuii. HeoOXoauMO TOMHHTB, YTO SKCIPECCHUS
oryxoneBbIMH KieTkamu Oenka BCL2 He sBisercs nocTaToyHOM Ui
MOATBEP)KACHUA OUarHo3a (3TOT MapKep Onpenemnsercs U NpH Ipyrux
B-knetounsix mumdomax), a orcyTcTBHe ero He uckmodaet DJI (00brd-
HO B 3TUX ClIy4dasx MyTaiuu reHa BCL2 3IUMUHUPYIOT 3IHTOI, KOTO-
PBIi BBISIBIISIETCST HAaMOOJIee YacTO UCTIONb3YEMBIMH MOHOKJIOHAIEHBIMU
antutenamu). B pyrunnoii npaxruke BemonHenue FISH mis ompene-
nenust TpaHcnokanuu t(14;18) pekoMeHIyeTcsl TONBKO B CIOXKHBIX -
arHOCTHYECKUX ciyvasx (au¢¢y3HbI THIT pOCTa, IPUCYTCTBHUE B OITy-
XOJIEBOM KIJIOHE KJIETOK C IUIa3MOLMTApHOM WIM MOHOLMTOMIHOU
I hepeHIUPOBKOI ).

Cragusa. CrnenyromuyM 3TaloM MOCHIE YCTaHOBJIEHHS AHMarHo3a
ABJsIeTCsl 00cieoBaHue OOJBHOTO C LENbIO ONPENENICHHUS Paclpo-
cTpaHeHHOCTH 3a0omneBanus (craauu). Onpenenenue craauu OJI mpo-
BOJHUTCS COTJIaCHO pekoMeHaanusaM Ann-Arbor (tabmuma 1). O0sraHO
BBITIOJTHSETCS KOMITBIOTEpHasi ToMorpadus IieH, OpraHoB IpyIHOMH
KJIETKM U OprouHoil nonoctu. IIpoBoanTCS IMTOIOrMYECKOE U THCTO-
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JIOTUYECKOe HCCIeI0BaHIe KOCTHOTO Mo3ra. O4eHb BaXKHBIM SIBIISIETCS
TIIATENBHBINA COOp aHaMHE3a ¢ 0OCYXKICHHEM COITyTCTBYIOIINX 3a00-
neBaHUN ¥ kao0 00apHOTO. [ToMUMO M3BECTHBIX CHMITTOMOB WHTOK-
cuKanuy (MOBBIIICHUE TEMIepaTyphl Tena Bbime 38 6e3 Mpu3HaKOB
WH(EKITNH, TIPOJIMBHEIC HOYHBIE TIOTHI, TOXyAeHue Ooee ueM Ha 10%
OT UCXOJHOM Macchl Tela) clieyeT oOpaTUTh BHUMaHUE Ha CIENyIo-
IIMe YKaJI00bl: HEMPUATHBIC OIIYIICHUSI U OOIM B OPIOIIHON TIOJIOCTH,
PE3KyI0 CaboCTh, YacThle MPOCTYIHBIE M BUPYCHBbIC 3a00JICBaHHS.
OOBIYHO TIPUCYTCTBHE JIFOOBIX U3 0003HAUYECHHBIX BBIMIE KIMHIICCKIX
CHMITOMOB aCCOLIMUPYETCS] C BBICOKOM OIyXOJIEBOW Harpy3koil, or-
peneneHue KOTopoil sBJsieTcsl Hanboiee BaXXHBIM (DakTOpOM, BITUSIO-
muM Ha BeiOop Teparnuu nipu DJI. [lepedens 00s3aTenbHBIX 00CTIEI0-
Banui mpu OJI Britouaer:
— (QmuKanpHBI ocMoTp, ompexaenenue cratyca no ECOG u
b-cumnromoB
— KJIMHUYECKUH 1 OnoxuMuieckuii ananus kposu (JIJI)
—  Y3U nepudepuuecknx nmuMEPaTHUYECKUX Y3JI0B M OPraHOB
OpIOLTHON TIOJIOCTH
— Penrrenorpadus \ KT opranoB rpyiHON KI€TKH
— lluTonoruyeckoe M TUCTOJIOTHYECKOE UCCIIETOBAaHUE KOCTHO-
ro MO3ra
— Ormpenenenne mapkepoB Bupyca renaruta B (HbsAg, anti-
HbcAg, anti-HbsAg), renatura C 1 BU4
—  OKI u 9x0-KI"
— DSHAOCKOIIMYECKOE HCCIIeIOBAHUE JKEyAKa M Kojbla Banb-
nemepa
JlononHuTenbHO: ompeneneHue B-2 MHKpoOrioOyiuHa, MO3HU-
TpoHHO-3MHccHoHHast ToMorpadus (I19T).
Iporuo3. B xiMHMYECKOM NpaKkTHUKE I ONpeeNieHUs] TPOrHo3a
@JI ucrnonp3yoTcs Be MPOTHOCTHYECKHUE MOJIEITH — MEXIyHapOAHBIN
MIPOTHOCTHYECKHIA nHAEKC (poumKynapHoit mumbomsr 1 u 2 (Follicular
Lymphoma International Prognostic Index —FLIPI u FLIPI-2). Otn
MIPOTHOCTHYECKHE MOJIENY TO3BOJIAIOT OINPENENUTh WHIMBHYATbHBIN
PHICK paHHETO MPOTPECCHUPOBAHUS M OTAAIEHHONH BEDKUBAEMOCTH 0OIh-
Heix OJI (Tabmuma 2). B mociennue roasl B IATEpaType MOSBUIACH
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JAaHHBIE O MPUMEHEHUN KOMOMHHPOBAHHOW MPOTHOCTHYECKOW MOJe-
mu, B koTopoit Hapsany ¢ FLIPI 1 ECOG ucmonas30Baauch M MOJIEKY-
JSIpHBIE MapaMeTphl, a TOYHEe, YYHUTHIBAJIACh MyTalHs 7 KITIOUEBBIX
TeHOB, BOBJIeYeHHBIX B arorene3 ®JI (m7-FLIPI).

Tabauya 1.

Kaunnuyeckas kiaaccupuranus Qo imKyIapHON TUME(OMBI

CuMBOJI

3HaueHHe

Cramusa 1

— MOpa)keHUue OAHOM JuMdaTUIecKoit 30HbI Uitk cTpyKTypsI (1);
— JIOKAJTM30BaHHOE MTOPAYKEHNE OTHOTO IKCTPATHM(PATHIECKOTO OpraHa UK
TKaHU B npenenax oganoro cermenta (I E).

Cramus 11

— HopaXKeHHUE JBYX UK 6osiee TMM(BAaTHUECKUX 30H 110 OHY CTOPOHY Jua-
¢parmer (11);

— JIOKaJIM30BaHHOE MOPaXXEHUE OJHOTO SKCTPAIMM(ATHIECKOTO OpraHa Wil
TKaHH M PETHOHAPHBIX TMM(ATHYECKUX y37I0B C IOPaKEeHHEM JIPYTUX JTUM-
(atuueckux obnacreit no Ty xe cropony muadparmel (11 E);

Cramus 11

— HopakeHHEe MMM (aTHIECKUX y3JI0B WU CTPYKTYP 10 00€ CTOPOHBI JiHa-
¢dparmsr (110);

— B COUETAHUH C JIOKAIN30BaHHBIM IIOPAXKEHUEM OJIHOTO KCTpanuMparuie-
ckoro oprana win Tkanu (111 E);

— B coueTanuu ¢ nopaxenuem cenezenku (I S);

— B COYETaHUU ¢ nopakeHneM toro u apyroro (III E+S);

— PEKOMEHyeTCs BbIIEISITh: BEpXHHUE a0JOMUHANIbHbIE TUM(ATHIECKUE
Y3761 (BOpPOTa TI€4eHH, cene3eHky, ypesHbie) — 11 1;

HIDKHUE a0IoMHHabHBIC (TapaaopTaibHble, Me3eHTepuanbhbie) — 11 2.

Cranus IV

— IMCCEMHHUPOBaHHOE (MHOTO(OKYCHOE) MOPAKEHUE OHOTO UM HECKOJIb-
KHX 9KCTPaIUM(paTHIECKUX OPraHOB, C WM 0e3 MOPaXKEHUs TUM(PaTHIECKIX
y310B (IV); MeTacTasbl B Ie4eHb M KOCTHBIN MO3r — Beeraa IV crapus

— M30JIMPOBAHHOE MOPAKEHUE IKCTPATUM(PATHIECKOTO OpraHa ¢ ImopaxeHH-
€M OTJAJICHHBIX (HE pErMOHAPHBIX) TUM(PATHUECKHX Y3IIOB;

“A”

OTCyTCTBI/Ie CUMIITOMOB MHTOKCHKaIITUH

“B”

Hanuuune ognoro mim 6oiee U3 CaeayOMUX CUMITOMOB:

1. HO4HBIE IPO(Y3HBIE TOTHI;

2. noBsIlIeHHe Temneparypsl Boiie 38 °C He MeHee Tpex JHel moapsa 6e3
MPU3HAKOB BOCHAJIECHMUS;

3. noxysaanue Ha 10% Macchl Tena 3a nociaeHue 6 MecsIeB.

“g”

Jlokann3oBaHHOE (B peaenax 0HOrO CeTMEHTA) SKCTPAaHOAAIBHOE ITOpaKe-
uue (craauu 1 E, I1 E, 111 E).

«“g”

IMopaxenue cenesenku (craguu 1S, 11 S, 111 S)

“x

Maccususlie (“bulky”) mopaskeHus TUMQpATHIECKUX Y3JI0B: MEAUACTHHAIb-
uble, eciit MTU>1/3 wnu moOble Ipyrue OmyXoJeBble MacChl AUAMETPOM
>10cm.

MTU

MenuacTHHAIBHO-TOPAKAIBHBII HHIEKC — OTHOIICHHE MaKCUMAIIBHOTO
JIMaMeTpa OIyXOJIH K AUaMeTpy IPyJHOI KISTKH B CAMOM LIMPOKOM €€ Mec-
Te — Ha ypoBHe Th5-6.
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Tabauya 2.

MexkayHapoaHblii MPOrHOCTUYECKUI MHIEKC
poamukynsapuoii tumpomsl (FLIPI u FLIPI-2)

IMapameTpsl

DakTOpbI pHCKA

DakTOpPbI pHCKA

FLIPI FLIPI-2
30HBI TOPAXKEHHS >4 30H MakcumainbHbIH pazmep >6 cM
Bospact > 60 et > 60 ner
buoxivrieckue Iosbiuenune JIAI IoBbiuenue -2 MUKpOrIO0yHHA
MapKepsl
Craaus II-1V ITopaxeHue KOCTHOrO MO3ra
Temornooun <12 r\m1 <12 r\mt

* YUUTBHIBAIOTCS IUM(BATHUECKUE U IKCTpaTUM(paTUIECKUe 30HbI BOBICUCHUS

I'pynna pucka cormacHo FLIPI u FLIPI-2: Huskast — 0-1 ¢axrop, mpomexyTouyHas — 2,

BBICOKast — 3-5 (hakTOpOB.

VYcranosnenue auarnoza @JI He sBIsSETCS NPSIMBIM MOKa3aHUEM
K Havajy Tepanmuu. B KakJoM KOHKPETHOM CiTydae CHEIHaIiuCT MpH-
HUMAeT pelleHre O Hadalle TPOTHBOOIYXOJIEBOTO JIEUEHUS C YUETOM
MHOXKECTBa (DaKTOPOB, TaKMX KaK BO3PAcT, COMAaTHYECKHH CTaTyc,
COITyTCTBYIOIIIME 3a00JeBaHMs, TMPEANIOYTeHUsI 0oibHOTO. bombmoe
3HAYCHUE UMEET CTA/IMsI U HAJIMYHUe HEOJIarOMpUATHRIX MTPOTHOCTHYE-
ckux (axropos o FLIPI, npu3naku nporpeccupoBaHusi TUMGOMEI.
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I'rasa II.

OTAEAbBHBIE BAPVIAHTDI
®OAAUKY AIPHOV AMMMPOMEI

B a0l rmaBe kopoTko mpeacTaBieHsl peakue Gopmer JI, koTo-
pbIie 0003Ha4YeHBI B KJIACCH(HUKAIINH OIyX0JIed KPOBETBOPHOU U JIM-
tdhoumnoii Tkaneir BO3 2016 r. (mpunoxenue 1).

®JI ¢ nepBMYHBIM INOpa’KeHUeM KOkM (primary cutaneous
follicular centre lymphoma) — sTa omyxoJsb, TIpencTaBIcHHAs IICH-
TPOLUTAMH W IEHTPOOJIACTAMH B PA3JIMYHBIX COOTHOIICHHUAX C HOIY-
JSPHBIM WU HOAYJSPHO-TU(G(GY3HEIM POCTOM, WHOMIBTPHPYIOIIAs
Yarie BCEro KOXY TOJIOBBI WX TyJIOBUIIA. Omyxoiib 0OBIYHO OBIBacT
COJTUTAPHON WU TIPOSBIISIETCS CTPYIITUPOBAHHBIMU B OJHOW 30HE 00-
pa3oBaHMUAMH, OKPYKEHHBIMH JPHUTEMATO3HBIMH MaIyJlaMHu (IIPHIIO-
)kerne 1.1). MynbTH(GOKANIBHBIA POCT OIyXOJU OOBIYHO HE aCCOIUH-
pyercs ¢ HeOJIarompusATHBIM TeueHHEeM 3a0o0JjieBaHUS. TUITUYHBIN
ummyHopenotun [MIK®JI: CD20+, CD79a+, slgs+, BCL6+, CDS5-,
CD43-. Anturen CDI10 skcnpeccupyercs npu (QOIUIHKYISIPHOM U
3HAYUTENBHO peke npu Auddy3HOM THIIE pocTa OMyXOiH. XapakTep-
HOH 0COOEHHOCTBIO 3a00JIEBaHUS SIBIISETCS OTCYTCTBHE DKCIPECCHUU
6enka BCL2 u tpancnokanuu t(14;18), KoTOopble BBIABISAIOTCA MpPH-
MepHO B 90% ciygaeB cucteMHoi DJI, 9TO MOXKET SBUTHCS BaKHBIM
TG GepeHITUaNTbHO-TUATHOCTUYECKUM MapKepOM JIJIsl  ONPEJICIICHUs
MEPBUYHOIO WIM BTOPUYHOIO BoBiieueHus: koxu npu OJI. Ilepsuunas
@OJI KoM MMeeT o4eHb OJarONMpPUSATHBIA MPOTHO3 — S-IETHSSI BBDKU-
BAaeMOCTb OONBHBIX cocTaBisieT 95%. Psax uccnenosareneil BHISIBUIIN,
yTo coueranue skcnpeccus 6enka BCL2 ¢ nuddy3HbM xapakTepoM
POCTa KPYITHBIX OITyXOJIEBBIX KJIETOK YKa3bIBaeT HA HEOIArONPHUSITHBIN
OpOrHo3. Y TMalUMeHTOB C JIOKAJbHBIMH TPOSABICHUSAMH 3a00J€BaHUS
BBICOKOA((EKTUBHOW sABNseTCs JydeBas Tepanus. Heodxomumo ot-
METHTh, YTO PELUINB C BOBJICYEHHEM KOXH, KOTOpBIA HACTyNaeT
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npuMepHo ¥ 20% OOJBHBIX, HE TpeOyeT HHTEHCU(DUKAINH JICUSHHS U
MIPU COJHMTAPHBIX OYarax TakXe MOXKET OBITh 00irydeH. XuMHuoTepa-
MU0 MOYKHO PEKOMEHIOBATh TOJBKO MPH TeHEPaTN30BaHHBIX KOKHBIX
TIPOSIBJICHUSIX WU HAJIMYUU JIPYTUX IKCTPAHOAAIBHBIX odaroB. OueHb
XOpOIINe Pe3yJbTaThl MOXKHO IMOJyYHUTh HA MOHOTEPAIINH PUTYKCH-
MaboM, KOTOpas SIBIISETCS JKEIATEIbHON OMIMEH JIedeHUsT OOJIBHBIX
JTaXKe CO 3HAYUTEIHHBIMU KOXXHBIMH ITOPAKCHUSIMH.

