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Cnucok cokpameHuii

Al' —anTuren

AWT'A —ayronMMyHHas FeMOJUTHYECKAs AaHEMUS

AT — antureno

BIIB —GecnporpeccrBHast BEDKHBAEMOCTh

BPB — 6e3penuinBHast BBKHBAEMOCTh

BCB —GeccoOpITuiiHas BEDKUBAEMOCTh

UTII —uanonaruyeckast TpOOOLUTONIEHUYECKAs IypIIypa

KUK — xymMyJISTHBHBIN HHACKC KOMOPOUTHOCTH

MOB —MunnManbHasi octaroyHasi 00Je3Hb

HIIP —HOAYNsIpHAs YacTUYHAS PEMUCCHS

OB —o0111as1 BBDKUBAEMOCTD

OO — o0mmit oTBET

[IK — nepudepuueckast KpoBb

[IP —nosHas pemuccus

IIp —nporpeccus

CO — crabmnms3anus

CK® —ckopocThb KIIyOOUKOBOH (QHUIBTpaAIK

XJUI —xponndeckuit IumMQpoIeiikos3

YP —yactuyHas pemuccus

BR —xuMuoTepaneBTHUECKHI peKUM, COIEep KAl OCHIaMyCTHH U PUTYKCHMa0
CD —xiacrep nuddepennuponku (cluster of differentiation)

CMV — nuromeranosupyc (Citomegalovirus)

FC —xummnoTtepaneBTHUECKHI pexuM, coiepkaiuii ¢urynapadus u nukinodochan
FCR —xumMuoTepaneBTHYCCKHAN PEXKUAM, CoJiepKaliui ¢irynapaduH, mukiaodochan u
pUTYKCHMaO

FCMR —xumuoTepaneBTHICCKHN PeXUAM, coiepkanmid (irymapaduH, mukiodocda,
MUTOKCAHTPOH U PUTYKCUMAO

FISH —dnyopectienTaas rubpugusars in situ
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BBEJIEHUE

Onpenenenne
Xpoumyeckuit mamMponeiiko3 (XJIJI) — omyxoib, XapakTepu3yIOIascsi HaKOIUICHHEM 3PEITbIX

TuMQOIMTOB, dKCIpeccupyromux Mapkepsl CD19, CD23, CD20, CDXnunnveckoe TeYeHUe
XJUUI BapuabenbHoO.

IIUIEeMHOJI0T U

Xponnueckuit mmponeitko3 (XJIJI) — camblit yacThiil BUJI JIeiiK030B y B3pocibiX. YacToTta
ero B EBponeiickux crpanax coctaBiser 4:100 000B rox u HEmOCpeICTBEHHO CBs3aHA C
Bo3pactoM. Y sun crapie 80 ser ona cocrasiser >30:100 0008 rox. Menuana Bo3pacta Ha
MOMEHT YCTaHOBJIEHUs AuartHosa B EBpomnelickux crpanax coctasiser 69 ner. B Poccun XJIJI
BBUIBJISIETCSI peke M MeAMaHa Bo3pacTa Ha MOMEHT YCTAHOBJEHMs JMarHo3a MEHBbIIE,
COpa3MepHO MEHbIIEH MPOJOIKUTEIEHOCTH KU3HU POCCHUSH.

YpoBenn 10Ka3aTeILHOCTH

Pexomenmariu pa3paboTaHbI ¢ y4€TOM YPOBHEH JT0Ka3aTeIbHOCTH (Tabmumbl 1 u 2).

Tabmmma 1. YpoBHHE JT0OKa3aTeTbHOCTH

YpoBeHb Kiracerr qokazarenscTs
Jloka3aTenbHOCTh, OCHOBAHHAS HAa MET-aHAJIN3e PaHJOMHU3UPOBAHHBIX

la KOHTPOJMPYEMBIX MCCIIeIOBAaHUN
JlokazaTenbHOCTh, OCHOBaHHAs KaK MUHIUMYM Ha OJTHOM PaHJIOMHU3UPOBAHHOM
Ib KOHTPOJIMPYEMOM HCCIIEIOBAHUH C XOPOIIAM JH3aiHOM
Jloka3aTenbHOCTh, OCHOBaHHASI KAK MUHIUMYM Ha OJTHOM KPYITHOM
lla HEPaHJOMHU3UPOBAHHOM KOHTPOJIUPYEMOM UCCIICIOBAHIT
JlokazaTebHOCTh, OCHOBaHHAsI KaK MUHIUMYM Ha OJTHOM
lIb KBa3HAKCIIEPEMEHTATFHOM HCCIIEIOBAHUH C XOPOIIUM JTU3aHOM

JlokazaTenbHOCTh, OCHOBaHHAs! HA HEAKCIIEPUMEHTAIbHBIX OMUCATEIBHBIX

HCCIIEIOBAHUSX C XOPOIINM JIU3aifHOM, THUIIa CPABHUTENBHBIX HCCIIEOBAHUH,
[l KOPPEJISIIIMOHHBIX UCCIIEIOBAHUN U UCCIEAOBaHUM CITy4aii-kOHTPOJIb

Jloka3aTebHOCTh, OCHOBAHHAsI HA MHEHUH 3KCIIEPTOB, HA OIBITE UM MHEHUU
v aBTOPOB

Tabmumia 2. YpoBHH peKOMEH 1A

YpoBeHb YpoBHUN
peKOMEHaluu  JoKa3zarenbHOCTH  OmnucaHue
TpeOyeT mo kpaifHeit Mmepe 0HO
PaHIOMU3UPOBAHHOTO UCCIIEAOBAHUS XOPOIIETO
A la, Ib KayecTBa U II0CIIEN0BATEIbHOCTHA
JlokazaTenbHOCTh, OCHOBAHHAS HA XOPOIIIO
BBIITOJTHEHHBIX HEPAHIOMU3UPOBAHHBIX KIIMHUUECKHAX
B la, lib, I HCCIIeJOBaHUIX
JlokazaTenbHOCTh, OCHOBaHHAs! HA MHEHUHU JKCIIEPTOB,
HAa OTIBITE WU MHEHHH aBTOPOB. Y Ka3bIBaeT Ha
C \Y4 OTCYTCTBHE HCCIIEIOBAHUN BHICOKOTO KaduecTBa