Hegnarpuyeckuii Tun @JI (Pediatric-type follicular lymphoma).
OToT penkuil BapuaHT HoxyssapHOil DJI, KOTOpEIN BcTpedaeTcs y Je-
Teil ¥ MOIPOCTKOB, HO MOXKET OBITh AMAarHOCTUPOBAH TAKXKE Y B3POC-
nbIX 00NBbHBIX. MeanaHa Bo3pacTta coctaBiseT 15—18 yeT, My>KUnHBI
6oneroT 3HauuTenpHO waiie (cooTHomenue 10:1). OObruHO 3a00MeBa-
HUE JIOKAJIbHOE, C BOBJICUCHHMS IICHHBIX, PEXe, MaXOBBIX JMMQaTHIe-
ckux y3noB. [lopaxkxeHre KOCTHOro Mo3ra Wwiu Hajauuue B-cummnromoB
He onmchiBatorcs. [1DJ] oTnruaercs OoT aHAIOTHYHON (OPMBI 0OJIE3HU
B3pOCIIBIX OTCYyTCTBHEeM 3kcmpeccun Oenka BCL2 u cnenumdudeckoit
tpancnokarmu t(14;18)(q32;q21), MpeUMyIIECTBEHHO ICHTPOOJIACTHBIM,
3-MM OUTOJIOTHYECKHM THIIOM OIMyXOJd. 3a0oneBaHue uMeeT Oaronpu-
SITHOE TEUCHHUE, B JIUTEPAType OIUCAHBI JUTUTCIBHBIC HAOIIOACHUS 3a
OOJIEHBIMHY, Y KOTOPBIX OBLIO XUPYPrUYECKOE yIAJICHUE JTUM(aTHIECKO-
ro y31a 6e3 JaibHeHIel MPOTUBOOIYX0IEBOM TepaIty.

Ayonenanbubiii Tunn ®JI (duodenal-type follicular lymphoma).
OTO peakuil 3KCTpaHONaIbHBIM BapuaHT DJI, KOTOPHI COCTaBISIET
meree 7% nepsuunbix auMdom JKKT. Ilpn sng0cKONMMIecKoM Hccie-
JIOBAaHUU OMPEICISIIOTCS MHOKECTBEHHBIC MEJIKHE MOJUIBI MO TUITY
TMM(OMaTOUIHOTO TMONMIo3a. Yamie Bcero B MpoIecC BOBICKAETCS
12-nepcTHasl KUIKAa, BTOPOU MO YaCTOTE SIBISIIOTCS AUCTAJIbHBIE OT-
JISNbl TOHKON Kumiku. HIMMyHO(GEHOTHUNHMYECKas W MOJICKYJISPHO-
TeHeTHYecKas XapaKTepUCTHKA OITyXOJIM COOTBETCTBYET TAKOBBIM IPH
HonaneHOM ®DJI. Tem He MeHee, XOTENOCh MPUBJICYh BHUMAHHUE K HE-
KOTOPBIM pa3inyusiM: daie OoneroT xeHmuHbI, 80% cirydaeB muar-
Hoctupytores [E-IIE craguu, npaktuuecku He onpenensercs 3-il nu-
TOJIOTUYECKHUIA THI OIyXOJH, PEIKO OTMEYAeTCs MPOrPEeCCHpPOBAHHE
BHE TOHKOW KHIIKH W TpaHChOpMAIMs B arpecCHBHBIE BapHUaHTHI
B orcyTcTBHE KIMHUYECKUX TPOSIBIICHUH 3a00/IeBaHUE MOKHO HE Jie-
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9uTh. VHTEpECHBIM SBIIETCS TarkkKe (aKkT, 4TO HUPKYIUPYIOIIHE
B-xnetkn co cmeundudeckorr TpaHcimokaruen t(14;18) mHe wnmeror
JIPYTUX TOTIOTHUTEIBHBIX [HUTOTCHETHYECKUX HapyIIeHUH, Ha0Iro-
Jarommxcs npu HojganbHoi DJI, uTo yka3pIiBaeT Ha UX HU3KHUI OMyXO-
neBblil moteHnuan (npwioxkenue 1.2). Ilporro3 3abonesanust Gmaro-
MPUSTHBIA, TPH OTCYTCTBHH KIMHUYCCKUX TMPOSBICHUNA MOXKHO HE
MIPOBOJWTH MIPOTHBOOIYXOJIEBYIO Tepanuio. B Tex cimydasx, Korna orry-
XOJIb HE UMEET TUITUYHBIX TPOSBICHUN AyOJIEHAILHOTO THTIA, HE00X0-
mumo uckimounth DJI ¢ BoBIeUeHWEM Me3E€HTEpaIbHBIX JTUMbaTHUIe-
CKUX Y3JIOB M TOHKOM KHIIKH. HacTo OIyXOjb HUMEET arpecCHBHOE
TEUYEHUE C MH(UIBTPALMEH MBIIICYHOTO M CEPO3HOTO CJIOS KHIIIKH.
B naHHBIX KIMHUYECKUX CUTYalUSX MPUMEHSIOTCS TE YK€ METOJIBI Jie-
YEeHHUs, YTO U IIPU reHepan3oBaHHou DJI.

Do/uTHKYJIAPHAs Heomna3usi «in situ» (in situ follicular
neoplasia — ISFN). B knaccudukannu onyxoneidl ITuMPOUAHOW U
KpPOBETBOPHOI TKaHel 0003Ha4YeHBI COCTOSIHMS, OTpakarolllie camMble
HavalbHbIE 3Tanbl JUM(poMareHe3a. B OCHOBHOM Bce OHHM IpeICTaB-
JSIOT co00¥ KIOHABHYIO Tposindepannio B-kieTok, UMEroIux, of-
HAaKo, KpallHe OrpaHUYEHHBIA NOTEHIMAN JUIsl KIMHUYECKONU THCCEMU-
HallMd WM THUCTOJIOTHYECKOW mporpeccuu. K TakuMm COCTOSHUSM
OTHOCSITCS MOHOKJIOHATBHBINA B-KI€TOYHBIH TUMQOIUTO3, MOHOKIIO-
HaJBHBIC TaMMaIaThu Heorpenenennoro 3Hadenus (MGUS) u, Hako-
Hell, GoumKyispHas Heorurasus «in situy. ISFN, mo cyrtu, sBusercs
TKaHEBBIM aHAJIOTOM IHPKYJIUPYOMUX B-muMdonuTos co crerudu-
yeckoil Tpanciokanuer t(14;18), HeOGonbmas mpomopuus KOTOPBIX
onpenensieTcs y 3M0pOBbIX tojeh. [lanee 3Tu KIETKU 3aceNioT 3apo-
JIBIIIEBBIA EHTP JTUMGOUIHOTO (OJUIMKYJIA U MPOJOKAIOT TaM TIPO-
mudeprupoBaTh. DTUX KIETOK HEIOCTATOYHO, YTOOBI BBHI3BATH YBEIH-
yeHne IUMGaTHYECKOTO y3Jia B pa3Mepax, OJHAKO B TIpoIiecce
peanu3alui IMMYHHOTO OTBETa 3TH KIIETKH U30MPATEIbHO HAKAILIH-
BalOTCS B OTHENBHBIX JIUM(MOUIHBIX QOTHKYIax Ha QoHe obmei pe-
aKTHBHOW THIepIuiasun (mpuioxenue 1.3). Mopdomornyeckn coxpa-
HSETCS HOPMaJIbHAs apXWTEKTOHHWKA y3Ja, MPH 3TOM OIpPEeaeNsIeTcs
OJIMH WJIM HECKOIBKO (POILTUKYIIOB, KOTOPBIE JEMOHCTPUPYIOT CKOII-
neauss BCL2-MO3WTHBHBIX LEHTPOIIMTOB M IEHTpoOjacToB. Yarie
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BCEro y JTUX OONBHBIX HET B aHamMHe3e JUMQOMBI, Ooiee TOTO, B
0OJIBIIMHCTBE CIIydaeB, OIYXOJbh HE pa3BUBacTCsI. TeM He MeEHee,
OONBHBIC HYXKIAIOTCSA B JUHAMUYECKOM HaOIoIeHnn 0e3 crenudude-
CKOH TEparuu.

KOHTPOJIBHBIE BOITPOCBHI U 3AJAHUA

o Kakue KJIeTku COCTaBISIFOT CyOCTpaT (DOJLTUKYISPHON JTHM-
homBr?

o  UYto 0003HauaeT ruToaornyeckuii Tun OJI?

e Yewm orimmuaercst 1-2 murosorndeckuii tumn ot 3A u 3b TH-

e [lepeuucnute curHajibHble Mapkepbl mpu OJI?

e Kakoe OCHOBHOE ITMTOr€HETHYECKOE COOBITHE YYacTBYET B
natoreneze OJI?

o [lo kakoit knaccu(pukanuu ONPEACTSICTCS PaCHpPOCTPAHCH-
HoCTh (cTamus) OJI?

e Kakne mapamerpsl oTHOCATCA K «b»-cumnromam?

e Uto 0003HAYAIOT CHMBOJOM «X» B KJIacCH(PHUKAUA Ann-
Arbor?

o Kakue dakropsl BxomsaT B MexyHapOIHBIH MPOTHOCTUYE-
CKUM HHAEKC?

e UYewm ormuuaercs FLIPI ot FLIPI2?

e CKOJBKO TPYII PHCKA OMpPEASISICTCS B 3aBUCHMOCTH OT
FLIPI?

e SBnsercs nu ycraHoBieHue nuarHosa @JI mokazaHueM K Ha-
yary Tepanuin’?

o Kakue ornensHbie Bapuantel ®JI 0003HaveHbl B Kiaccudu-
karmmu BO3?

e UeMm oTiHyarOTCA KIMHUYECKUE MOIXOJbI K OMUCAHHBIM Ba-
pHaHTaM OT NpUHIUIOB JeueHus OJI?

16



I'raega II1.

AHAN3 ANTEPATYPHBIX AAHHBIX
110 AEYEHUIO ®OAAUKY ASIPHON
ANMDPOMBI

[locne ycranosnenue auarao3a OJI He0OXOAMMO OTIPENETUTHCS C
MOKa3aHUSAMH K Hadamy crennudeckod Tepanwu. B deTsipex paHmo-
MU3UPOBAHHBIX HWCCIIEIOBAaHMIX paHHEe Hadalo JI€YeHUs OONBHBIX C
oeccummiroMHor DJI HE MMeENO TPEUMYINEeCTBA IO OTHAJICHHBIM pe-
3y/lbTaTaM IO CPaBHEHHUIO ¢ Ipymnmnoil HabmomeHus. s sTod menmu B
MHpE IIHUPOKO MCHOJIB3YIOTCS KPUTEpUH (paHIly3CKOH TPYIIIBI O U3Y-
yenuto ®DJI (Groupe d'Etude des Lymphomes Folliculaire — GELF).
Hanmuaue xoTst 061 0MHOTO U3 MEPEYHUCIEHHBIX HU)KE TPU3HAKOB TpeOyeT
He3aMeTUTETBHOTO Hayajia TepariH:

— nopaxkeHue >3 numdpaTuueckux 30H 3 U Oojiee CM B Jaua-
MeTpe

— mo0ble HOABbHBIC HIIH SKCTPAaHO/aIbHbIC BOBICUEHHS >7 CM
B auametpe (bulky)

— b-cumnTomel

— CreHomeranus
[IneBpuT B\MIIH aCITAT
Huronenus (neitkonuts <1,0 X 10° /n w\umm TPOMOOITUTEI
<100 x 109 /m)

— Jleiikemuueckuii coctas kpoBH (> 5,0 x 10° / 1 omyxonessix
KJIETOK).

[lepeuncnennple MpU3HAKK, HAPALY CO CTamueil 3a0oneBaHHS
onpenensoT o0beM omyxonu (tumor burden). Ecau 06o0mmre 311
JaHHbIC, TO HU3KAs omyxoJeBasi Harpy3ka (low tumor burden) ume-

eT Mecto y OonbHbIX DJI, He MMEIIUX HU OIWUH U3 CIEAYIOUINX
4 xpuTepUeB:
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1) xpumepuu, cesasaunvie ¢ onyxonvto — IAMGATHYECKHAE Y3IIBI
WM OIYXOJEeBBIE MaccChl Oojee 7 cM, nuMparnyeckue y3isl Oonee
3 cM B 3 pa3NMYHBIX 30HAaX, CHMITOMEBI CIIABIICHHS OPTaHOB, TUIEBPUT,
ACIINT, CTUIGHOMETAJIHS, TIOPaKEHHNE TIEYSHH, TI0YEK HITH KOCTEH;

2) kpumepuu 1ab6opamopHsle — TOBBIIIEHUE YPOBHSA CHIBOPOTOY-
Hot JIAI" m\nymm beta2-muxpornoOynwna, nutonerns (HB<10 r/mn nmm
nedikonutel <3.0 x10°/1 win TpoMOormTe < 100 x 109/JI), CBsI3aHHAs C
BBIPKEHHOH MHUIBTpaNneil KOCTHOTO MO3Ta;

3) kpumepuu, ompasicarowue cocmoanue 601bHO20 — CUMITOMBI
WHTOKCUKAIMK (JIMXOpajika, MOTIMBOCTh, MOTEPsS Beca), coMaTHue-
ckuii cratyc no ECOG >2;

4) kpumepuu, ompasicaloujue meyeHue 601e€3HU — TEHEPATH30-
BaHHOE IIpoTrpeccupoBanre 3a00eBaHus 3a MoceTHe 3 Mecsa.

Jly1 GONBHBIX C HU3KOM OMYyX0JIeBOii HArpy3Koi 0e3 KIMHuYe-
CKUX TIPOSIBJICHUN OOJIE3HH CYIIECTBYET HECKOJBKO JIEUEOHBIX MOJIXO0-
JOB — HaOIOCHNE, MOHOTEPANHs PUTYKCUMAOOM, JIyueBasl Teparmus
IIPU JIOKaJBHBIX CTAIMSIX.

Taxmuxa «nabmooail u sHcouy 0a3UPyeTcs Ha TE3UCE, YTO OTCPO-
YEeHHOE JICUCHUE HE BIMSCT Ha CPOKH JKM3HU OOJBHBIX, 2 HEMEIJICH-
HOE €ro Hadajo He yIydyllaeT IOoKa3aTeldu OOIIedl BBLKUBACMOCTH.
Orot Te3uc 6bu1 chopmynupoBan g0 2000 1, Korga emie He ObLIO Jie-
4eOHBIX CPEICTB, MPUHIHUIUAIEHO MEHSIOMNX €CTECTBEHHOE TEUCHHE
@JI. Lenpto Bpaya OBUIO MOCTApaThbCs MO BO3MOXKHOCTH JIOJIBILE
obecrieunTh OOMBHOMY XOpOLIee KaueCTBO XKHM3HH, HE MOIBEpras ero
PHUCKY HEMOCPEICTBEHHBIX U IMO3[HUX OCIOXHEHHH XUMHOTEpPAIHH.
B nuteparype mpencraBieHB MaTepHalbl, MO KpailHel Mepe, Tpex
KPYIHBIX KIMHUYECKUX HUCCIECNOBAHUMN, B KOTOPHIX HE BBISBICHO pa3-
JUYUH B CPOKaX JKU3HU OOJBHBIX C PACIIPOCTPAHEHHBIMH CTaIUSMU U
oeccumntoMHbIM TedeHueM DJI: marueHTsl ObLTH paHAOMH3UPOBAHBI
B TPYyIIy HaONIONEHWsS WM TPOTHBOOITyXoJjeBoW Ttepammu. llepen
TIPUHSATHEM DEIIeHUS O BHIOOpE BBDKUIATENFHONW TAKTUKHA B Ka)KIIOM
KOHKPETHOM CJIydae, MpesiaraeTcsi B3BECUTh apryMEHTHI «3a» H «Hpo-
muey». 3a makxmuky «HabaOal u Hcouy» BBICTYIAET CIeAyomui (akT:
y 30-40% OONBHBIX UINTENFHOCTh OTCPOUYKH JIEUEHHSI MOXKET COCTa-
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BUTH TPH Tofa u Oosee. 11t MOXKMUIIBIX MAIUEHTOB C COITYTCTBYIOLIIMU
3a00JIEBaHUSAMM, KOIZIa MOXKHO H30€)KaTh OCJIOKHEHHMH M ITOOOYHBIX
3(h(HheKTOB TIPOTHUBOOIIYXOJIEBOM TEpaIHH, BHIOOP dTON TAaKTUKH SIBIISICT-
Cs1 BITOJTHE OTpaBaaHHbIM. OHAKO HEOOXOMUMO YUHUTHIBATH MTCHXOJIOTH-
YeCKOE COCTOSHUE TAIlMeHTa M €r0 OTHOIIEeHWEe K cuTyaruu. M torma
HAaUYMHAIOT JOMHUHHPOBATh ApPTYMEHTHI «Npomus»: HEOOXOINMOCTb
0oJiee TIaTeIhbHOTO MOHUTOPUPOBAHHMSI C YACTHIMHU MTOCEIICHUSIMH KITH-
HUKH, TIOCTOSTHHOE «OXKUIAHUE)» MTPOTPECCHPOBAHUS 3a00JICBaHIS, BO3-
MOKHBIA PUCK TpaHC(HOpPMAITHH OIyXOJH B O0JIee arpeCCHBHYIO JIHM-
(homy. B ycrnoBusxX cyIiecTBOBaHMS HOBBIX JICUCOHBIX CPENICTB, KOTOPHIE
MOTYT pealibHO, 03 JIOMOJHHUTEILHOW TOKCUYHOCTH, HA JIOJTUE TOIbI
130aBUTh OT OOJIC3HHU, APTYMEHTHI IIPOTHUB TAKTUKU «HAOTIOIAN U HKIIN»
B OOJIBIIMHCTBE CIy4aeB MepeBEIINBAIOT.

Jhyuesas mepanus SBISIETCS BRICOKOA(Q(EKTUBHBIM METOIOM Jieye-
HUsL OONIBHBIX ¢ HEOOIBILON OIMyX0JIeBOH Harpy3Kod M JIOKAJILHBIMH CTa-
JIISIMU 3200JIeBaHUsI. DTOT BBIBOJl OCHOBBIBACTCS HA JIAHHBIX aMEpPHKaH-
CKHX aBTOPOB, KOTOPBIE 0000 PE3yNbTaThl JedeHus 6.568 OOIbHBIX
¢ I-1I cragusvu DJI. Lenbto rccnenoBanus OblIa oieHKa d(PQEeKTHBHO-
CTH Jy4eBOHM Tepamuu B mepBoil jauHuu. Okaszanoch, uto 10-1eTHss u
20-netHsist o0mas BBDKUBAEMOCTH cocTaBmia 62% u 35% B rpymie
OONBHBIX, MOMYYaBLINX JIy4eBYIO Tepanuio mpotuB 48% u 23% B rpyn-
nie 6e3 obmyuenus (p<0,0001). OqHako eciau 060OIIUTE MUPOBOM OITIBIT,
TobKo 20-30% OONBHBIX C JOKAITEHBIMH CTAIUSMH TIOTYYAIOT TY4YCBYIO
Tepanuto. BBUTH TpeAnpuHATHE HECKOIBKO TOMBITOK KOMOWHHPOBATH
JYYEBYIO TEpaIuio ¢ MpyruMu MetofaMu. OKa3anoch, 4To A00aBICHHE
XMUMHUOTEpANUU K OOMyYEHHIO HE YIydIllaeT IoKa3aTeell BBDKUBAEMO-
CTH OOJBHBIX 32 CYET BBICOKOW YaCTOTHI TIO3IHUX OCIOXHEHHH. bonee
TOrO, cormacHo marepuaiaM CT3H(OPACKOTO YHHBEPCHUTETA, OTHAJICH-
HBIE PE3yJIBTaThl KOMOMHMPOBAHHOTO JICUCHUS BIIOJHE COMOCTAaBUMBI HE
TOJBKO C JaHHBIMH OOJBHBIX, MOTYYABIIMX JTYYEBYIO TEpaIUIO, HO U C
TPYIIIOH MAIEHTOB, KOTOPBIE TOJIBKO HAOITIOIAINCE.

Uranpsiackue yuenble npemiaratoT 0omsHeM ¢ [-11 cragmsivmu DJI
4 exxeHeNeNbHBIX BBEICHUS PUTYKCHMada C TMOCIEAYIOUIed TydeBon
tepanueil. CorlacHO MX JaHHBIM, YaCTOTa MOJIHBIX PEMHCCHI COCTaB-
nset 98%; npu Meauane HaOMrOneHUs Oolee 6 JIeT BEIKUBAEMOCTh 0e3
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nporpeccupoBanus (BBII) 6buta 69%. ABTOPHI 3aKIIIOYAIOT, YTO TaKas
TaKTUKa JiedeHHs] OONBHBIX C JOKaJdbHBIMU cTamusaMu DJI sBisercs
HETOKCHYHOHM M TIpeBocXomsniel 1o 3((PeKTHBHOCTH MCIOIh30BaHNE
TOJIBKO JTy4deBoil Tepammu. Kpome Toro, oHa He ycTymaer mo 3ddex-
TUBHOCTH MMMYHOXHMHOTEPAITNH, XOTS 3TOT BBIBOJ TPEOYyeT TECTUPO-
BaHUS B paMKax paHIOMH3HPOBAHHOTO HCCIIE0BaHUsA. Bo3MOXHO, 3Ta
TaKTUKa OyleT MMEeTh MPEUMYIIECTBA y OOJBHBIX C JIOKAIBHBIMH CTa-
TUSIMH, HO C HEKOTOPBIMH KIMHUYECKUMH MPU3HAKaMH OOJIE3HH.
PaccmoTpuM apryMeHTHI «3a» U «npomuey». «3ax» IIydeByIo Tepa-
MTUIO0 TOBOPHT BBICOKAsI PaIUOTYBCTBUTEIBHOCTD OIYXOJIH, IPAKTHYIE-
CKHM TIOJHOE OTCYTCTBHE PELUAMBOB B 30HE OOMYYECHHUS W MOOOYHBIX
3¢ eKToB (ONTUMAIILHOH SBISETCS CyMMapHasi odaroBas no3a 24 Ip).
«lIpomus» — BOBMOXHOCTh TUCCEMHHALIMN OMYXOJH B Mpolecce 00-
Jy4YeHUs UM BCKOpE TOCJe €r0 OKOHYAHUS, CI0KHOCTh MCKIIIOUEHUS
CKPBITBIX OYaroB MOPaKEHHs M IUPKYJSALUHM OMYXOJNEBBIX KIIETOK B
KPOBH, HAJIMYME COBPEMEHHBIX BBHICOKOAI((PEKTUBHBIX JIEKAPCTBEHHBIX
cpencts. Ml BHOBb apryMeHTHI «1pomus» NepeBelInBaloT.
Monomepanus pumykcumabom. B 2010 1. ObuM OITyOJTUKOBAHBI
OYEHb Ba)KHbIE Pe3yJIbTaThl aHajdu3a bpuTanckoit rpynmsl 0 U3y4YEHUIO
mumpom. Beero B uccrenoBanue 0bu10 BKItOUeHO 462 OonmbHBIX DJI,
KOTOpBIE OBUIM PaHAOMU3UPOBAHBI Ha TPU TPYMIBl — HAOMIONCHHE;
4 BBemeHUs pUTyKcHMMaba (KOPOTKHH Kypc); 4 BBEIECHHS C MOCIEAYIO-
el MoANepP)KUBAIOICH Tepanued PUTYKCUMaOOM B TE€UeHHE 2-X JIET
(mponoHrupoBaHHBIN Kypc). Menuana BpeMeHH /0 Havaja IpOTHUBO-
OITyXOJIEBOTO JIGUECHUs B TpyIIe HaOIIoAeHUsl cocTaBuia 33 mecsa.
TpexJieTHAs BBDKMBAEMOCTh 0e3 MporpeccrupoBaHus coctaBuia 33%,
60% u 81% coorBercTBeHHO (p<0,0001). Eme nBa BakHBIX BBIBOJA
BBITEKAIOT M3 3TOT0 MccienoBaHud. [1epBrlil — 3TO MporHOCTHYECKas
LEHHOCTb ONpeneNeHus] o0beMa OMyXOiH (OIyXOJEeBOH HarpysKH).
HecMmotps Ha TO, uTO 79% OGOnbHBIX uMenu III-IV craguu 3abonesa-
Hus U 24% Bxomwin B rpymnmy Beicokoro pucka mno FLIPI, Bce onn
cormacHo kputepusiMm GELF nMenu HU3KYIO OMyXOJEBYIO HArpyskKy,
YTO MO3BOJIMIIO PEKOMEHI0BATh MIASIINE PEKUMBbI JICUCHHUS WIH 1aXKe
HaOmoneHue. BTopoii BeIBOI — 3(h()eKTUBHOCTH KOPOTKOIO Kypca pu-
TYKCUMaOoM Obljia BIIOJIHE COIIOCTaBUMA C JAJHUTENbHBIM BBEICHHEM
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npenapara. HecMoTpst Ha TO, 94TO pa3iauduii B 00mel BRKHBAEMOCTH
B JJAHHOM HCCIIEZIOBAaHMH HE OBLIO MMOJTy4eHO, 3Ta ObLIa TepBasi Cepb-
€3Has TOTMBITKA MEePECMOTPETh TAKTUKY «HAOMIONail M KAW» B JIOXY
MpPUMEHEHHUs] pUTYKcuMaba M 3aayMaThCsl HaJ ONTUMAIbHBIM PEXH-
MOM BBEJICHHS Iperapara.

MoHoTepamnus pUTyKCUMa0OM H3ydajach B 2 KPYIHBIX PaHIOMH-
3upoBaHHBIX HccaenoBanuax — SAAK 35/98 u RESORT. B mepBom
WCCIIEZIOBAaHUH CPAaBHUBAINCH PE3YNIBTaThl KOPOTKOTO Kypca PUTYKCH-
MaboOM U IMPOJOHTHPOBAHHOTO BBEAEHHS B BHIE 4 WHPY3MHA KaKIble
2 mecsna (Bcero 8 BBeneHui). B rpymmne nepBUYHBIX OOMBHBIX, KOTO-
pble TPOAOIDKWIM JIEYEHHE PHUTYKCUMaOOM, IMPHUMEPHO TOJIOBHHA
(45%) ocraBanuch 0e3 MPU3HAKOB MPOTPECCUPOBAHUS K 8 romam Ha-
OmtonieHus. DTO OUeHb BaXKHBIN BBIBOJ, TOCKOJIBKY TEparus B T€UCHHE
9 MecdleB MO3BOJSET OTCPOUYUTH HAyajlo XUMHUOTEpaNnuu Ha JOJTHe
rozibl y 60ib1Ioro ynciaa OOMBHBIX C HU3KOM OITyXOJEeBOM HarpysKoi.
ABTOpBI MPEAINoaralT, YTO KPOME HEMOCPEICTBEHHOTO BIHSHUS Ha
OITyXOJIEBBIE KJIETKH, MPOJIOHTHPOBAaHHOE NMpPHUMEHEHHE PUTyKCcHMMala
UHIynupyeT T-KIeTOYHBIH crienuHuYecKnii IMMYHUTET, BBICTyMas B
KaueCTBE «IIPOTHBOIUM(POMHON BAKIIUHEI.

Ota rumore3a moAaTBepknaercs ucciaepoBanneM RESORT —
384 nmepBUYHBIX OOJBHBIX C HEOOJIBIIOW OMYyXOJIEBON HArpy3KOW MO-
ny4anu 4 exXeHeleIbHbIX BBeACHUS puTyKcuMada. Ilpu noctnxeHun
orBera 274 60onbHbIX (71%) ObUIM paHAOMHU3UPOBAHBI HA 2 TPYMIIbL:
NOJACPKUBAIOIIAs TEpanusl pUTYKCUMAOOM KakIbple 3 Mecsua 1o
IPOTPECCUPOBAHMS WM HAONIOJEHHE C MOBTOPHBIM €KEHEACIbHBIM
4-X KpaTHBIM BBEICHUEM PHUTYKCHMMala MpH IMOSBICHUH MPHU3HAKOB
nporpeccupoBanud. [Ipu menmane HaGmoneHus 3,8 yeT Bpems 10
HEy/auM JIEYEHHs] COCTaBWIIO 3,9 jeT B TIpyle MoAAep>KUBaONMEH
Tepanuu U 3,6 JeT B TPyIIeE MOBTOPHOTO BBEACHHUS (IOCTOBEPHBIX
pa3nuuMii He MOdy4yeHo). be3 muToTOKCHMYecKol Tepamuu Ha 3TOT
Tepro; HaOMIOMEHHS HAXOMITCSA COOTBETCTBEHHO 95% 1 86% 06011b-
HbIX (p=0,027). BeIcOoKas IieHa Tepaluu MPpH JUTUTSIHFHOM BBEICHUN
puTyKcuMaba, OTCYTCTBHE pa3jIMYMil B KadeCTBE M CPOKaxX >KU3HU
OOJIBHBIX ITO3BOJISIIOT aBTOPAaM CUHUTATh TAKTHKY «IIOBTOPHOTO Jieye-
HUsD» Oosiee 000CHOBaHHOM.
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BonbHblEe C BBICOKOH ONYX0/1€BOM HATrPY3KOM JOJKHBI MOTY-
yaTh pUTyKcMMa® B KOMOWHanuu ¢ XuMuoTeparnued. B cepenune
2000-x TomoB OBUIO TpOBeNEeHO 4 KPYMHBIX PaHIOMU3HPOBAHHBIX
WCCIIEZIOBaHUI, B KOTOPBIX MTOKAa3aHO MPEUMYIIECTBO JTOOABICHUS PH-
TykcuMaba K CTaHIAPTHOW XUMHOTEpanmuu. ITO MPEUMYIIECTBO CO-
XPaHAJIOCh U TPU OLIEHKE OTAAJICHHBIX PE3YJIbTaTOB JICUCHHUsS] HE3aBH-
CHMO OT METO/A MOMHXUMHUOTepanuu (Tabmuma 3).