MeToa010rHsl pa3padoTKH KJIMHAYECKHX PeKOMEeHIAIMId

Poccuiickoe npodeccnoHanbHoe 00IIECTBO OHKOTEMaTOJIOTOB I0JT PYKOBOJICTBOM Ipodeccopa
N.B.IlognyOnoit wu HaumoHanmbHOe TreMaTojJorHYecKoe OOIIeCTBO MOJl PYKOBOJICTBOM
npodeccopa B.I'.CaBueHKO BBICTYIWIN C WHUIIMATHBOU HAMMCAHUS POCCHHCKUX KIIMHHUYECKUX
PEKOMEHIAIUA TI0 JUArHOCTHKE M JICYCHUIO 3JI0KAUYECTBEHHBIX JTHM(OTPOTUPEPATHBHBIX
3aboneBanuii. JlanHoe HaumHaHue ObUTO MOoepkaHo mpodeccopom F.Cavalli (Iseinapus) u3
[IBe#IapCcKOTO FOKHOTO OHKOJIOTUYECKOTO HMHCTHTYTA, KOTOPBIA COTJIACHIICS CTaTh TPETHUM
PYKOBOJUTENIEM IIPOCKTA. Y YHUTHIBAIOIIAs KOMMEHTAPHH POCCUUCKUX U 3apYOCIKHBIX SKCIEPTOB
Bepcus JIOKyMeHTa OblIa OTIIpaBlieHa Ha paccMoTpeHre B HarmoHanbHyt0 BCeoOIIyI0 paKoBYIO
cetb CIHIA (NCCN). Coemanue ¢ Bexyummu 3xciepramu NCCN cocrosiiocs B ekabpe 2012
r. B Mockse. JInHaMUYHOE pa3BUTHE COBPEMEHHOM OHKOTEMATOJIOTHH TPEOyeT OT CIEIHAIMCTOB
MMOCTOSIHHOTO OOHOBJICHUSI CBOUX 3HAHMI U BHEJAPCHHS HOBBIX METOJIOB JIMATHOCTUKH U JICUCHHUS
B TIPaKkTUKy. B 93Toif CBSI3M KJIMHUYECKHE PEKOMEHIAIMK JIOJDKHBI OBITh JIMHAMHYCCKHM
nokymMeHToM. OOHOBJIeHHE POCCHICKMX KIMHHUYECKUX PEKOMEHIAIUI 10 JUArHOCTUKE H
JICUYCHUIO  3JIOKAYECTBEHHBIX JMMQorpoindepaTtnBHbIX 3a00/IeBaHWA  IUTAHUPYETCsS  Ha
eXeroHou ocHOBe. OOCYXIeHNE JaHHOW BEpCUU peKoMeHaaIui coctosioch 19 ampens 2014
roja B paMKax 20 HaIMOHAIBHOTO KOHTpecca remaroiioroB Poccun. Pekomennmarym
MpeaHa3HauYeHBI I OHKOTEMATOJIOTOB, XUMHOTEPATIeBTOB, XUPYPrOB-OHKOJIOTOB, PaJHOJIOTOB H
aJIMAHUCTPATOPOB 37PaBOOXPAHCHUSI.

EI/IaFHOCTI/IKa

1. Kpurepuu quarsosa

Jlumdormrapaas mumpomMa/xpoHHUYECKHA JTUMGOJIEHKO3 — 3T0 B-KjeTouHas omyxoib u3
MEJNKHX JUM(OUIHBIX KIETOK C TMPHUMECHI0 TPOIMM(OIMTOB W MapanMMyHOOIAaCTOB.
KoMmmakTHOe  pacrmoyio)keHWe  HpOJUMQOIMTOB W TapauMMYyHOOIAacToB  oOpasyer
TICEBI0POUTUKYIISIPHBIE CTPYKTYPHI.

Jlumdormrapaas auMboma/xpoHHUECKU# THUM(OIEHKO3 XapaKTepH3yeTcsl TeTepOreHHOM
IKCIIpeccueit CD20, KOJKCIIpPEeCcCHEeH CD5, CD23, CD43. PesynbTaTh
AMMYHOTHCTOXUMHUYECKOTO OKpammmBaHus ¢ antutenamu kK CD38u ZAP-70He koppenupyroT ¢
MIPOTHO30M.

['maBHBIM ITUTOTEHETHYECKUM MAapKepOM, HEMOCPEJCTBEHHO BIHSIOIAM Ha BBIOOD
Tepanuu, sBisgercs aenaenus 17p (1a).Pekomenayercs mpoBoauTh CKPUHHMHT Ha Jaejienuio 17py
BceX OONBHBIX, UMEIOMMX ITOKa3aHWs K Hadaly Tepanmud. He pekomeHmyercs TpOBOIUTH
uccnenopanne FISH mamuenTam, y KOTOphIX HET MOKa3aHUW K Hadaimy Tepanuu. Kpome Toro,
’KeJarespHO ucciaemoars Hanmmure t(11;14), t(11q;v), +12, del(11q), del(13q).

JIie TOCTAaHOBKH JIiarHO3a XpOHHWYECKOro JmMmQoleiiko3a TpeOyeTcss aHaln3 KpPOBU H
AMMYHO(EHOTHITMYECKOE HCClieioBaHue. J[MarHo3 ycraHaBIHMBaeTCsl TMPH BBIIBICHHUU Ooliee
5000 xnoHampHBIX B-mamdonuror B 1 Mk mepudepumueckoir kpoBu. Kietkm XJIJI
skcnipeccupytoT antureH CD5 m B-knerounsie mapkepsr CD19, CD20,u CD23. Yposenb
HKCIPECCHH MMOBEPXHOCTHBIX MMYHOTT00ymmHOB, CD20u CD79bna kietkax XJIJI Huke, dem
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Ha HOpMaJIbHBIX B-muMdonurax. [y muMpombl U3 KJIETOK MAaHTUHHON 30HBI TAK)KE XapaKTepHa
skcripeccuss CD5, Ho He xapaktepHa 3kcmpeccus CD23B-kneTouHbldi mpoduMQOIUTapHBINA
Jeiko3 xapaktepusyetcsi Bbicokoi skcmpeccueir CD20; na xnerkax B-IUIJI B 50% ciydaes
orcyrctByeT CD5. B Ma3ke kpoBu kietkn XJUI BRITISAAT Kak JTUMQPOLHUTHL € Y3KUM 000KOM
LUTOIUIa3MbI M IUIOTHBIM SJIPOM M YAaCTMYHO arperupoBaHHBIM XPOMAaTHHOM, 0€3 OTYETIMBOTO
snpbIinka. BoaMoxkHa npuMechk 0ojiee KPYIHBIX aTHUIIUYHBIX KJIETOK, KJIETOK ¢ paclleryICHHBIMU
SJIpaMu U MPOIUM(OIMTOB, 3TO He mpoTuBOpeunT nuarno3y XJUJI. Ilpu BeisiBiaenun 6onee 55%
npoMM(OIMTOB B KPOBH JAMArHOCTHpYeTcs B-kieTounslii nmpomumdorurapusiit seitkos. s
XJUI xapakTepHO BBISIBJICHHE B KPOBH pa3pyIIEHHBIX KJIETOK —TeHel [ 'ymmpexTa.