Tabauya 3.
IdPexTHBHOCTD N00aBJIeHHs PUTYKCHMa0a
K Pa3IMYHbIM Pe:KMMaM XHMHOTEPANMH J0KA3aHa
B YeThIpeX PaHJIOMHM3HPOBAHHBIX HCCJIETOBAHUAX

ABTOpBI Ymncio 0-bIxX Pe:kumsbl ¢ dekTHBHOCTH
Menunana TTP: 27 mec vs 7 mec
Marcus, 2008 321 R-CVP vs. CVP 4-1 OS: 83% vs 77%
(P=0.029)

5-n1 PFS: 53% vs. 37%
Salles, 2008 358 R-CHVP vs. CHVP (P =0.001)

4-1 OS: 87% vs. 74%
Herold, 2007 201 R-MCP vs. MCP (P = 0.0096)
Hiddemann 2-11 OS: 95% vs. 90%
2005 428 R-CHOP vs CHOP (P=0.016)

TTP —Bpems 1o nporpeccuu, PFS — BeixkuBaemocts 0e3 nporpeccuposanusi, OS — oOmas
BBDKHBAEMOCTb

OCHOBHOI BOIIPOC 3aKJIIOYAETCS B TOM, KaKOM PEXUM XUMHUOTEpa-
MTHH JKeJIaTeJIhHO HMCIONIB30BaTh Kak 0a30BbIi. B HECKONBKUX KIMHIYE-
CKHX HCCTEIOBAHUAX CpaBHHUBAIACh 3((GEKTUBHOCTh TPEX OCHOBHBIX
pesxxumoB siedenust — R-CHOP, R-CVP, R-FCM. Oxkazanocsk, 4To 1o He-
nocpenctBenHor 3ddextuBHOCTH R-CHOP m R-FCM mpeBocxomsaT
R-CVP. Otnanensble e pe3ynbTaThl OKa3aJIMCh JIy4llle MPU UCIONb30-
Baanu nporpamMmbl R-CHOP. HecMoTpst Ha CBOIO BBICOKYIO d((EeKTHB-
HOCTb, (ITyIapaOHHCOEpKAIIHE PEKUMBI OTIIMYAIOTCS TOKCUIHOCTBIO,
TIOBPEKTAFOIIIM JICHCTBUEM Ha TeMOIIO3THYECKHIE CTBOJIOBBIE KIETKH U
BBICOKOHM YaCTOTOM MHIYKLMH BTOPUUYHBIX omyXxoiel. C y4eToM Toro, 4To
npu OJI ecTh anbTepHATHBHBIE, COMIOCTABUMBIE 1O 3()D(HEKTUBHOCTH, HO
MeHee TOKCHYHBIE TporpaMmel, cxema R-FCM wuckimodena u3 Bcex pe-
KOMEH/IATETBHBIX CUCTEM JIJIS JICUCHUS TIEPBUIHBIX OOMBHBIX DJI.
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Opnako cxemy R-CHOP Henb3st mpu3HaTh «30J0THIM CTaHAap-
TOM», IOCKOJIBKY Ha PBIHKE ITOSIBUJICS M CTAJl JOCTYIIEH ISl IHPOKOTO
WCTIOJH30BAaHNS HOBBIN TPOTHMBOOITYXOJEBHIN Ipemapar — OeHIamy-
ctud. Rummel M. ¢ coaBropamu mpoBenu OONBIIOE PaHIOMHU3HUPO-
BaHHOE HCCIICIOBaHUE, KyAa ObUTH BKIIOYCHBI 549 TEPBUYHBIX OOIH-
HBIX C WHAOJEHTHBIMU JTUM(POMaMH, KOTOPHIE MOTyYalll JIEYECHHE 110
cxeme R-B mnu R-CHOP. [loctoBepHO mydrme pe3yabTaThl MOTydeHbI
MIPH MCTIONIb30BaHNH OEHIAMYCTHHA C PUTYKCHMaOOM B CPAaBHEHHH CO
cxemoir R-CHOP. Ilpn meamane naOmromenus 32 mecsma MeanaHa
BBDKHBAaEMOCTH 0€3 MPOTrpecCHpOBaHUsI COCTAaBHJIA COOTBETCTBEHHO
54,9 mecsana (R-B) u 34.8 mecsane (R-CHOP). OcobeHHO BaXKHBIM
OKazaJicsi OMaronpusITHBIA MPOPHIL TOKCHYHOCTH OeHmamycTrHa. Ha-
npuMep, 4acToTa HEUTPONIEHNH, HHPEKIIMOHHBIX OCIIOXHEHUH, MyKO-
3UTOB M aJUIONELHH OblJla CTAaTHCTHYECKH 3HAYUMO BHIIIE Y OOJBHBIX,
nonyyaBmmx R-CHOP. HecMmoTpst Ha OTCYTCTBHE pa3HHUIBI B CpOKax
XKU3HH OOJBHBIX, monydaBmux R-B wmim R-CHOP, Genmamyctun
MOKHO CUMTATh MperapaToM BeIOopa B mepBoit tuHuM Tepanuu OJI.

VYIy4ymuTh pe3ynbTarsl JieueHHus NepBUYHBIX OonmbHBIX DJI BO3-
MOKHO, €CJIM HCIIOIL30BaTh HOBOE MOHOKJIOHAJIbEHOE aHTHCD20 aHTH-
teno (MKA) obunytyzymab (I'asuBa). OOMHYTYy3ymad IpencTaBisieT
€000l peKOMOMHAHTHOE, TYMAaHU3UPOBAaHHOE, MOHOKJIOHAJIBHOE aHTH-
teno Il Thma ¢ MomuQuIMPOBaHHOHN cxeMol IMMKo3uaupoBaHus. OOu-
HYTy3ymMa0 n30uparelibHO B3aUMOJIECHCTBYET ¢ BHEKIETOUHBIM yYaCTKOM
TpancMeMOpanHoro antureHa CD20, pacmonoXeHHOro Ha MOBEPXHOCTH
HOPMaJIbHBIX M 3JI0KAYECTBEHHBIX 3peibX B-muMdouuroB n ux mpex-
IIIECTBEHHUKOB, ITPH ATOM HE MOBPEXKJAET CTBOJIOBBIE TEMOIIOITHYECKHE
KJICTKH M IUIa3MaTHYecKue KIeTKd. bnaromapsi MoamduKanuu cXeMbl
mko3uupoBanus Fc ¢parmenTa oOnMHyTY3ymMad 00namacT MOBBIIICH-
HBIM cponcTBoM K FeyRIII penentopam Ha moBepXHOCTH 3P (EKTOPHBIX
KJIETOK MMMYHHOH cuctemsl. llpemapar HampsMyl0 HMHIyLUpYeT He-
arloNTOTHYECKYI0 T'MOeNb KIETOK, OMOCPEAYEeT aHTUTEI03aBUCHUMYIO
KJIETOYHYI0 LUTOTOKCHUYHOCTh M KJIETOUHBIH (DaronmurTo3 myTeM Ipu-
Biederns FcyRII-nonokurenpHBIX 3QPEKTOPHBIX KIETOK IMMYHHON
cuctemsl. [lo cpaBHeHuIo ¢ putykcmMaboM, OOMHYTy3ymad oOnamaer
HOBBIIEHHON CIIOCOOHOCTBIO K HPSMON IMOeny KJIEeTOK Ha (oHe Io-
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HWKEHHON KOMIUIEMEHT-3aBUCHMOM ITUTOTOKCHYHOCTH (PUCYHOK 3).
bnaronaps Momudukanuy cxeMbl INIMKO3WINPOBAaHU, NeicTBUE 00U-
HyTy3yMa0a MNposiBisieTcss B 0Oojiee BBIPAXXEHHOM HCTOLIEHUU IIyJia
B-kJ1eToK ¥ MOBBIIEHHON MPOTUBOOIMYXO0JIEBOM aKTUBHOCTH.

MonoknoHaabubie anTuTeaa I 1 I Tuna
- cpaBHeHHe (PYHKIHOHAIBLHOM AKTHBHOCTH

AHTHTENO3aBHCUMaR KomnnemeHTiagucuman Mpaman ruGent
UWHTOTOKCHYHOCTE YHTOTOKCHMYHOCTE KNeTKn
T2 . et S—

AurHTea0

1 vima + + +

(puryEcHmai)

Yeunueaetca 8 100 pas!

+++ - | A

Kaxk antureno Il Thna , Faznea umeet oTanuna B cesseigannn ¢ CD20 no cpasnensio
¢ MKA I THna, 94T0 NPHEOINT K PA3THUHOH HHTOTOKCHYHOCTH IPH B-KieTounkix
OMYXOJIAX

FNHKOHHKEHEPHOS
avtureno |l Tuna
(Fazwea)

Pucynox 3. CpaBHeHne q)yHKIIPIOHaJIbHOﬁ AKTUBHOCTH pnTchnMaﬁa
H 00UHYTYy3yMaba

B kpynHOM MEXIyHapOIHOM KIMHMYECKOM HCCIICIOBAHHM H3yda-
nack 3QQEeKTHBHOCTh M OE30MaCHOCTh KOMOHMHAIIMK OOMHYTy3ymMada ¢
xumuotepanueit (G+XT) B cpaBHeHNH ¢ PUTYKCIMaOOM M XHMHOTEpa-
mueii (R+XT) y nepBuunbpix 6onpHEIX DJI. Okazanoch, 9To 0OMHYTY3Y-
Ma0 CHIKaeT PUCK MpOrpeccupoBaHus\peruarBa Ha 29% B CpaBHEHUH
C pUTYKcUMaOOoM: 3-TIeTHSSI BEDKMBAEMOCTHh 0€3 TIPOrpECCUpOBaHHS CO-
craBuna 81% (Menuana He nocturHyTa) U 77% (Meanana 51 mecsrr) co-
otBerctBeHHO (p=0,01). MiHTEpecHBIM OKa3aics TOT (aKT, YTO OOWHYTY-
3ymMab HHUBEIMPOBaN pa3muuus B 3(P(EKTHBHOCTH Tpex peKUMOB
xumuotepanuu (CHOP, CVP, Bendamustin), koTopsie ObiIH paHee Moka-
3aHbI P UCIOJIB30BAHUU HX C PUTYKCHMAOOM.
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HonnepxuBaromas Tepanusi pUTYKCUMaOOM IOCIE HMMYHO-
XUMHOTepanuu Oblia TecTUpoBaHa B uccinenpoBannu PRIMA. Ilpu me-
niaHe HaOmoneHus 36 MmecsieB, OONBHBIC HA MMOANCPKUBAIOIICH Te-
panuy pUTyKCHMaOOM UMEIH JIyYITie MOKa3aTesd BBDKUBAEMOCTH 0e3
nporpeccupoBanus (75% u 58%) u OONBIIYI0 YaCcTOTY MOJHBIX pe-
muccuit (72% u 52%). B Hacrodmee Bpems MpenCTaBICHbI JaHHBIE
JNECATHIIETHETO HAOIIONEeHMS 3a OONBHBIMU: 10-JIeTHAS BEDKUBAEMOCTD
0e3 TporpeccUpoBaHus B CIIydae MPOBEACHUS IMOACPKUBAIOMIETO Jie-
yeHwst coctaBisieT 51%, mpu ero orcyrcrBum — Beero 35% (p=0,0001).
Takum o0pa3oM, TpPUMEHEHHE PHUTYKCHMMaba B TOMICPKUBAIOIIEM
PEeKMME YBETUUMBACT YHUCIIO OOJIBHBIX, Y KOTOPBIX HET MPU3HAKOB 0O-
JIE3HH, ¥ TIO3BOJIIET HAJO0JT0 OTIIOXKHUTH HA4ajo CIEeTYyIOLEero IUToCTa-
THUYECKOTO JieueHHA. Y OOJBHBIX, KOTOpPhIE MOIyYaal HHIYKIHMOHHOE
JieYeHHEe C BKIIOYCHHEM OOWHYTy3ymMada, B AajbHEHIIEeM MOAAEpKH-
BalOIlasi Tepanys B TEUEHUH 2-X JIET TaKKe JOJKHA MPOBOAUTCS UMEH-
HO 3THM TIpenapaToM.

Bricokono3Hast XxuMuoTepamnusi ¢ TpaHCIDIaHTalued ayToloruy-
HBIX T€MOIO3TUYECKUX CTBOJIOBBIX KJIETOK B nepBoi pemuccuu OJI ve
peKOMEeHAyeTCs.

Penupusbl npu OJI HenzOeKHBI, IPUYEM KaXKdasl MOCIEIYIO-
mas pemuccus ObIBaeT Kopoue mpensinymieii. [lpu peunause sxena-
TENbHO BBINIOJHEHWE MOBTOPHOW OMOIICHM, MOCKOJBKY H3BECTHO,
4yeM JJHUTeTbHee HaOmoneHue 3a OONBbHBIM, TEM BBILIE PUCK TPaHC-
¢dopmanmu OJI B nuddysnyro B-kpynHoknerounyio numpomy: 15%
npu 10-netHem u 26% npu 14-nernem naOmopenuu. Tak ke, Kak U
IpU MEPBUYHOM OOpalleHNH, B peUUANBE OOJIHLHOH MOXET HE HYX-
JaTbCs B HEMEAJICHHOM BO300HOBJICHHMHU JICUEHUS, €CIM Ha 3TO HET
OCHOBaHHH, KoTOphle ObLIM mepeunciieHs! Boime (kputepun GELF).
Br160op TakTHKM JIeUeHHs pelHIMBA 3aBHCUT OT MHOXKECTBa (haKTO-
POB, OJJTHAKO PELIAIONIMMH BCE K€ SIBISIOTCS IIUTENBHOCTD MpEIie-
CTBYIOIIEH PEMUCCHUH M METOX ee AocTikeHus (pucyHok 4). Ilpo-
THO3 Ha JUIUTENbHYI0 BBDKHBAEMOCTH OONBHBIX, Y KOTOPBIX OBLIO
nporpeccupoBanue win peuuauB OJI B TeueHue 24 mecsieB OT Ha-
yajia JedeHus KpallHe HeOJIarONpHUsSTHBIA — MSATHIETHSS 00Ias BbI-
JKUBAaEMOCTh B 3TOH moAarpynne He npesbimaetr 50%.
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MapameTpel, CEA3aHHbIE C MNapameTpbl, CBA3AHHLIE C
6oNbHbLIM DOne3HbLIo

v v
BospacTt Cragus
CumnTombl FLIPI
KomopbugHocTb 30HbI NopaXKeHUs
KpaTkocpoYHble n TpaHcdhopmauus
AanbHelWwne nnaHbl Mpepbiayllee
MNcuxonoruyeckue nevyeHue
npeanoYTeHus Cpoku ero
BonsHoro NpoBefeHUs

Pucynok 4. «IlepcoHannzanus» NoAX0A0B K JeYEHUIO 00IbHBIX
(onnukynsiproii 1umdomoii

D¢ PeKkTUBHBIM ITpenapaToB B jieueHnd peruauBoB DJI sprsercs
O0ennamyctu. COIIacHO JaHHBIM aMEPUKAHCKUX YUYEHBIX, oOmmas 3¢-
(EeKTUBHOCTD JieueHHs1 OCHOaMyCTHHOM cocTaBuiia 75%, MenuaHa BbI-
KHMBAaEMOCTH 0Oe3 ImporpeccupoBaHusi Oblia 9 MecAleB. 3HAUYUTEIHLHO
VAYYIIUTh 3TH PE3yIbTaThl yaaeTca MpU KOMOMHUPOBAaHMM OeHIaMy-
cThHa ¢ oOuHyTy3ymMaboMm. B 2015 . Opuin omyOnMKOBaHBI Pe3yibTaThl
KPYIIHOTO MHOTOLICHTPOBOTO PaHIOMHU3HPOBAHHOTO HCCIIEIOBAHMS,
Kyzna OpUIM BKIIOUEHB! OojbHbIe ¢ DJI, pedpakrepHble K pUTYKCUMAO-
COZIEp KAIMM peXUMaM (OTCYTCTBHE OTBETa Ha TEPAIHIO WM IpOrpec-
CHpOBaHUE B TeUeHHE 6 MecsIeB Mocie ero 3asepiueHus). Okazanocs,
YTO IIpU MeAraHe HabmoneHus 21 mMecsl, BEBDKMBAeMOCTh 0e3 Iporpec-
CHPOBaHUS JOCTOBEPHO BBILIE B IPymIe OONbHBIX, MOMYYMBIINX OCH-
JAMYCTHH B KOMOHMHAIINH ¢ OOMHYTy3yMa0oOM (MeanaHa He TOCTUTHYTa
nporuB 14,9 mec). Hannoe uccnenosanne (GADOLIN) mocmyxwino
OCHOBaHMEM [UIl PErucTpaluu OOMHYTy3ymada MO JaHHOMY IIOKa3a-
Huto cHayasia FDA, 3areM 1 B Haleil crpane.

BonbHeie Monoke 60 JeT ¢ paHHUM PENUAMBOM\IIPOTPECCHPO-
BaHUEM OOJIE3HU B TeueHHE 24 MecsLeB NOCIe 3aBEPIICHUS HMMYHOXH-
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mMuoTtepanuu sBsiIoTcs Kanauparamu mist BJAXT ¢ aytoTT'CK. B oc-
TaJIFHBIX CIy4asix, OTPEIEIICHNE ONTHMAIFHOTO BPEMEHH BBICOKOIO3HOTO
JIEYEHHSI C YIETOM BBICOKOH 3((PEKTUBHOCTH CTaHIAPTHBIX PEKUMOB TIPH
pemmauBax @JI mpencrasiserca HenpocTod 3amadeil. Kpome Ttoro, He-
CMOTpsI Ha YJIOBJIETBOpUTENbHBIE pe3yasTarel BJXT, kpuBas BeDKUBac-
MOCTH HE BBIXOIHUT Ha IUIAaTO, & 3HAYMT, ITOT METOJ JIUCHHUS] HE MOXKET
u3neanTh 00bHBIX DJI. B psinme ciydaeB 3a001eBaHre MOXKET TIPOTEKATh
JIOBOJIGHO arpecCHUBHO U XapaKTePH30BaThCs KaK MEePBUIHO-PE3UCTEHTHAS
oryxoinb. [Ipu 3TOM He BCernma ymaercs ToKa3aTh TpaHChOopMaIiio ¢oi-
TKyIsipHO# Mpombl B muddy3Hyio B-kpymHokieTounyro. Ho u B aT0i
CHUTYyalllH, KOT/Ia OITyXOJIb HE YyBCTBHUTENbHA K XMMHUOTEPAIIUH, IPOBEIe-
HHE BBICOKO/IO3HOTO JISYEHHs He OMpaBaaHo. B penkux ciyyasx BO3MOXK-
HO TIpUMEHEHHE aJUIOTEHHOM TpaHCIUIaHTaIMH, KOTOpas CTaHOBUTCS
HECKOJIbKO 0OoJiee 0e30MacHON B YCJIOBHSX NMPUMEHCHUS HEMHENI0aldia-
TUBHBIX PEKUMOB KOHIUIIMOHUPOBAHUSL.

ITepcnextuBHbiM B nedeHnn peuuausoB DJI mpencrasisercs
MIPUMEHEHNE HOBBIX JIEKAPCTBEHHBIX CPEICTB C WHBIM MEXaHHU3MOM
neiictBus. B kadecTBe Takoro mpemapara MOXHO paccMaTpHBaTh Je-
HAJIMIOMU, 00JaJaroIIUil BEIPAKCHHBIMH UMMYHOMOAYIHPYIOIIUMHU
Y aHTHAHTMOTEHHBIMH CBOMCTBaMHU. DTOT Kjacc IpenaparoB AaBHO
CTaJl HE3aMEHMMbBIM KOMIIOHEHTOM JIEUEHHsS] MHOXKECTBEHHOW MHEINO-
MBI 1 UHTEHCUBHO M3Y4YaeTCs U MpU APYTUX B-KICTOUHBIX OMyXOJsX.
Tak, M0 JaHHBIM KPYMHOTI'O MEXIYHApPOAHOIO PaHAOMHU3UPOBAHHOTO
uccnenosanus I pazsr AUGMENT (N=358) no cpaBHeHHIO 3hDek-
TUBHOCTH KOMOWHAIUH JeHamuaoMun+purykcumad (R2) u purykcu-
Mab+mane6o (rpynma KOHTpOIs) Yy MAIlMeHTOB C PEIUJAUBHPYIO-
mieii/pedpakrepHoit GJI u mumdomoli U3 KISTOK MapTUHAIBHON 30HBI
(JIM3), Tepamusi TeHAIUAOMHUIOM IPOIEMOHCTPHPOBAJa SBHEIC Tpe-
UMYIIECTBA IO MHOTHUM ITOKa3aTeNsiM. bbITO 10Ka3aHO CTaTUCTHUYECKU
3HaUMMOE yIy4YllleHHe BBDKMBAEMOCTH 0e3 IporpeccupoBanus 3a0o-
neBarus (BBII) B rpymnme narnuenToB, noxy4aBmux cxemy R2 B cpas-
HEHUH C MOHOTepanwuel putykcumabom: 39,4 mec vs. 14,1 mec, coot-
BeTcTBeHHO (p <0,0001). {nmurensHOCTh OTBeTa B rpymre R2 cocraBuna
36,6 mec, B rpyme koHTpois — 21,7 mec (p< 0,0015). Jlenanumomu
npuMeHsUH B 03¢ 20 mr/neHs ¢ 1 mo 21 neHp 28-THEBHOTO MHUKIIA
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(12 muxIoB), putykcumab Ha3Hadau B jgo3e 375 mr/mM* B 1uu 1, 8, 15,
22 TepBOTO UKJIA U B JIeHE | IUKIIOB 2-5.

[TomyueHHBIe pe3ynbTaThl MOCITYKUIM OCHOBAaHUEM ISl BKITIOUE-
HUS JIEHATUIOMHUIA B MeKTyHaponHbeie pekomeHaanuu NCCN, a koM-
OouHanus neHanmuaoMua+puTykcumad (R2) mmanupyercs kK perucrtpa-
mun B CIIA, crpanax Epomeiickoro Coro3za u Poccun B 2020 roxy
JUIS TIPUMEHEHUS y TarueHToB ¢ peruauBamu OJI u JIM3.

Tpanchopmanusa OJI B Oonee arpecCHBHBIE BaAPHAHTHI OITyXOJIH
JIOBOJTFHO M3BECTHBIN (DaKT, YACTOTAa KOTOPOTO YBEIWYHMBAETCS BO Bpe-
MEHHU M COCTaBIIECT B cpemueM 3% B roxa. Yarmie Bcero mpu tpaHchop-
Manuu auarHoctupyercs aupdysHas B-xpymHokieTouHas iumgpoma
(ABKJD), pexe — mumpoma bepkurra, kpaifHe penko — muMpoOIacTHas
mumpoma (pucyHok 5). Tpanchopmarms DJI monTBep:KaaeTcs THCTO-
JIOTUYECKUMHU JTaHHBIMHY, YKa3bIBAaIOUIMMHU Ha YBEJIMYEHHUE YMCIa LIEH-
TpOOIACTOB U TMOJHYIO MOTEPIO HOAYISIPHOCTH POCTa OIMYXOJH. 371eCh
HEoOXOMUMO 00paTUTh BHUMaHKE Ha JiBa BaKHBIX MOMeHTa. [1lepBbIii —
nepexof; | muronornveckoro Tuma B 3 win onpenencaue nuddysHoro
pocTa BMECTO MPe/IIECTBYIOIIET0 HOMYISIPHOTO HE SABIAETCS HICTUHHOM
TpaHcdopmaIrielt OImyxoiy, a MpeAcTaBisieT co00ii MOphOIOTHIECKYIO
nporpeccuto BHyTpu DJI. Bropoit MOMEHT — oOHapykeHHe Ipu Tep-
BUYHOM IMAarHOCTHKE 3a0osieBaHUsI B OOHOM Yy3ie Kaptuabl @JI u
JBKJI ckopee TOBOPHT 0 KOMIIO3UTHBIX OITyXOJISIX, YEM O TpaHcopma-
n DJ1. [lo MHeHMIO psia aBTOPOB, HEOOXOANMBIN BPEMEHHOW Pa3phIB
MEXKIy STUMH OByMs OOJIC3HSIMU JOJDKEH COCTAaBUTH XOTS Obl 6 Mecs-
neB. Jns moKazaTenbCTBa WCTUHHOW TpaHc(OpMamuyd HEoOXOmuMO
KJIOHAJIBHOE TIOATBEP)KJICHHUE CXOXKECTH COMAaTHYECKUX THIEpMyTarui
B reHax omyxoneBbix kietok ®JI u JIBKJI, konupyromux cuHTe3 TsxkKe-
JBIX 1Ieneld IMMYHOTIOOYAMHOB. JlaHHOE HCClieoBaHNHE HE TPOBOANTCS
PYTHHHO, B CBsI3U ¢ ueM, TpaHcdopmanua DJI monrBepkaaeTcss MOp-
(onmmyHoNornyeckumMu Merofgamu. CyliecTBYIOT HEKOTOPbIE KOCBEH-
Hble KIIMHWYECKUE NIPU3HAKH, KOTOPbIE MOT'YT yKa3bIBaTh Ha TpaHcdop-
mauuto DJI. 310 BeIpaKEHHBIE CUMIITOMBI HHTOKCUKALMH, TIOBBILICHHUE
JIAI, tucKOpAaHTHBIA POCT W30JIMPOBAHHBIX OITYyXOJIEBBIX Y3JIOB, YAaCTO
C DKCTPAaHOAJIBHOW JIOKaJIU3aluel. AJTOPUTM JieUeOHBIX IOAXOAOB
nipu Tparchopmarmu DJI craenyronmii:
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o [Iporpamma R-CHOP st 00sbHBIX, KOTOPBIC paHEe HE MOJTy-
Yaayd aHTPAUMKIMHOBBIE AHTUOMOTHUKU. IIpHM JOKanbHBIX CTagusIx
OIyXOJM MOCJIE€ OKOHYaHHS MMMYHOXMMHOTEpPAIMH BO3MOXKHO IPH-
MEHEeHHe 00TydeHHS.

o [lpu nocTkeHnn MONMHOM pemuccru nocie nporpammsl R-CHOP
PEKOMEeHA0BaHa OAAEP KHUBAIOIIAs TEPAIUsl PUTYKCUMaOOM B TEUEHHUE
2-X JIeT.

¢ bLOIBHBIM, y KOTOPBIX HE YAANIOCH JOCTHYb NOTHON PEMHCCHU
nocine R-CHOP, npennaratorcst 1pyrue HUTOPETyKTHBHBIE PEXHUMBI,
MIpUMEHsIEMbIe TPH arpeCcCHBHBIX JUM(OMax C MOCIEAYIOMmEH BBICO-
KOZ03HOM XMMHUOTEpANUE

Pucynok 5. Tpancpopmanus (GoJlIuKyJIAPHOI JUM(POMBI B arPecCHBHY 10
MOKeT WITH 110 TPeM CIeHAPUsIM:
A) mu¢pysnas B-kpynHokiaerounas aumpoma,
B) 1umdpoma, 3aHuMaIOIIAs IPOMEKYTOYHOE NOJIOKEHHE
Me:xay Jumpomoii bepkurra u 1uddysnoii B-kpynHokiaeTouHoii,
C) 6aactaas mmdoma (peaxo Tdt+ dacTHbI BapuaHT).

BonpHBIX, y KOTOPBIX peruauB pa3Buics mocie cxembl R-CHOP,
CIIeAyeT paccMarpuBarhb, Kak nainueHToB ¢ peuuausom JIBKII u npen-
JaraTb ¢ CaMOTo HaJalla HHTEHCHBHBIE, IIATHHOCOAEPIKAIINE PEXH-
MBI BTOPO# TUHUH Tepanuu ¢ nocineayomen BIXT u ayroTI'CK.
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I'rasa IV.

ITPMHIINIIBI TEPAIINN
®OAAUKY ASIPHOV AMMMPOMEI

Jledenue ¢GommuKynapHOil NUMGOMBI — 3TO OIHOBPEMEHHO U
nmpocrTasi, ¥ TpyznHas 3aga4da. C OIHOM CTOPOHBI, HHOJIEHTHOE TEUeHNE
00JIe3HH U, B IIEJIOM, UIUTEIBHBIE CPOKH KU3HHU TO3BOJISIET Bpady BBI-
Omparb W OOCYXJaThb ¢ OOJBHBIMH pa3HbIe TAKTUYECKHE IMOIXOJBI.
C npyroil CTOpPOHBI, HAJO HE 3a0BIBATh, YTO PEYb HAET O IMOCTOSHHO
peIHMINBUpPYIOIEM 3a00JIeBaHUH, KOTOPOE HE MOXKET OBITh M3JICUYEHO
CTaHIAPTHBEIMHU MeTonaMu. [lapamokc 3Toi 00JIE3HN COCTOMUT XOTS OBI
B TOM, 4TO, HalpuMep, MPH PeUUINBe OOIHPHOMY MOKHO MPEIIOKHUTH
KaK TaKTHKy «HAONOmald M XAW», TaK U aJUIOTEHHYIO TpPaHCIIaHTa-
IIUI0 KOCTHOTO MO3Ta, IpHYeM 00a 3TH, Ka3aJI0Ch HCKITIOYAIOIINE APYT
JIpyra MeTojia, 10nycTuMsl B Tepanuu peuuansos DJI. IIpu sToil omy-
XONIM, KaKk HHU MpU Kakoi Jpyroi, HEoOXOOuMa «IEepCOHANTM3AIUY
MOAXO0/Ia K BEIOOPY JICUEHHUS.