Jlumpomy u3 Manblx JUMGPOLUUTOB TUATHOCTUPYIOT IMpPH HAIMYUM JHMM(pageHonaTuy,
CIICHOMET MM, TUTONEHHUH NP YCIOBHUH, YTO YUCIO B-TUMQOIUTOB B KPOBH HE MPEBBIIIALT S
x 10/n. JlmarHo3 momkeH OBITH TOATBEPXACH Owomchedl muMparnmdeckoro ysma. B
THCTOJIOTHYECKUX MpenapaTax Mop@oJoruueckuil cyocTpar npejactaBieH JUGQy3HbBIM pocTOM
HEOONBINX JTUM(OUIHBIX KIETOK € OKPYIJBIMHU SIpaMH, KOMKOBaTbIM XpOMAaTHHOM, 0e3
OTYETJIMBBIX SJIpbIIEK. B cpe3ax TkaHM JIMM(aTHYECKOro Yy3jga HEpelKo MPUCYTCTBYIOT
(OIUTHKYIOTIOIO0HBIE  CTPYKTYPBl — TICeBIO(OIUTUKYIBI, TaK Ha3bIBaeéMble 30HBI POCTA,
MIPEJICTaBIICHHBIC YBEIMYEHHBIM KOJMYECTBOM ITAPAMMMYHOOIACTOB, KIETOK C MOPQOJIOTHEn
MpOTMM(OIMTOB € PA3TMYUMBIMU SApHIIKaMu. [IceBIodoIHKyYIBI MOTYT JEMOHCTPUPOBATH
cinabyro smepHyio skcipeccuio Cyclin D1.

XJUI mma ymMdomMy H3 MabIX JUMQOIMTOB MOXKHO 3aIloJI0O3pUTh Y TAIlMeHTa ¢
HEGOMBIIAM JIMMQOIMTO30M, HO 4rcioM B-muMdounTos <5x 1071 B kpor. Eci 110 1aHHbIM
¢usukanpHOTO  OoOciemoBanus, KT 'y mamumenta He BBIIBISCTCS JTUMQaIeHONATHH,
CIUICHOMETaJINM, a TaKkKe HEeT IUTONEHUH, AUATHOCTUPYIOT MOHOKJIOHAIbHBIA B-KileTouHbIH
mumporuros (MBKIJI). MBKJI — He 6ones3nb, a cocrostHue mpeapacmonokenHoctd k. XJIJI ¢
yactotoir mporpeccur B XJIJI 1 — 2% B ron. Kpurepun mmarnoza XJIJI, JIMJI u MBKIJI
rpaduvecKy mpecTaBiIeHbl Ha cxeme 1.

Cxema 1.
Kputepun nmuarnosza XJIJI, MBKIJI, JIMJI



‘ B-n1uMOIUThI ’

‘ <5000/MKn ’ ‘ >5000/mMKn ‘

JlumdageHonaTus,
CIJIEHOMETraud, IUTONIEHUH,
WHPHILTPATUBHBIE HJIH

XJn

HMMYHHbIE
HET ECTb
MoHOKJ/JIOHAJIbHBIH B- Jlumdoma U3 MaJIBIX
KJIETOYHBII JUMPOLUTO3 JAUMOOIHTOB

VY 3-5%60apHb1x XJIJI 1 mumbomoit 3 Masix mumdorutos (anagora XJIJI) pasBuBaetcs
KpymHoOKyIeTouHass JuMmdpoma wim auMmpoma XomkkuHa. [losiBIeHHE KPYITHOKIETOUYHOM
muMmdombl Ha (pore XJIJT HazpBaeTcs curapoMoM Puxtepa. [losBienne mumpombl XOKKHHA
Ha ¢one XJIJI Ha3wpIBaeTCs XODKKHUHCKOW TpaHcdopmarmeir. Bo Bcex cimydasx JIOKaIbHOTO
YBEJNWYCHUST JTUM(OY3IIOB WM CYIIECTBEHHOTO W3MEHEHHS KIMHHYECKOW KapTHHBI OOJIe3HU
HEOOXOAMMO  JeNaTh  OWOINCHIO  JTUMQOy3Ta WIM  3KCTpaHOAATbHOrO  odvara. be3s
Mop(doIorudeckoil Bepru(pUKaIuy 3TOT TUArHO3 HEe CTaBUTCS.

2. Ilian o0ciaenoBanus
[lepen Hayamom Tepanuu (IEPBO U MOCIICAYIONINX JIUHHI) PEKOMEHYETCS BBITIOJTHEHUE
CIIETYIOIINUX MCCIIeJIOBAHMIA:

OcMoTp ¢ nasnpnanueit TuMQoys3oB, MEYeHH, CeJIe3eHKH, OCMOTPOM MUHAAINH
OOt ananu3 KpoBU C OIpeieNICHHEM YPOBHS TPOMOOIIMTOB M PETUKYJIOIIUTOB
VMMYHO(EHOTHITHPOBAHHE KPOBH, €CITH He BBITONHSIOCH panee”
Tpenanobuorncus u MueIOrpamMmma

AR

broxumuyeckuit aHanu3 KpoBH, BKIIIOYAIOIIUH ompeseieHue Oenka, Omimpyonna, MoueBoi
KHUCIIOTHI, TpaHcamuHas u JIJIT'.

o

3HeKTp0(I)0pe3 1 UMMYHOXUMHUYICCKOC UCCIICAOBAaHNEC CHIBOPOTKH KPOBHU U MOYN

~

[Ipsimast mpoda Kym6Gca

8. Y3U OpromHoil monoctu. YiIbTpa3ByKOBOE HCCIEOBaHUE HNEPUPEPHUUECKUX JTUMGPOY3IIOB
OTHOCHUTCS K JK€JIaTeJIbHbIM, HO He 00s13aTeIbHBIM MPOIIelypaMm.

9. Pentrenorpadus rpyaHo# KICTKH

10. Onpeiernienne MapkepoB BHPYcoB renatutos B C u muToMeranosupyca

1 MuHuManbHas NaHelb UMMYHO(EHOTUMpOBaHUS AoJbKHa BrmodaTh: CD19, CD5, CD23, CD79bganmna u
nsam6aa, FMC7, CD20, CD10, CD38, ZAP70.
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11.I{uToreHeTHYECKOE UCCIICOBAHME H/HITH FISH

OcranbHble HCCIEAOBAHUS BBIMOJTHSIOTCS HCXOJS W3 KIMHUYECKMX Moka3zaHuid. llpu
MOJIO3pEHNN Ha TpaHcpopMmamuio TokazaHa Owomncus JuMdoy3ina, KOCTHOTO —MO3Ta,
AKCTPAaHOAAIBHOIO OYara.