BOJNIBHBIM C HM3KOH OITyXOJIEBOM HArpy3KOW MOXKHO IPEIUIOKUTH
MOHOTEPITNIO PUTYKCHMaGOM (4 eXeHeIeTbHbIX BBEICHHS 110 375 Mr/M”
¢ MOCHEAYOUIEN NOAIEPKUBAIOIIEN TEpANUEN B TOM K€ 103€ B TeUe-
Hue mpuMepHo 1 roma). Y OONBHBIX C JOKaJIbHBIMU cranusamu DJI
BO3MOHO HCIIOJB30BATh JIYUEBYIO TEPAINUIO, OJHAKO Iepes ee Hada-
JIOM WJIM OJTHOBPEMEHHO C Hel jkeJaTelbHO 4 eXeHeNeNbHbIX BBeJe-
HUSI pUTYKCHMa0a Uil MPEAOTBpalleHUs TeHepaIu3alud B Ipolecce
oOnmyueHus. TakTUKy «HaOJIOMANl U KIAW» TpEaraeTcsi 00CyaIuTh ¢
NOXWIBIMA OOJNBHBIMHU, @ TaKKe B TEX PENKHUX CIydasX, KOrga cam
NalnyeHT He HACTPOEH Ha Kakoe-Tu0o JeUeHue.

Cxema R-CHOP mnpeanouturensHa y OONbHBIX Monoxke 70 net
¢ 3 nuronoruyeckuM TUnoM PJI U BBHICOKONW OIyXOJIEBOM Harpy3Kou.
R-CVP MOXHO NpeAnoXuTh MOKWIBIM OONBHBIM C 1-2 muTONOTHYe-
ckuM tunom @JI. R-B Bricoko3ekTHBHAS cxeMa KaK y MEPBUYHBIX
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0OJBHBIX, Tak U B penuauBax dJI. DTa mporpamma 0coOEHHO MpenITod-
TUTETbHA Y TTAIMEHTOB C COMYTCTBYIOIIUMH 3a00JIEBAaHUAMH (CaXapHBIN
Ira0eT, THIIepTOHNYECKas: O0Je3Hb, OTATOIIEHHBIN KapIuOIOTHIEeCKUN
anamue3). Omynapabun-cogepkantue pexumbl (R-FAFCM\FC) y mep-
BUYHBIX OOnbHBIX DJI HE MCTHONB3yeTCsl M3-3a BBICOKOW TOKCHUYHOCTH,
MOBPEXKIAIONIETO JCHCTBHAS HAa TE€MOIIOITHYECKOE CTBOJIOBBIE KIIETKH
I'CK u BBICOKO# 4acCTOTHI BTOPHYHBIX OITyXOJIeH (TPHIIOKEHHE 2).

Onpenenenne 3ppexTuBHOCTH JiedeHUsA. OueHKy > QeKTHBHO-
CTH JICUCHUS CIIeIyeT MPOBOANTE B cepeanHe (rmocie 2-3 MUKIa XUMHO-
Tepanuy) 1 MOociIe WHIAYKIMOHHOTO Kypca JISUeHHs, a TaKkKe TOCIe 3a-
BEpILEHUsI Bcel porpamMmel Jiedenust. O0cieaoBaHue MAMeHTa JOIDKHO
00s13aTeNIbHO BKIIIOYATh THIATEIBHBI OCMOTp, KIMHWYECKHE aHAJM3bI,
TIOJTHOE HCCIIEI0OBaHUE METO/IaMH JTy4eBOW TMarHOCTUKH, MPUMEHSBILH-
Mucs 1o Hauaina jiedeHus. [lockonbky [IDT\KT He BXOmUT Ha ceroiHs B
cTaHaapt obcnenoBanus 0onmbHBIX DJI, KpuTepun oueHkH 3(dekra Jie-
yenust nposozsarcs 6e3 yuera [IDT\KT (mpunoxenue 3).

Jleuenue permauBoB. Eciy OonbHOI paHee He MoTydal HMMYHO-
XUMHOTEPAIHIo, TO TIPH PeLUIUBE 3a00JIeBaHUsI Ha WHIYKIMOHHOM 9Ta-
e MOXXHO MPEIIOKUTH JedeHue no nporpammam R-CHOP, R-B, R-CVP
¢ TIocJIeytolIei MoIepKUBatoIeil Tepanyeil purykcuMaOoM B TeueHHe
2-x net. Ecnu mpu nepBudHOM 0OparieHn 00IbHOMY MPOBOAMIACH M-
myHoxumuoTtepamnusg (R+XT), To B peuayBe MOKHO BEPHYTHCS K TOH ke
cxeMe IpH ycinoBuH, uTo ekt coxpansuics 6omnee 3 net. Ecnm npusHa-
KU TIPOTPeCccUpoBaHusl 3a00JIeBaHUs TOSABIIMCH Ha PAaHHUX JTarax Tede-
Husg DJI, To xenmaTenbHO MCHONB30BAaTh MPOrPaMMBl, HE OOJAAAIOLIHe
MEPEKPECTHON PE3UCTEHTHOCTHIO K Mpenblayleil Tepanuu. Tak, mocie
R-CHOP moxno HazHauuTh R-B wim ¢uynapaGunconepskamiye pexu-
mbl. [lomgaepxusaromast Tepamust npu peruanBax DJI yBemuumnBaer 00-
HIy10 ¥ Oe3pelnIMBHYIO BEDKUBAEMOCTb.

VY 6onpHBIX Monoke 60 net ¢ penuanBamu DJI unu nporpeccupo-
BaHHWEM Ha (OHE IMOAAECPIKUBAIOLIETO JICYCHUs] PUTYKCHMAOOM IOCIie
MMMYHOXUMHOTepanuu, Heobxogumo oocyxnare BIXT ¢ ayroTT'CK.
B nepByto odepens KenareIbHO BBINOIHUTH [TOBTOPHYIO OHOIICHIO OILy-
xomnu. Ecnu Gynmer nokaszana tpancdopmanus ®JI, To 310 sBIsiercs no-
HOJHUTENbHBIM TOATBEPKICHUEM NPAaBHIBHOCTH BBIOOpA TEpAIMH.
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B cmydae orcyrctBus Tpancopmanuu PJI, MOKHO pEeKOMEHIOBAThH
XUMHOTEPAHIO C BKIIOYEHHEM IPErnaparoB, HE OOJIafaroluX Iepe-
KPECTHON PE3UCTEHTHOCTHIO K MPEABIAYIIEMY PEXHUMY JICUSHHs, Ha-
npumMep, OeHgaMycTHH-coaepkamie cxemsl mocie CHOP B komOuna-
muu ¢ obunytysymabom. [lpm moctmxenuu s¢dexkra HE0OXOTUMO
OCTaBUTH OOJLHOTO Ha Mozjep:xkuBaromieii Teparmmu antnCD20 MKA
¥ TOJIBKO TTPH TIOBTOPHOM 00O0CTpeHHH 3a00JIeBaHIsI BHOBb 00CYKIaTh
Bonipoc 0 BJXT. Ilpu no3muux pemmauBax BIAXT c aytoTTCK ne
WCTIOJIB3YEeTCS.

[Moxwmnbrx 60mbHEIX ¢ perauBamMu OJI MOXXKHO OCTaBUTH MON Ha-
OroZleHHeM MpH OTCYTCTBHUHM YTIPOXAIOUIMX CHUMIITOMOB aKTHBHOCTU
Oone3nn. Ecnu penmanB mo3aHuil U omyxoneBasi Harpy3ka HeOobIas,
TO MOXKHO HCTIONIb30BaTh MOHOTEPAIHIO PUTYKCUMaOoM. B psizie ciydaes
OYCHb MOJIE3HON MOXKET OBITH KOMOWHAIHS PUTYKCUMa0a C AJUTEIBHBIM
MPUMEHEHHEM MallbiX 1103 nukiodocdana. [Ipu GonbIioii omyxoneBoi
Harpyske OOJBbHBIM HE3aBHCHUMO OT BO3pacTa MOXKHO MPEAJIOKHTH Jieye-
HHUE Ha OCHOBE OeH/IaMyCTHHA 1 00MHyTy3yMa0a. [lepcrekTHBHBIM Tpe-
naparoM B JieueHMH perunuBoB DJI mpencTapisercs JIEHATHIOMHUI B
KOMOHMHAIIUH C PUTYKCUMaOOM.

KOHTPOJIBHBIE BOITPOCHI U 3AJAHUS

e Uro Takoe «OmyxoJyieBas Harpy3Kka» U Kakue KpUTepUu ee Oll-
penensor?

e Kakne neueOHBIE OMIMH JOMyCTUMBI Al OOJMBHBIX C «HHU3-
KO OITyXOJIEBOW Harpy3koii»?

e KakoBBI apryMeHTHI «3a» U «IIPOTHUBY» TAKTHKH «HAOIIONal n
HKIU»?

e Kakoe mecTo umeer jtyueBas Tepanus npu OJI1?

e Kakoil TapreTHslil npenapar ucnomnb3yercs B edeHuu OJI?

e  Yro mpennoyTuTesnbHEe NpHU JIOKAIbHBIX cTagusax DJI — my-
yeBasi Teparus Wik MOHOTEPAHst PUTYKCUMaOOoM?

e Kakoil onTUMalbHBIH peXUM MOHOTEPANIUU PHTYKCHMaOOM
MOYXHO TIPEIOKUTH 00IbHBIM DJI?
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e Kaxoil pexxuM XUMHOTEpaH UMeeT MPEeUMYIIECTBa 1Mo d¢-
(heKTUBHOCTH TIPU JICYEHWU OOJBHBIX C «OOJBIIONW OIMYyXOJIEBOW Ha-
TPY3KOi»?

o Kakoif mpenapar siBiisieTcs 00s13aTeIbHBIM B CHUCTEMHOW Te-
panuu OJI?

e UeM omimM4aeTcs MO MEXaHW3MY NEHCTBHA PUTYKCHMad OT
00uHyTYy3yMaba?

o Kakoil pexuM NOAIEPKUBAIOMIEH TEpariy PHTYKCHMaOOM
peKOMeHI0BaH i puMeHeHus npu OJI?

e lmeer nmu mopzepkuBaromias Tepamnus PUTYKCUMaOOM Ipe-
UMYIIECTBO Tiepe]] HaOmoneHnemM?

e Ucnonssyercs mu BJIXT c ayroTT'CK B xadecTBe KOHCONH-
Januu nepoit pemuccuu npu OJI1?

e Kakne mapameTpbl HEOOXOIUMO PACCMOTPETH ISl «IIEPCOHA-
TU3alumy JeYeHus: peuuauBoB OJI?

o Kaxkoif HanbOoee BaXHBIH (HDaKTOp MMEET 3HAYCHHE TIPH BBI-
Oope Tepanuu penuauBoB OJI?

e KakoBbl moka3zaHus IJI1 Ha3Ha4YCHUs 0OMHYTy3yMada B mep-
BOM JTMHUU U B peuuanBe OJI?

e Yo Takoe Tpancopmanus npu DJI u kakoBa ee yacrtora?

e Kakne mapaMeTpsl MO3BOJIAIOT 3aMOAO3pUTH TpaHcopma-
o OJI?

e HazoBute anroputMm nedeOHBIX MEpONPHUATHA TPH TPaHC-
dhopmarm DJI?
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3AKAIOYEHUNE

Ha ceropnsamuamii AeHp HE CyIIECTBYET €AUHBIX CTAHIAPTOB Jeye-
HUs 60nbHBIX DJI, Kak mpu MepBOM OOpaIIeHNH, TaK U TP PEIUINBaX
3aboneBanus. bonee TOro, OCHOBHBIE MOJOXKEHHSI B OHKOTE€MATOJIOTHH,
TaKhe Kak, IUIOXOM MPOrHO3 Ha JUIMTENbHYIO BBLKMBAEMOCTb IPU OT-
CYTCTBUHU OTBETA Ha MEPBOU JTUHUM TEpalnuy WIM MpsMasl acColUalus
MEXy MOJHOTOM MPOTHBOOITYXOJIEBOTO OTBETA U €€ JJIUTEIBbHOCTHIO,
UMCIOT 3Ha4YCHUE, HO HE SBIIIOTCS aOCOIIOTHO IMOKA3aTeIbHBIMH TPU
3TOM 3a0osieBaHuU. BBIOOp mporpamMMbl JeYCHUST B KaXKIIOM KOHKpET-
HOM ClIydae JOJDKEH OCHOBAaThCs Ha (haKTOpaxX, acCOIMHPOBAHHBIX C
OOJIEHBIM (BO3pacT, KOMOPOUIAHOCTb, TICHXOJIOTHYECKUE TIPEATTOYTCHUS )
M C caMoil 0OJIe3HBIO (OITyXOJeBas mMacca, MPU3HAKKA TPaHC(HOPMAITHIH,
TIpeApIAyIee JIedeHne W CPOKH ero mpoBeneHws1). OmIsapBasch JUIIb
Ha JIECSTh JIeT Ha3all, Mbl BUIUM, YTO JOOABIEHHE OAHOTO, a0COIOTHO
HETOKCHYHOTO JIEKAPCTBEHHOTO TIperapara (PUTYKCUMad) W3MEHHIIO
ectectBeHHoe TeueHue DJI u OonpHBIE Make ¢ HECKOIBKUMH PEIHIH-
BaMU B MIPOILJIOM, MOTYYHJIM PEAJIbHBIN IIAHC JIUTEIBHON BbLKHBAC-
MocTH 0e3 0ose3Hu. B HacTosmee BpeMs B MUpe H3y4aroTcst O0IbIIoe
YHCJIO HOBBIX MPOTHUBOOIYXOJIEBBIX CPEICTB, TAKUX KaK HOBBIC MOHO-
KJIOHAJIbHBIE aHTUTEJIA K PAa3JIMYHbIM MHULICHSM Ha MOBEPXHOCTH
B-kieTok, MMMYHOMOIYASTOPH! (JCHATUIOMHUI), WHTHOUTOPHI CHUT-
HaJbHBIX MyTeW B-KieTodHOro perenTtopa, MHTHOUTOPH MMMYHHBIX
KOHTPOJIBHBIX TOUCK. B3BeIIEeHHBIN MOAX0] K BEIOOPY KaXKI0TO HOBOTO
pexuma jedeHust naet manc 00mpbHBIM DJI MOKHTE 0 BO3MOXKHOM
«CTenyIoMen 3pbl» HOBBIX 3(h(PEKTHBHBIX MPOTHBOOITYXOJEBBIX Mpe-
nmaparoB. He uckiIodeHo, 9To B OyyIleM TaKTHKA JICYCHUS OOIBHBIX
®JI OymeT cBOAMTHCS K KOMOWHAITMH TIPENapaToB, HANpPaBICHHBIX HA
pasITUYHBIC MHUIINEHU, 0€3 OCHOBHOW IHUTOTOKCHYCCKOM XUMHUOTEpa-
MIEBTUYECKON COCTABIISIOLIEH.
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CUTYALIMOHHBIE 3AAAYN

Bbi6epuTe o1MH NPaBUJILHBINA OTBET

1. Fonvuasa X, 65 net. J{narnos: ®@JI 1-2 muTOIOrHI€CKOTO THIIA
C BOBJICUCHHEM IMPaBBIX MICWHBIX JTUMQPATUISCKUX Y3JIOB U IMPaBOU
cimoHHOM kene3bl— IIEA cragmsa. CUMOTOMOB HHTOKCHKAIIUKM HET.
3HauuMol comyTcTByromIed naronoruu HeT. [IpenmoutrurensHas Tak-
THKA JICUCHMS:

A — «Ha0IIONAaN M KIu»

b — nokanpHas gyueBas Tepanus Ha 30HbI BOBICUCHHUS

B — 6 nuknos R-CHOP + nopnpep:kuBaromas Tepamnus puTyKCH-
Mabom

I' — MoHOTepanus putykcuMaboM B BHJE 4 €XKECHEICIbHBIX BBE-
JICHUM

I — MoHOTepamusi puTyKcuMaOoM 4 eXeHeleTbHBIX BBEJCHUH +
MO PKUBAOINAs TEPaNus B TCUSHUE 2-X JIET

E — nokaspHas mydeBas Tepanus + MOHOTEpAIusi PUTYKCUMaOOM
B BUE 4 exXeHeaeIbHbIX BBEICHUN

II. Fonvnoui V., 74 net. Inarno3: ®JI, 1-2 IUTOIOrMYECKOTO THIIA C
MOpaKEHNEM IIIEHHBIX, TTOAMBIIIEYHBIX U TAXOBBIX JTUM(ATHIECKAX y3-
7oB pazmepoM 10 2 cM — IIIA cragus. CUMNTOMOB MHTOKCHUKAIIUK HET.
ComytctByromue 3abomeBanus: MBC. CreHokapmus HanpspkeHws. Ca-
XapHbBIH muadet 2 Tumna. [IpeamodTuTenbHas TakKTHKa JICICHUS:

A — «HaOmonal 1 KIau»

b — nokanpHas gydeBas Teparnvsi Ha 30HBI BOBIICUCHHS

B — 6 mukinos R-CVP \ RCHOP + nonnepxuBatomas Tepanus
puTykcumabom

I' — 6 R-B + noanepsxuBaromias Teparmusi puTyKcuMadbom

1 — moHOTepanus puTykcumMadboM 4 eKeHeneTbHBIX BBEICHUN +
MOJIIEP>KUBAOIAs TEPAITHs B TCUECHUE 2-X JIET

35



E — nokanpHas mydeBas Teparusi + MOHOTEpAIUs PUTYKCUMaOOM
B BHJIE 4 ©KEHEACTbHBIX BBEICHUI

III. Forvnas X, 38 net. Jilnaruo3: ®JI, 3A MHUTOIOrHIECKOTO THITA
C TMOpaXeHWEM INEHHBIX, MOAMBIIIEYHBIX, BHYTpuOpromHbIX (bulky),
MaxXOBBIX JIMM(pATHIECKHUX Y3JIOB, CEJIE3eHKH, KOCTHOrO Mo3ra — [VB
CTaus.

CHMITOMBI HHTOKCHKALIMK (TIOXyZeTa Ha 8 KT, BRIpaKeHHAsT HOY-
Has MOTAUBOCTH). [IpeArnouTuTensHas TaKTHKA JI€ICHUS:

A — «uaOmronait v xKIu»

b — 6 mukios R-CHOP + nomyiepskuBaroriast Tepanusi puTyKCHMadom

B — moHoTepamnus putykcuMaboMm 4 exeHeleIbHBIX BBEICHHUM +
MOJIIepKMBaloLast Teparus B TeUeHUEe 2-X JIeT

I' — 6 nuxnoB R-B + noanepkuBaromias Tepamnus puTyKcuMadbom

I — 6 muxnos G-CHOP + noanep:kuBatomiast repamnusi 0OUHyTY-
3ymabom (["a3uBa)

E — 6 uuknos G-B + noanepxuBaromias Tepanus oOMHyTy3yMa-
6oMm (['a3uBa)

IV. bonvnasa X, 59 net. Inaraos: ®JI, 1-2 mUTOIOrHYECKOTO THIIA
C TIOpakKeHHWEM BHYTPHOPIONIHBIX, MAaXOBBIX JHM(aTHIECKUX Yy3JI0B,
TIEYeHH, CeJIE3eHKN, KOCTHOTO Mo3ra — IVB cranms.

CUMITOMBI MHTOKCHUKAIMK (BBIpRXKCHHAS HOYHAS TTOTIMBOCTD,
noxynaaue). ConyrcrByromue 3aboneBanus: UBC. [locturdapkTHbIit
Kapauockiepo3. IIpeamodTuTenbHas TAKTHKA JICUCHUS:

A — «HaOIrOIail u Kam»

b — 6 uuknoB R-CHOP + noanep:kuBaroniasi Tepanusi puTyKCH-
Mabom

B — moHoTepamus putykcuMadom 4 exeHeleTbHBIX BBEJECHUH +
MOJIICPKUBAOIAs TEPAIHsl B TCUCHUE 2-X JIET

I' — 6 muxmoB R-B + nmoanepskuBatomias Tepamust puTyKcuMabom

I — 6 ko G-CHOP + nonaep xuBaromas Tepamnus OOMHyTY-
3ymabom (I"a3uBa)

E — 6 mmuknoB G-B + momnepskuBaromas tepamnus 00uHyTy3yMa-
o6om (['azuBa)
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V. Bonvuou V, 53 ner. Jlnaruo3: ®JI, 1-2 HUTOIOTHYSCKOTO TH-
Ma C MOpPaXeHHWEM IIEHHBIX, MEANACTUHANBHBIX U BHYTPHOPIOIIHBIX
muMmdarnaeckux y3i10B — [IIA cragms. CocrosHue mocie 6 IMKIOB
R-CVP. Ilonnas pemuccus. [lepBoiif Mo3qHUI peruauB (depes 5 JeT)
C TIOpakeHHMEeM BCeX TpyI nepudepruecKkux, MeIuacTHHAIbHBIX,
BHYTPUOPIONIHBIX JTHM(AaTHIECKHX Y370B, KOCTHOro Mo3ra — IVA
CTaus.

Ha MomeHT penmanBa CUMNTOMOB MHTOKCHKaluu HeT. llpu mo-
BTOPHOM OHMOIICHU OmMyxojeBoro y3na — @JI, 3 1MUTOTOTHISCKUNA THIL.
[IpenmoyrnrenpHas TAKTUKA JICICHUS:

A — 6 uxsoB R-CHOP + nopneprxuBaromas Tepanusi puTyKCHU-
MaboMm

b — MoHoTepamnus purykcuMaboMm 4 exXeHeleNbHBIX BBEJCHUN +
NOJIIepKMBaloOLIast Teparus B TeUeHUe 2-X JIeT

B — 6 nukioB R-B + noanepxupatomnias Tepanus puTyKCcUMa-
6oMm

I' — 6 muknoB G-CHOP + nmopuepkuBatoias tTepamnvs 0OUHYTY-
3ymabom (["a3uBa)

I — 6 muxnoB G-B + nognepxuBatomias Tepamnusi 0OMHyTy3yMa-
6om (I'a3uBa)

E — Bropas nunusa tepanuu ¢ nocneayrome BAXT u ayroTT'CK

VL. bonvnas X, 63 ner. Auaruno3: ®JI, 1-2 ©uTOIOrHYECKOrO TUMA
C TIOpaKCHUEM IICWHBIX, MEAUACTUHAIBHBIX, BHYTPUOPIOMIHEIX JIuMpa-
TUYECKHUX Y3JI0B, JETOUHON TKaHu, IuieBpsl — IVB cramus. CocrosiHue
nocie 6 mukioB R-CVP u nomnepskuBatorieli Tepaniu putykcumaboMm B
TeueHue 7 mecsieB. [IporpeccupoBanre 3a00NICBaHUSI B UCXOMHBIX 30-
Hax. [IpennodrurenbHas TAKTUKA JICYCHUS:

A — 6 nuknoB R-CHOP + nonnepskuBaromasi Tepanusi puTyKkCcu-
Mabom

b — MoHOTepanus putykcumaboM 4 exeHeNenbHBIX BBEICHHA +
MOJIIePKUBAOIIAsl TePAITHs B TEUSHHE 2-X JIET

B — 6 nuxiioB R-B + noanepkuBatonias teparusi puTyKCuMabom

I' — 6 muxnoB G-CHOP + moguepkuBatomas tepamnus oOUHYTY-
3ymabom (I'azuBa)
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Hpaeuﬂbnbte omeemnbl

I — 6 muxiioB G-B + mogneprkuBatomas tepanus 0OMHYTy3yMa-
6om (I'azuBa)
E — Bropas nununs tepanuu ¢ nocneayromieir BAXT u ayroTT'CK
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TECTOBBIE 3AAAHUSI

BriGepute oquH NpaBUIbHBINA OTBET

1. YTO O3HAYAET I[IUTOJOTUYECKUI TUII ®JI?
A — BapuanTt 3a005eBaHUs

b — xapakrep pocra omyxonu

B — cooTHOIIEHNE IEHTPOLUTOB M LIEHTPOOIACTOB

I' — creneHs 310Kau€CTBEHHOCTH OITYyXOJIH

- A+B

E-B+T

2. OBO3HAYBTE TIIPOUCXOXIAEHHUE OITYXOJIEBBIX
KJIETOK ITPU ®JI

A — 13 B-KJ1eTOK MO3roBOTO CJI0SI TUMYCa

b — u3 B-Kj1eToK repMUHaIbHOTO LEHTpa

B — u3 B-Kj1eToK OCTrepMUHAIBHOIO 3Tana

I' — u3 B-KjeToK-npe e CTBEHHUKOB KOCTHOMO3IOBOTO 3Tara

I — u3 T-rum¢pounToB THMYCa

E — u3 honnukyisipHO-IEHAPUTHYECKUX KIETOK

3. HA30BU CUT'HAJIbHBIE MAPKEPbBI, TUITMYHBIE JIJIA ©JI
A — CD10+/-, BCL2+, BCL6+/-, CD5-, cyclin D1-, CD23-

b - CD10-, BCL2+/-, BCL6+/-, CD5+, cyclin D1-, CD23+

B - CD10+/-, BCL2-, BCL6-, CD5+, cyclin D1+, CD23

I' - CD30+, BCL2-, CD15+, CB45+

11— CD20+, BCL2+, BCL6+, MUM1+

4. HA30BUTE OCHOBHYIO IIMTOIEHETHMYECKYIO
TPAHCJIOKAIIMIO, KOTOPASI OINPEJEJISIETCS VY BOJIb-
[IIMHCTBA BOJILHBIX ®JI

A—t(11;14)

B-t(8;14)
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B - 1(9;22)
T - t(14;18)
T-t(11;18)

5. OCHOBAHHMEM [JIs1 HAYAJIA TEPAIIMU IIPU @JI

SABIIETCA

A — yCTaHOBIIEHHE TMAarHO3a

b — manmuawne Tpancnokanuu t(14;18)
B — cragus 3aboneBanus

I' — omyxosieBast Harpy3ka

/| — nmopakeHue KOCTHOIO MO3Ta

6. KAK OBO3HAYAETCS ITPOTHOCTUYECKUI UHJIEKC

[1PU @JI?

40

A — MIPI
B — FLIPI
B - IPI

I - TIPI
J1 - PINK
E - R-IPI

7. COINIACHO KAKOM CUCTEME CTAIUPYETCS ®JI?
A —-TNM

b — Lugano classification

B — Ann-Arbor

I' — Deauville

8. OT YEI'O 3ABUCUT BbIBOP BAPUAHTA JIEUHEHUA?
A — IluTonoruyeckuii TUI

b — Jlokanuzauu onyxouu

B — Hannuue cuMnTOMOB MHTOKCUKALIUU

I' — Cramuu 3a00eBaHus

- A+b

E — A+B+B+T"



9. TIPU JIOKAJIBHBIX CTAJIMIX ®J1 OINTUMAJIBHON
JIEYEBHOU TAKTUKOM SIBJISIETCS

A — naOmrongenue

b — nokaneHas nyuyeBas Tepanus

B — xupyprudeckoe yqaneHue BOBICUYEHHBIX y3JI0B

I' — moHOTEpanus puTykcnMabom

| — *IMMyHOXUMHOTEpaus

E — moHOTepanus puTykcuMaOoM + JIOKaIbHas JIy4eBas TEparus

10. [TIPU PACITIPOCTPAHEHHBIX CTAJUSIX U BBICOKOI
OIIYXOJIEBOM HAI'PY3KE OIITUMAJIBHOM JIEYUEBHOU
TAKTUKOMU SIBJISIETCS

A — na0monenue

b — xumuorepanus

B — MoHOTEpamnus putykcumMabom

I' — uMMyHOXUMHOTEpaUs

J — MUMMYHOXMMHOTEpPANU + HOAACPKUBAOIIAS TEpalUs PHU-
TYKCUMaOOM

E — xumuoTtepanus + noaaepKUBAIoIas Tepanus puTyKcumMadbom

11. KOMBMHALIUA PUTYKCUMABA C BEHJAMYCTU-
HOM SBJIIETCS DPDPEKTUBHOM

A — TONBKO B NIEPBOI TMHUM TEPATTUU

b — TonpKO y MOXKMITBIX OOJBHBIX

B — Tonbko y MoJIOABIX OOJBHBIX

I' — Tonbko B perunuBe 3a0071€BaHUS

I — A+B+B+T"

E — TonbKo npu 3 IUTOIOTHYECKOM THIIE

12. OBMHYTY3YMAB [10 CPABHEHUIO C PUTYKCHUMA-
BOM B KOMBUHAILIMU C XUMHOTEPATIMEI

A — 6oiee > hekTHBEH

b — Oonee ToxcuueH

B — menee addexTrBeH

I' — MeHee TOKCHYCH
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A-A+b
E-B+I'

13. TP PELHUJIMBE 3ABOJIEBAHMSA JKEJIATEJIBHO BBbI-
TTIOJIHEHME BUOIICHUN JIA

A — moarBepxkaeHus penuauba OJI

b — uckimouennst TpanchopManyy OmyXoiau

B — onpeaenenuss HUTOr€HETUYECKUX MYTaIUi

I' — moaTBepxkaeHus: B-ki1eTouHON KIIOHATBHOCTH

J1—-b+B

E - A+b

14. PELIUJINB, PEOPAKTEPHBIN K PUTYKCUMAB-COJIEP-
KAIIUM PEXKUMAM

A —93T0 BcerJa paHHUN PEelUINuB

b — 510 BCcerna no3aHui peuuanB

B — 310 mporpeccupoBanue \ penuauB B TeyeHHE 6 MecCsIEeB Mo-
CJIe IPUMEHEHUS pUTYKCUMaba

I' — »T0 Bcerma peuuIuB Mociae MMMYHOXUMHOTEPATUN

I — A+b

E-B+T

15. CXEMA R-CHOP IIPEAIIOYTUTEJIBHA IIPU JIEYE-
HUN @JI

A — y TOXUIBIX OONBHBIX

b — y Monozpix 00IBbHBIX

B — npu 1-2 nutonornyeckom Tume

I' — mpu 3 nuronornyeckom Tume

- npu otgensHbix Bapuantax OJI

16. CKOJIBKO OTAEJIbHBIX BAPMAHTOB ®JI ObO3HAYE-
HO B ITIOCJIEJJHE KJIACCUDUKALIAN BO3 2017T.

A-4

b-5

B-2
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I'10CCAPUN

Grade — IMTONIOrMYECKHI THII, ONPEaENsieTCs B 3aBUCUMOCTH OT a0-
COJIFOTHOTO YHMCJIa IIEHTPOOIACTOB B OMyXO0NeBbIX (porumkynax B 10 momsix
3peHusI IpU OOJIBIIOM YBEITMIEHUH MUKPOCKOIIA.

CurHanbHble MapKepbl — Ha0Op MapKepoB, 3KCHPECCHs] KOTO-
PBIX B KOMOMHALIMU APYTOM C JIPYTOM SIBJISETCS] CTPOTO crenu(puIHON
MMEHHO AJ151 POITUKYISIPHON JIUM(OMBI.

Tpancnoxanus t(14;18) — cnenudpuyeckas mist GJI Tpancooka-
IHsI, B pe3y/bTaTre KOTOPOH MPOUCXOIUT 00pa3oBaHUE XUMEPHOTO Te-
Ha 3a CUET CIUSHUS ydacTKa MpoTooHKoreHa BCLZ2, KapTHPOBaHHOTO
Ha XpoMocoMe 18, ¢ perynaTopHbIMH y4acTKaMHU T'€HOB, KOAUPYIOLINX
CHHTE3 TDKEINbIX Iereld UMMYyHOTII00ymnHOB (/gH) Ha Xxpomocome 14.

Knaccupurxanuss Ann-Arbor — pexoMeHaanus Mo cTaaupoBa-
HUIO (DOIUKYISIpHOW JTUM(OMBI, PUHSTEIE B Topoae Ann-Arbor B
1971~

FLIPI (Follicular Lymphoma International Prognostic Index) —
MEXIyHapOIAHbIM IPOTHOCTHYECKUH HHIEKC (POJUIMKYIAPHON IuMpo-
MBI, KOTOPBIH TO3BOJISIET ONPENCIUTh HHANBUAYAIBHBIN PUCK PAHHETO
HPOrPECCUPOBAHUS U OTAAJICHHON BBIKMBAaEMOCTH 00IbHBIX DJI

Onyxonepasi Harpy3ka (Tumor burden) — coBoKymHOE MOHS-
THE, OTPAXKAIOIIEe CTENEHb PACIIPOCTPAHEHHOCTH OITyXOJHU, KIMHUYE-
CKHe U JabopaTopHbIE IPU3HAKY €€ aKTUBHOCTH

Taprernas Tepanus (0T aHIVIMIICKOTO cJOBa the target — MH-
IIIEHb) — «MOJIEKYJISIPHO HalleJIeHHas» CHCTEMHasl Tepamwus, KoTopas
OJIOKHpYET POCT PAKOBBIX KJIETOK C MMOMOINBIO BMENIATEIhCTBA B Me-
XaHW3M JIEUCTBUS KOHKPETHBIX IEJIEBHIX (TapreTHBIX) MOJIEKYI, Heo0-
XOIVMMBIX JIJIs1 KaHIIEPOTeHe3a U POCTa OITyXOJIH.
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ITPNAOKEHUS

Tpunooicenue 1.
OtnesabHbIe BApUAHTHI (PONIMKYJISAPHOI JIUMGOMBI

1.1. Iepsuunas ornuxynapuas aumgoma Koxcu

[epBuunas dommkyasprHas tumpoma koxud. (A) TunmuHoe pac-
TIOJIOXKEHHE OIYXOJIM Ha TPYJHOH KIIETKE ¢ 000IKOM MeHee MH(UIBTPU-
POBaHHBIX 3PUTEMATO3HBIX 30H. (B) MynsrineHTpryuecKkuii pocT OImyXo-
71 Ha BojiocucToi yactu roioBel. (C) Auddysnas mHGUIBTpaLus 1epMBI
KPYIIHBIMHA LIEHTPOLMTAMHA M MHOTOJIONIACTHBIMU KJIETKaMH (OKpacka
H&E; x480). (D) Okcnpeccus anturena CD20 (D). (E). Bel-2 skemnpec-
CHpYyeTCsl TEPUBACKYIAPHBIMH T-TMM(OLHMTAMH, HO HE OITyXOJEBBIMU
B-xnerkamu.
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1.2. Tunomemuueckas mooenv pazeumus 0YOOeHANIbHO20 M-
na OJI

Ipg!
MNaive B-cell 6 tH14;18)
BCL2+
UTL
Naive B-cell G‘b ——=
Aptigenic
<fimulation

Activated B-cell

vl

Memory
B-cell ®
Further

oncogenic
lesions

Follicular Iymphoma .
T of the duodenum .-

Nodal follicular
Ilymphoma

l'unoTernueckass Momenb pa3BUTH AyoneHanbHoro tuma @JI.
[lon Bo3melicTBHEM 53K30I€HHOI0 aHTHICHA, HaWBHBIE B-kieTku c
tparcnokanued t(14;18)(q32;21) 3acendroT repMUHAIBHBIE IEHTPHI
CITM3UCTON 0001109KkH 12-TIEpCTHOM KUIIKH U B OTCYTCTBUE JOTIOIHH-
TEBHBIX OHKOTEHHBIX COOBITHI MpOIU(eprupyroT MECTHO 0e3 najb-
HeWIeld MHBAa3uW B ApYyTHE opraHbl U TKaHW. HampoTuB, HonanbHAast
@JI xapakrepusyercsi ZONOJHUTEIbHBIMA OHKOTCHHBIMU COOBITHSIMU,
YTO CIIOCOOCTBYET AMCCEMHUHALIMM U TPAaHC(HOPMALIUH OITYXOJIH.
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1.3. @onnuxynapuas neonnasus «in Situy.

QomnukynspHas Heomasus «in situy. Enuanunsie BCL2+ u
CD10+ ¢omukymnbl, IpencTaBIeHHbIE HEHTPOLUUTaMU Ha (oHEe HOp-
MaJbHOW apXUTEKTOHUKU M COXPAaHHBIX JUM(OHIHBIX (DOIIMKYIOB,
xotopslie BCL2 u CD10-HeraTuBHBI.
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Ipunooicenue 2.

CxeMbl HMMYHOXHUMHOTEPANUM (POJLUINKYJISAPHON JUMEPOMBI

Ha3spanue cxembl | Jo3b1 | Cnoco0 BBeieHUs | Jenn
R-CHOP

Purykcumab 375 mr\m” BHyTpHBEHHO KaneabHO 1
Jokcopybuiiin 50 Mr\m” BHYTpHBEHHO KanejabHO 1
Huxnodocdan 750 mr\nv’ BHyTpHBEHHO KaneibHO 1
Bunkpuctun 2 mMr Buytpusenno 1
[Ipennu3onox 40 mr\v’ BuyTps 1-5
[lepuognyaaocTs 21 neHp

R-CVP
Putykcrumab 375 mr\m” BHyTpuBEHHO KaleabHO 1
Huxnodochan 750 mr\v’ BHyTpHBEHHO KaneibHO 1
Bunkpuctun 2 mMr Buytpusenno 1
[penuuzosnon 40 mr\v” BHyTpb 1-5
Ilepuoauynocts 21 neHp

R-B

Putykcumab 375 mr\m” BHyTpuBeHHO KaneabHO 1
bennamyctun 90 mMr\m’ BHyTpHBEeHHO KaneiabHO 1,2
[lepuogmyanaocts 21 neHp

R-FND
Putykcrumab 375 Mr\m” BHYTpHBEHHO KaneabHO 1
Dnynapabun 25 Mr\m’ BHyTpHBEHHO KaneabHO 1,2,3
MHTOKCaHTPOH 10 Mr\m’ BHyTpHBEeHHO KaneiabHO 1
Jlexcamera3on 20 mr BHyTpHBEHHO KaneIbHO 1-5
[lepuoguganaocTs 28 nHEH

R-FCM
Putykcumab 375 mr\m” BHyTpuBeHHO KaneabHO 1
Dynapabun 25 Mr\m’ BHyTpHBeHHO KaneabHO 1,2,3
MHTOKCaHTPOH 10 Mr\m’ BHyTpHBEeHHO KaneabHO 1
uxnodocdan 150 mr\m” BHyTpHBEHHO KaneabHO 1,2,3

IlepuoanyHocTs 28 aHe
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Ipunooicenue 3.
Kpurtepuu ouenku 3(p(peKTUBHOCTH JIeHEHUSA

Toauas pemuccus (IIP):
1. TTonHOE MICUE3HOBEHHE BCEX MPOSBICHUN 3a00/I€BaHUS, B TOM

YHCIIe BBISBIISIEMBIX MIPH ITOMOIIY JIAOOPATOPHBIX U JIyYEBBIX METOJO0B
JUAaTHOCTHKH, & TaKKe KIMHUYECKHX CHMIITOMOB, €CIIH OHU HMENH
MECTO JI0 Hayasa JICUeHHS.

2. Pa3mepsl TuMpaTHYECKUX Y3II0B:

a. < 1,5cMm mo HamboIbIIEMy JUAMETPY, €CIIH J0 Hadaia jede-
HUSI pa3Mepbl TUMQaTHIecKuX y310B Obutn Oombiue 1,5 cm

b. < 1,0cM no HauboJbIIEMy AMAMETPY, €CIU A0 Hayaia Jede-
HUSI pa3Mepsl TInMdaTrnieckux y3imos obutn 1,5 — 1,1cm

3. Ileuenn, ceneszeHka, eciiv ObUTH YBEJIMYEHBI 10 Hayaja Jiede-
HUSI, HE MaJbIIUPYIOTCS, 1O JaHHBIM JIyYEBBIX METOIIOB OOBEMHBIC
00pa3oBaHUs B HUX HE BBISBIISIOTCS.

4. KocTHblif MO3T 0€3 MPU3HAKOB OITyXOJIEBOTO MopaxkeHus. Ec-
T pe3yNibTaT MOP(HOIOTHYECKOTO UCCIEI0BaHUS KOCTHOTO MO3ra He-
OTHO3HAYHBIN, HAIMYME WJIM OTCYTCTBHE TOPa)XKEHUsS! TOJDKHO OIpe-
JENSATHCS UMMYHOTHCTOXHMHUYECKH.

[P cunTaercs MOATBEPKIEHHOH, €CIM HOCTUTHYTHIH 3ddexT
COXpaHsIeTCsl He MEHee 2 HeIeNb WM KOHCTaTHpyeTcs AajbHenIee
yITy4IIeHHE.

Heysepennas nonnas pemuccusi (IIPH) KoHcmamupyemcst moivko y
bonvHbIX, Komopwbim He ebinonnsiace IIDT-KT ons oyenku sghgpexma:

1. OcTarouHble U3MEHEHHUS, BBIABISIEMbIC TOJBKO TMPH MOMOIIH
JYYEeBBIX METOJOB HCCICIOBAaHUS (OCOOCHHO 3TO KAcaeTcsl 0CTaTOY-
HBIX 00BEMHBIX 00pa30BaHM B MECTE MACCHBHOTO OIMYXOJIEBOTO MO-
paKeHHs, Jalle BCEro B CPEOCTCHHN), B CIIyYae COKPAIICHUS OIMyX0-
nu Oonmee 4yeM Ha 75% OT HMCXOAHBIX Pa3MEpPOB MO CyMME JBYX
HanOOJBIIHX €€ TMaMETPOB. DTH OCTATOYHBIC H3MCHEHHS HE JTOJKHBI
YBEJIMYUBATHCS B TCUCHHE O0JIee YeM 3 MeCsIICB.

2. Tlo apyruMm MOKa3aTessiM — COOTBETCTBHE KPUTEPHUSIM MOJTHOM
PEMHCCHH.
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Yacmuunas pemuccus (4P):

1. YMeHbIlIeHHE CyMMBI AHaMETPOB BCEX H3MEPSEMBIX OYaroB
(UM dOY3ITOB M/MITH 09aroB SKCTPAHOIATLHOTO TIOPAKCHIS) HE MEHEE
yeMm Ha 50%. Ecnu pa3meprl mopakeHHBIX 09aroB MeHee 3CM 10 Hau-
0oJbIIEMy JUaMeTpy, TO 2 HauOONBIIUX OYara JOJDKHBI YMEHBIIUTh-
cs He MeHee, yeM Ha 50% mo Hanbonmpmemy nuamerpy. [lpu Hammann
Oomee yeM 6 odaroB mopaxkeHus Oosiee 3 cM, IOCTaTodHa OIEHKA 6
HaI/IGOHLIHI/IX 0o4aroB, OJOCTYIIHBIX Y€TKOMY HU3MCPCHUIO B JBYX IIEp-
NEHAUKYJSIPHBIX HampaBieHUAX. [Ipy Hamu4Mu MeauacTUHAIBHBIX
W/WIH PEeTPONEPUTOHEATHHBIX 0YaroB IMOPaKEHUs, OHH 00s3aTeIbHO
JIOJDKHBI YIUTHIBATHCS TIPH H3MEPEHHH.

2. OtcyTcTBHE HOBBIX 04YaroB MOPaXEHHUsS, OTCYTCTBHE MpH3HA-
KOB YBCJIMUCHHEC KaKoro-inbo us paHee NUArHOCTUPOBAHHBIX OYaroB
MOpakeHUsI.

3. B cinydyae ucxomHOTO MOpa)XeHUs] KOCTHOTO MO3ra, CTaTyC KO-
cTHOTO Mo3ra st onpeaencHust YP uHe 3Haunm. OgHAKO TpU COXpaHe-
HUM MOPAKEHUST KOCTHOTO MO3Ta B MPOIIECCE U/IITH TIOCIIE 3aBEPIICHUS
nedeHus1, 00s3aTeIbHO YTOYHEHHE XapaKTEPUCTUKUA OMYyXOJIEBBIX KIle-
TOK. BoNbHBIE ¢ MCXOIHBIM MOPaKEHUEM KOCTHOTO MO3Ta, Y KOTOPBIX
TIOCJIe 3aBepIICHNS JIeUeHUs KITMHInYecKn auaraoctupyercs [1P, o mpu
3TOM COXpPaHSETCS MOpPaKeHHE KOCTHOIO MO3ra MM KOCTHBIA MO3T HE
MOJKET OBITh OIICHEH, OTHOCITCSA K UP.

Cmabunuzayus (Cm)
[Toka3zaTenu omyxoau HEe COOTBETCTBYIOT HHM Kputepusm 1P wnn
YP, HM KpUTEPUAM IIPOrPECCUPOBAHUSL.

Peyuoue (nocne I1P) unu npoepeccuposanue (nocie 4P unu Cm)

1. TosiBneHre HOBBIX 04aroB (yBEIHYCHUE JTUM(PATHICCKUX y3-
JIOB WX OOBEMHBIX O0pa30BaHUN SKCTPAHOMAIBHBIX JIOKATHU3AI[HIT)
oosnee 1,5 cM B HauOOJIbIIIEM M3MEPEHUU B MPOIECCE WM IMOCIE 3a-
BEpILIEHUS JICYCHHS, BHE 3aBHCUMOCTH OT M3MEHEHUS Pa3MepoOB JIPY-
TUX 0YaroB MOPaXKCHUsI.

2. VYBelu4yeHHEe KaKk MHHHMYM OJHOTO YK€ HM3BECTHOTO oOuara
6omnee yem Ha 25% oT MuHUMaNkEHOTO. [ 0uaroB Menee 1 cM B Hau-
0oJbIlIeM U3MEPEHUH — yBenmudeHue 10 1,5 cm u Gonee.
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Ipunosicenue 4
HanmeHnoBaHuS M KOABI CIEIHAJILHOCTEH,
AJIS1 KOTOPBIX MOKeT ObITh UCI0/1b30BaHO YueOHOe nocodue

Ounkomnorus 31.08.57
I'emaronorus 31.08.29
Pagmoreparms 31.08.61
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