3. Omnpenenenue craanu

CragupoBaHHe OCYIIECTBISIETCS MO pe3yibTaTaM OOCIEJOBAaHHUS B COOTBETCTBHU C
KpuTepusmMu kinaccudukanuu J.L. Binet fadn. 3)

Tabnuna 3.
Cramuu XJIJI o Binet
Cranust | XapakTepucTHKa Menuana % GONBHBIX B
BBEDKMBAEMOCTH, MeC. | JIe0roTe
A Hb >100r/n, TpomboruTer >100x > 120 60%
10/
[Topaxxeno < 3umparuueckux
oOnacTteit
B Hb >100r/n, TpomGonuTer >100x 61 30%
10/
[Topasxeno >3 numdarndeckux
oOnacTeii
C I'emorno6un < 100r/n NJIN 32 10%

Yposens TpoMboruToB < x 107/

[Ton mumpaTrueckumMu 06JIacTIMU TOHUMAIOT:
* ImeiHbIe TUM(OY3IIbI
*  MOIMBIIIEYHBIE TUM(OY3IbI (C OAHOM WK IBYX CTOPOH)

*  maxoBble JTUMQOY3IIbI (C OJHON WK IBYX CTOPOH)

2 BceM O0onbHBIM, KOTOPBIM IUIAHHPYETCS Ha3HAuUeHHWE PHUTYKCHMab-CcoIepXkalluX pPeXUMOB, HE00XOIUMO
MPOBOJUTH Pa3BEePHYTOE BUPYCOJOTMYEecKoe OOCIelOoBaHHME Ui BBISBICHUS MapKepoB BHUpyca rematuta B,
BKiItovaroee HbsanTuren m anturena k Bupycy remaruta B (anti-Hbs, anti-Hbe)Ilpu BobisiBnenun antuten k
Bupycy remaruta B (anti-Hbs)nokasano uccnenosanme JTHK Bupyca remarura B B ceiBopotke. Hammume Hbs-
antureHa wii Haimume JIHK Bupyca rematuta y CepoONO3MTHBHOTO MAalMeHTa SBIACTCS OTHOCHTEIbHBIM
MPOTHBOTMIOKA3aHUEM K TMPOBEJCHUIO Tepanmuu PUTYKcUMaOoM. [lns mauueHTOB ¢ rematutoM B neueHue
PUTYKCHMAO-COiepKaIIMU PEKUMaMU JI0JDKHO MPOBOAMTBCSA MPH MPO(GUIAKTUUECKOM Ha3HAYe€HMM 3HTEKaBHpA.
OHTeKaBUp Ha3HA4yaeTcs Ha Becb MNEpPHUOJ JIeUeHHMs M He MeHee rofa Iocie 3aBeplIeHUs Tepanuu Mpu
HEOJHOKPATHBIX OTpULATENbHBIX pe3ynbTatax TecTupoBaHus JJHK Bupyca remartura B B xpoBu. OntumanibHas
NPOAOIKUTEILHOCTD TEPANMU SHTEKaBUPOM IOCIIe 3aBepLIeHHs Tepanui puTyKCcuMaboM He onpeleneHa.

3 I'aBHBIM LUTOreHETHYECKUM MapKepOM, HEMOCPENCTBEHHO BIUAIOIMM Ha BLIOOp Tepamuu, SBIAAETCS JeNelus
17p. PexomeHnayeTcss MPOBOOUTh CKPUHMHT Ha Aenenmio 17py Bcex OONBbHBIX, MMEIOUIMX MOKa3aHWA K Hadairy
Tepanuu. He pekoMmenmyeTcst NpoBoAnTh MccienoBanue FISH maumeHTam, y KOTOPBIX HET MOKa3aHUM K Havamy
tepamuu. KpoMe Toro, sxenaresibHo HcciienoBath Hamnuue 1(11;14), t(11q;v), +12, del(11q), del(13q).

10
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¢ ITICUYCHb

* Cele3cHKa
4. @opMyJHPOBKA JHATHO3A
Jlrarso3 XxpoHU4ecKoro JuMQoieikos3a JOJKEH CKIIAAbIBAThCS U3 5 COCTABIISIONIMX

1. Cragus mo xiaccudukanuu Binet ykaspiBaercss Ha Tekymuii MoMeHT. B jmarnose
pPEKOMEHJIyeTCsT OTMETHTh HaJlW4yhe MAaCCHBHON JmMbaaeHomnatun (pasmepsl >5 cwm,
00pa3oBaHUe KOHIJIOMEPATOB)

2. VYka3zaHue Ha HaJIMYKME BBICOKOTO pHcka (Hamuuwme jaesienuu 17p,myranuii TP53). Hukakux
JIPYTUX TPOTHOCTUYECKUX KaTeropuil, KpoMe yKa3aHHsl BBICOKOTO pHUCKa B JUArHo3e He
Tpedyercs. MupiMu cioBamu, ecnu nenenus 1/p He HailfeHa, 3TO HE HYXHO YKa3bIBaTb
CHEIHUATLHO B JUArHo3e

3. Hudopmarms o mpeaiecTByoei Tepanun

4. ®daza: Oe3 NOKa3aHUN K TEPANUU, PEMUCCHS, PAaHHUHN PEIUIUB, MO3HUN peruIuB (TIEPBHIi,
BTOPOIA, N-HBII), TPOrPECCUPOBAHHE

5. OcnoxxHeHus

B nmarsose ykasplBaeTcsi TO, YTO CYIIECTBEHHO I ONMCAHUS TEKyIIEeW CUTyallud u
MPUHATHUS PEIICHUS O TepaIuu.
[Ipumeps! popMyIHPOBKH JHArHO3a:

o XJUI, cramus A, 6e3 moka3aHHii K TepanuH.

e XJUI, cramus B, maccuBHas aboMuHAIBHAS JTAM(AICHOTATHS, BRICOKHIA PHCK.

*  XJUI, cramus B, cocrostnue nocie 6 kypcos FC, pemuccusi.

o XJUI, ctamust A, COCTOSIHHE TIOCIIE TEPAITHH XJIOPaMOYITUIOM, TPOTPECCUPOBAHHUE.

e XJUI, cramus C, ayrouMMyHHasi reMouTuueckas anemus |l ctenenu tsoxectu.

e XJUI, cramus C, cocrosaue mocie 5 kypcoB FCR, 6kxypcoB R-CHOP,MonoTepanmu
aneMTy3ymaOoM, TpeTHH pernuanB. Acrieprusuies JEerkKux.

Jleuenme
1. Iloka3anus K Havay Tepanuu B-kieTrounoro xpoHudeckoro Jumdoeiikosa.

Oxono 40% mnarpieHToB (IBe TpeTH OOJBHBIX, MMEIOIIUX CTaadi0 A B 1e0I0TE€) UMEIOT
MeJIJIeHHO-TIpoTrpeccupyroriee TeueHue XJUJI, mpuuem mpoaomKuTeIbHOCTh WX JKA3HH OJM3Ka K
oOImenonyaIaIuOHHONH. Y HEOOJBINOW Tpynmbl OOMBHBIX ¢ TierommuM Tederunem XJIJI
HEe0oOX0IMMOCTh B JICYEHUH He BO3HUKAeT HHUKoraa. Hamuuue Takoil rpynmbl OOJIBHBIX JeaeT
00OCHOBAaHHOHM TaKTHKY BbDKUJATENBHOTO HAOIOAEHUS IO MOSBIECHUS MOKa3aHW K Teparuu.
ITosromy tepanus XJIJI qo/mkHa HAYMHATHCS TIPU HAJTMYUH CJIEIYIOMUX MoKa3anuii (la):

1. OnauH uim 0oJjiee CHUMIITOMOB MHTOKCUKAIIUH

11
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* morteps Beca >10% macchr Tena 3a 6 MecsieB (eciu MaMEeHT He TpeAnpUHIMAT
Mep K TOXYIaHHUIO)
« ECOG>2
* cyOdeOpunbHas Tuxopaaka 6e3 mpu3HaAKOB HHPEKIIUN
* HOYHBIE TOTHI 0€3 MPU3HAKOB NHPEKINN
2. Hapacratomas anemuss u/wim TpoMOOLIMTONEHUS, OOYCIOBICHHAs WH(HUIbTpaIUen
KOCTHOT'O MO3Ta

w

AyTOUMMYHHAsI aHEMHUsI U/WJI TPOMOOIIUTOIICHUSI, PE3UCTEHTHBIE K TPEAHU30JIOHY

4. bonpmme pa3Mepbl cene3eHKH (>6 cM HuKe peOepHOi Jayru), SBHOE YBEIWYCHHUE
CeJIe3eHKH

5. MaccuBHas u HapacTaroiast JuMQpaeHOnaTHsI

6. Ilpupoct mumdornmroza Gomnee, veM Ha 50% 3a 2 mecsma;, Bpemst ynsoenust (BYJI)

TuMQOIUTOB MeHee 6 MecsiiieB

[TarmenTe! B craguun A ¢ AUTI'A unu UTII nomkHBI odyyaTh JIEYEHHE TI0 MTOBOJAY 3THX
OCJIO’)KHEHUH, a He IPOTUBOJIEHKO3HYIO Tepanuio. beccuMnToMHasi TuroraMMaryioOyJIMHEMHUS U
HaJIM41e MOHOKJIOHAJIbHON CEKPEINH CAMHU 110 ce0e He SBIIIOTCS ITOKA3aHUEM K JIEUEHUIO.

BriaBiacHne MapKEepoB OTpULATCIILHOTIO IIPOrHO3a, B TOM YHCIC ACJICIUN l7p npu
HEBBICOKOM Macce OIIYXOJIK HE ABJIACTCA ITOKA3aHUEM K Havdally TCpaluru.

2. OGocHOBaHHeE JIeUeOHOH TAKTHKH.
Br16op Tepanuu y 6ombpHBIX XJIJI Oazupyetcs Ha Tpex rpynmnax (GakTopoB:

1. xapaktep OONE3HH: TSKECTh KIMHUYECKUX TMPOSIBICHUN, Haimuune (QaKTOpoB
He0JIaronpusTHOrO IIPOrHO3a;

2. cocrostHMEe OOJIBHOTO: BO3pPACT, COMATHYECKUH CTaTyc, COMYTCTBYIOIIME 3a00JIeBaHUS,
o’KH1aeMast MpOJAOJIKUTENBHOCTD )KU3HU He cBsi3aHHast ¢ XJJI;

3. (dakTopsl, CBI3aHHBIE C JICYCHUEM: HAJIWM4Me MPOTUBOMOKA3aHUHM K JAHHOMY Ipemnapary,
KauecTBO U MPOJIOJDKUTENILHOCTh OTBETA Ha paHee MPOBOJIUBINEECS JICUCHHUE, XapaKTep
TOKCUYHOCTH paHee MPOBOIUBIIETOCS JICUCHHS.

XpoHnueckuit nTuMQONIEHKO3 B HACTOsSIIee BpeMs HE U3JIEYNM, U OOJBIIHHCTBO
3a00JIeBIIUX — TMOXKUJIBIC JIIOAU. B 3TO# CBS3M BO3pacT, YWCIO U TSHKECTh COMYTCTBYIOLTUX
3a0oneBaHuid B OOJbIIEH Mepe ONpeAeNsioT eI JIEYeHUs, HEeXeNIu OHuooruyeckas
XapaKkTepUCTUKA  OIyXOJIeBbIX  KieToK. lloatromy  pacmpeneneHue  malMeHTOB  Ha
TEparneBTUUECKUE TPYMNBl OCHOBBIBAGTCS HA COMATHYECKOM CcTaTyce OOJBHBIX W
komopOuaHocTr (Tabmuma 4). CymecTByeT OOBCKTHBHAs INMKajda OICHKH YUCIIA U TSHKECTH
comytcTByromux 3aboneBannii — CIRS (cumulative illness rating score).

Tabmuna 4.
[Tonpaznenenue Ha rpymnbl 00sbHBIX ¢ XJUI

12



13

Bo3zpact Momnonoit [IpexsionHbII Crapuecknii

KymynaruBabIi <6 >7 Oprannas

UHJEKC HE/I0CTaTOYHOCTh

KOMOPOUJAHOCTH

[lens Tepanuu Honrocpounas KonTtpons Han 6ome3nsio, | [lanmmartuBnaas
peMuccust HU3Kast TOKCUYHOCTb

Be160p Tepanuu FCR He onpenenen NunuBuayanexn

B peanpHOl KIMHUYECKOW MPAKTHUKE OIIEHKA KyMYJISITHBHOTO WHJIEKCa KOMOPOUTHOCTH HE
TpeOyercs. OpHEHTHPOBOYHOE paclpe/ieieHre MallMeHTOB Ha 3T TPH TPYIIHI UMeeT OOJIbIIoe
3HAUEHUE, MOCKOJIbKY OIpelesseT el JeueHUs. Y MaIMeHTOB C XOPOIINM COMAaTHYECKUM
cTaTycoM 0e3 COITyTCTBYIOIUX 3a00JIeBaHUN HEOOXOIUMO CTPEMHUTHCS K JOCTHKEHHUIO TOJHOM
pEMHCCHH, TIO BO3MOXKHOCTH MOJIEKYJISIPHOW, TOCKOIBKY TOJIBKO TaKash TaKTHKa MOMXKET
MPUBECTH K YBEIMUYEHUIO MPOJIOJDKUTEIBHOCTH JKU3HH. Y OOJIBHBIX MPEKJIOHHOTO BO3pacTa
HEOOXOIUMO CTPEMHUTHCS K JOCTHKEHHIO d()(PEeKTUBHOTO KOHTPOJS HAJ OMYyXOJbIo, M30eras
HEOMpABJaHHOW TOKCHMYHOCTH. Y  TMAalMEeHTOB CTapuecKoro BoO3pacTa C  OpraHHOU
HEJI0OCTaTOYHOCTHIO eI JICUSHHS — NaJTHATUBHAS.

OOmas cxema Te€palry Mau€HTOB € XPOHUYCCKUM JIHM(l)OJ'IGfIKO3OM IIpe€acTaBlI€CHa Ha

cxeme 2.
Cxema 2
OO01mmas cxema Teparnuu XpoOHUIeCKoro JuMdoreiiko3a
Huarnos B- > —> >
XTI [loxazaHug K JICUCHUIO Hert BeDKHIaTeIBHOE
l HaOJIo/IeHuE
Jla < [TokazaHus K JICYCHHUIO
v v v
[IpeksioHHBIH Bo3pacT, |BBICOKI/II7I PHCK‘ Momnonoit Bo3pacT, XOpomuit
KOMOPOUTHOCTB 4 COMATHYECKUH cTaTyC
[IporpeccupoBanu
e, < FCR/BR
=
g XnopamOynui, Pemumus <24 mec.
= bennamycrtun, BR,
— ChI-R, FCR-Lite
OtBet >24 Mmec.
OTtBer Her oTBera
‘ Jlmaammyeckoe
13
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¢ ¢ HaOJIroIeHne
[ToBTOp AnbpTepHaTUBHAS ¢
Tepanuu repanus. FCR-Lite
IIepBOM JINHUU BR, 6engamyctun BR. FCR
7Y FCMR, R-CHORH
m
|
=
S _—
f
~ Hert otBeTa
Anemty3yma0, FluCam, CamDex| _» ArtoreHHast
R-HDMP, FCR, FBR TpaHCILUIAHTAls

3. Jleyenue MoJI0IBIX MAIIHEHTOB

CraHjapToM Teparuu MepBOM JIMHUKM Y MOJIOABIX MAIMEHTOB C XOPOIIUM COMATUYECKHM
cratrycom siBistiercst pexkum FCR  (pnymapabun, nukinodocdamua, putykcumad) (Ib). Dra
pEeKOMEHANUsI OCHOBBIBACTCS Ha pe3yibTaTaX HCCIEeIOBAHUN, ITOKA3aBIIMX IPEBOCXOICTBO
pexuma FC mHam wMoHOTepammed QurymapaOWHOM, a Takke Ha pPaHIOMH3UPOBAHHOM
uccnenopannu CLL8, B xotopom BnepBeie B uctopum XJIJI mokazano yBenuueHue oOImei
BBEDKHBAaEMOCTH  OONBHBIX. Bbicokas A (GeKTUBHOCTE KOMOWHMPOBAHHBIX PEXHMOB C
¢drynapaOuHOM M pUTYKCHMaOOM MTPOJEMOHCTPHPOBAHA B PETPOCTIEKTUBHBIX CPABHEHHSIX.

[Ipy HamWuUUM TPOTHUBONOKA3aHWUN K (irymapaObWHy, ONTHMAaIbHBIM BBIOOPOM TEparuu
sBisiercs cxema BR (Genmamyctun + putykcuma0) (11a).

4. JleyeHue MAIHEHTOB MOKHJIOT0 BO3pacTa

OOMmenpuHATOr0 CTaHIapTa B JICUSHWH 3TOW TPYIIBI HAlMEHTOB HET. PaHee B 3Toi
KaTeropuy IAalueHTOB HEPEIKO IpHMEHsUIach MoHoTepamusi QuymapadbmaoMm. B Hacrosimee
BpeMst 310 Jieuenue He pexkomenayercs (Ib, A). Monortepanus ¢aygapadbutnom B 5S-mHEBHOM
(dopmare MeHee 3P PeKTHBHA, IO CpaBHEHHIO ¢ pexxumMoM FC 1 oka3wiBaeT 0oJjiee BBIpaXKSHHBIN
ummyHocynpeccuBHbiit a3pdext (Ib, A). B nccnenoBanuun CLLS Hemenkoi rpymmbl moKa3aHo,
YTO MOHOTEpamus xjopamOynmioM Oojiee Oe3omacHa IO CpPaBHEHHIO C MOHOTEpaIuen
¢GiymapabuHoM. B 1e4eHWM TOXWIBIX TAIMEHTOB MOXET MPUMEHSTHCS XJIOpaMOyIIni.
JloGaBneHre MOHOKJIOHAIBHOTO aHTHTENa K XJIOPaMOYITHITY YIIydIllaeT pe3yIbTaThl JICUSHHS MTPH
nonyctumoit Tokenunoctu (Ib, A). B 1Byx HepanmoMmu3upoBaHHBIX HccienoBanusax P. Hillmen
u R. Foa mokasano, 4ro no0aBieHHe puTykcuMaba k xsopam6Oymwmny (pexxum Chl-R)
yBEJIMYMBAET MeAMaHy OecHporpeccHBHOU BbDKMBaemMoctd C 18 mo 24 mec. (lla, B). B
paHIOMHU3UPOBAHOM HccleoBaHn Hemerkod rpymnmbsl CLL11 moxaszano, dro koMOWHAIws
puTykcumaba ®w  xyopamOynmia TMPeBOCXOAUT 1O  APQPEKTHBHOCTH  MOHOTEPAITHIO
XJIOpaMOYIIMIIOM, HO pa3Mu4uii B OOIIEH BBDKMBAEMOCTH HE JOCTHTHYTO. B 3TOM Xe
WCCIICIOBAaHUH ITPOJIEMOHCTHPOBAHA BBICOKas 3(P(PEeKTHBHOCTh OOMHYTy3ymaba. KomOwHarms
oOMHyTy3yMaba ¢ XJOopaMOyIMJIOM IIPEB30IIa MOHOTEpAHIO XJOPaMOYIIMIOM TIO0 BCEM
mokazatelsiM 3 (peKTHBHOCTH, BKITFOUYAs OOIIYIO0 BEKABAEMOCTb.
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VY rpynmne HoXWIbIX MAallMEHTOB MOXET HpUMEHsTbes OeHaMmycTuH. B uccriegoBaHuu
CLL10 nokazano, uto pexuMm BR menee ToxcuueH, no cpaBHenuto ¢ pexumom FCR.VY wactu
MOXHJIBIX TAIIMEHTOB MOTYT MTPOBOJUTHCS OeHIaMyCcTHH-coiepkarnue pesxxumsl (IV, C).

B HeckonpKHX HCCIEN0BaHUAX, ONyOIMKOBAaHHBIX B IIOCJIEIHUE TObI, OBUIO IIOKa3aHO, YTO
Mo uuIpoBaHHble BapraHThl pexkxuMa FCRa(}peKTUBHEI 1 yI0BIETBOPUTENBHO EPEHOCITCS
NOXKUJIBIMA ~ DNAIMEHTaMM.  lak [0  I[peABapuTeNbHBIM  JaHHBIM  Poccuiickoro
PaHIOMH3MPOBAHHOTO HCCieNoBaHus npuMeHeHne pexkuma FCR-Lite mo3Bonmmio yBennduTh
MeJIMaHy BBDKHBAEMOCTH Oe3 mporpeccupoBaHust MoXwibix OombHBIX XJUJI mo 37,1 mec. (mo
cpaBHeHHIo ¢ 26 mec. mpu npumeneHnn pexuma Chl-R) 6e3 cratuctryeckn 3Haummoro
yBenuuenus: tokcuunoctu (I, B).

5. JleyeHne NaMEHTOB CTAPYECKOro BO3pacra.

K sT0if rpynme oTHOCSTCS MalMEHThl ¢ HEBBICOKOW 0KHMJIaeMON TMPOAOTIKUTEIHHOCTHIO
J)KU3HM,  OOYCJIOBIGHHOH  BO3pacTOM,  OpPraHHOM  HEJOCTATOYHOCTHIO,  TSKEIBIMU
COIIYTCTBYIOIIMMU 3a0ojeBaHUsIMH. BbIOOp Tepamuu B 3TOH Trpynmne ompenensercs TeKyllen
KJIIMHUYecKol cutyanueil. OnTuMaibHO NMPOBEIEHNE HauMeHee TOKCHYHBIX BApHAHTOB TepaIuH.
ens neyenust — nayuiaTuBHAS.

6. Ioamep:kuBawmas Tepanus.

K HacTosimemy BpeMeHH OMYyOJIMKOBAHBI Pa3HOCTOPOHHUE JIaHHBIE IO HCIOJIH30BAHUIO
puTyKcuMaba B KadecTBe mojiepkuBaromeii tTepanuu npu XJUJI. Jlanabie 00 3¢ dexkTuBHOCTH
CBUJIETENLCTBYIOT, UYTO MpPU JOCTHIKEHHUH YAaCTUYHOH PEMHCCHHU, BBISIBJICHHHM OCTAaTOYHOU
nomyasinuu - kKietok XJIJI B KpoBM WM KOCTHOM MO3re, MOJJEpKUBAOIIasi Teparus
pUTYKCUMabOM MOKET yBeauunBaTh Bpems a0 peruausa (IV, C). OnucaHsl ciiydan spaguKaiiai
MOb Ha ¢QoHe momIepKUBarOIIell Tepanmuu puTykcumadom. llogaepkuBaromas Teparus
arremMTy3ymabom > (eKTuBHA, HO TOKCHYHOCTH HeonpasaanHo Beicoka (11b, B).

7. BpiGop Tepanuu BTOPOIl U MOCIeTYHOIIHX JNHUIA.
Br10op Tepanuu penuIBOB 3aBUCUT OT HECKOJBKAX (PaKTOPOB:

* Tepanuy NEPBOU JIMHUA
* BpPEMEHM HACTYIUIEHUS pEeLUINBA

*  KJIMHHYECKOH KapTUHBI B pCIUINBE

Y  OGOoJpHBIX €  paHHUM  pPEUUAMBOM  PYKOBOJCTBYIOTCS  PEKOMEHJIAIUsIMHU,
npejictaBieHHbIMU B pazjaese XJIJI Beicokoro pucka.

Y OONBHBIX € MO3JHUM PELUUIUBOM BBIOOp 3aBUCHUT OT Tepaluu IMEepBON JMHUH.
[ToBTOpHOE TIpOBeneHME (ITyaapaOuH-COAEPKAIIUX KYPCOB BO3MOXKHO TPH YCIOBHH, YTO IPH
MPOBEJIEHUU ATON Tepaluy B MEPBOM JMHUU He HAOIIOAIOCh 3HAYUTEIHbHOW TOKCHYHOCTH -

TSDKEJIBIX 3aTSKHBIX [UTOICHUM, ITIOBJIEKIINX 3a co00lf MHOTOMECSTYHBIE IICPEPLIBEI B JICUCHUHA, 1
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Pa3BUTHSI TSDKENBIX MHPEKIIMOHHBIX OCJIOKHEHUH. B xauecTBe Tepanuu BTOPOH JMHUHM MOYKHO
BEpHYThCS K ToM ke cxeme. Ecnu panee jeuenue npoBomioch o nporpamme FC, B kauecTBe
BTOpOi JMHUU MoOXeT mnpuMeHsAThcst FCR. V GOJIBHBIX C LUTONEHUSIMH MOXET OBbITh
spdextrBer pexxum R-HDMP (putykcuMab B coyeTaHWHM C BBICOKMMH JI03aMHU CTEpOHIOB). B
uccienoBanusax |l ¢a3pl nomydensl yoenutenbHble JnaHHBIE 00 3¢ dexkTuBHOCTH perkuma BR
(6enmamycTrH + puTykcumad). Y OOJNBHBIX, paHee MOJIYyYaBIIMX XJIOPAMOYIIHJI, MOXET OBITh
adpdexrTuBHa Tepamus OGeHnamyctiHOM, pexkxumamMu BR u FCR-Lite. Beibop tepanuu Tperbeit u
MOCJIEAYIOIUX JINHUI HACTOSIIIIMMH PEKOMEHIALIUSIMU HE PErJIaMEHTUPYETCS.

8. Iloka3aHuA K CIUIEHYKTOMHUH NPH XPOHUIECKOM JuMoieiiko3e

CIieHAKTOMHUSI MOKET UCTONIb30BaThes B Tepanuu XJIJI, B Tom yncrne B nebroTe OOJNe3HHU.
Ee BpImonHsAIOT Korma mpoOlieMbl, CBSI3aHHBIE CO CIUICHOMETallueld, MPEeBOCXOMAT PHCK,
COTIPSKEHHBIN C ONEPATUBHBIM BMEIIATEIHCTBOM, H OMACHOCTh MH(PEKIIMOHHBIX OCJIOKHEHUN B
nanbHelimeM. [TokazaHusMu K CIIIIEHIKTOMUU SIBIISTFOTCSL:

e T'mmepcruleHU3M ¢ TSDKEJIOM aHemued W/MIH TPOMOOIMTONEHHEH OCOOEHHO eclin
OIyXOJIb PE3UCTEHTHA K XMMHUOTEPAIMU H/WIH M3-3a TSKEJION IMUTONCHUH HEBO3MOXKHO
MPOBOJUTH XUMHUOTEPATTHIO

e MaccuBHas CIJIEHOMETaJNsl, pe3UCTEHTHASI K XUMUOTEpauu

o Tsokenas ayroMMMyHHas aHeMHUsT W/WIK  TPOMOOIMTONCHUS, PE3UCTECHTHBIE K
MeMKaMEHTO3HOMY JICUEHHUIO.

9. Iloka3aHmusi K JTy4eBoii Tepanmu NpU XpoHUIecKoM Jumdoeiikose

Kax camocrtosiTenbHbI METO1 JIeUeHHUs], JIydeBasl Tepalnus He JOJKHA HUCIIOJIb30BaThCs B
teparuu XJIJI. Tem He MeHee, ATOT METOJ BBICOKO 3(P(PEKTHBEH B TEpalMH JIOKAIBHBIX
MposIBJICHUH O0Jie3HN — MUM(paTHIeCKue Y376l 3HAYUTENBHBIX pa3MEpoB OJHON 30HBI. B Tom
YHclie, 3TOT METOJ MOKET HCIOJIb30BaThCs JUISI KOHTPOJS JIOKAIbHBIX OYaroB OOJIE3HU Y
MAIMEHTOB, HAaXOJSIIMXCS Ha BbDKUJATENIbHOM HaOmojeHuu. B 3ToMm ciiydae oOmydeHHUIO
MoJIBEpTatoT BoBIieueHHbIE 30HBI B 03¢ 20 - 30@'peii. bosee pa3BepHyTas mydeBas Teparus
MOXKET HCIOJIb30BAaThCsS B JICUCHUHM IAIlMEHTOB C pPEIUJAMBAMH, MOJYYaBIIUMH MHOMXECTBO
BapUaHTOB TEPAIHH.

Hogsbie npenaparsl (B CTAUN PErHcTPALNHN)

B HacTosiiee BpeMs IiaHupyeTcs peructpanus B Poccun HOBBIX mpenaparoB, - HOpyTUHHOA U
oOuHyTYy3ymMaba.

N6pyTnHUO — TapreTHbId HHTHOUTOP OpyTOH-THPO3UHKHHA3KI, TI0JIaBIISIET Mepeady CUTrHaa
yepe3 B-kieTouHBIA penentop, KOTOPHIM ompesenseTr >ku3HecrnocoOHocTs kietok XJUJI. B
KJIMHUYECKUX WCIBITaHUSIX 3()(QEeKTHBHOCTh HOPYyTHHHOA B MOHOpeXxmMe coctaBmwia /1% B
rpynne 60apHBIX ¢ peruauBamMu XJIJI. Bonee Toro, nOpyTuHHO oKaszaics Tak e d(P(HEeKTHBEH y
OOJIbHBIX, OTHOCSIINXCS K KATETOPUU BHICOKOTO PUCKA.

OO6unyTy3yMad — TJIMKOWH)XCHEpHOE MOHOKJIOHambHOe antuteno |l tuma k CD20. B
HCCIIeIOBaHNK HeMelKoi rpymmsl mo u3ydenunto XJIJI (CLL11) moka3zano, uTo 00MHYTY3yMab B

COYETaHUM C XJOPAMOYITUIIOM TPEBOCXOIUT 10 3(PpPEeKTHBHOCTH KOMOWHAIMIO pUTYKcuMaba u
16
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xjopamMOynuiia ¥ MOHOTepanuio xjopamOynuiaoMm. JloOaBieHue oOuHyTy3ymMaba K
XJIOPaMOYIIHITy TPUBOJIUT K YBEIMUYSHHIO 00Tl BEDKUBAEMOCTH.

JleyeHHEe XPOHUYECKOI0 JIHM(l)OJ'leIKO33 BbBICOKOI'O pHUCKaA.

1. OmnpeaesieHne rpynmnsl BBICOKOr0 PHCKa

* Hannuue aenenuu 17pwnum myrtanuu TP53y nmanueHTa, UMEIOIIEro MoKa3aHus K Hadary
Tepanuu

e IlporpeccupoBanue Ha ¢one Tepanuu (aymaapadbun-comepkammm pexumom (F, FC,
FCR, FCM, FMCR), npu ycloBHH, 4YTO JICUEHHE MPOBOJUIOCH C COOJIOJCHUEM
aJIeKBaTHBIX /103 M CPOKOB (ImporpeccHpoBaHMe He OOYCIOBJIEHO HEIOCTATOYHOCTHIO
Teparuy u3-3a TOKCHYHOCTH)

* Penumus, pa3BuBlIMiics B TedeHHe 12 MmecsmeB OT Havajda Tepanuu (iryaapaOuHOM,
pexumom FC, npyrumu pexxumamMu 6€3 MOHOKJIOHATBHBIX aHTHTE

* PemuauB B Teuenue 24 mecsreB OT Hadajla KOMOMHUPOBAHHOW WMMYHOXHMHOTEpAITAN
(pexxumsl FR, FCR, FMCR)

2. Tepamus 6oabHbIX XJIJI U3 rpynnel BHICOKOro pucka

e IlepBuuHbiM OOJNIBHBIM ¢ Jenenuedd 17p moka3aHa TpaHCIUIAHTAMS TPH HATUYUH
BO3MOXKHOCTH JIUISI €€ MpOBeJAcHUs (MOJIOJOM COMATHYECKH COXPAaHHBIA MAllUeHT,
HaJIM4Yke JOHOpa HIIM BO3MOXKHOCTH Ioa0opa HepojacTBeHHoro moxopa) [lll, B]. B
KauecTBE pEeKUMa WHIYKIIMH PEMHCCHH TIepe] TpaHCIUIAaHTAIMed MpeAIoYTHTEIbHEe
WCIIOJIB30BaTh aJleMTy3yMald win aleMTy3ymao-coaepxkamue pexxumbl. Pexxum FCR kak
TepBast JIMHUS TePAITAX TO3BOJISIET TIOIYYHUTh TOJTHYIO PEMUCCHIO TOJIBKO Y 5% O0JIBHBIX.

* YV QONBHBIX C COCTOSIBIIEHCS pedpakTEepHOCTHIO Oe3 jgeneruu 17p MOTYT IPHUMEHSTHCS
aneMTy3ymal- win OeHJaMyCTHH-COJEp)Kallhe PeKUMBbl, KOMOMHAIIUS PUTyKCHMMada C
BBICOKUMH JI03aMH CTEPOUIHBIX TOPMOHOB, pexkuM BR (Oenmamyctun + putykcuma0)
[I1, B].

* bonpHBIM ¢ cocTosBIIeHcS pedpakTepHOCThIO M jeienueil 17p mokasaHa Tepanus
aeMTy3ymMaOoM WM aleMTy3yMab-coiepKamumMi pexxumamu. [Ipu Hanmauyu MaccuBHOM
muMdaneHonaTud  MpeAnoyYTHTEIbHee KOMOMHHUPOBATH aleMTy3ymMad C BBICOKUMH
no3zamu crepousioB (pexxum CAM-Pred) [l11, BJ.

* YV OOonpHBIX C pedpaKkTEpPHOCTHIO K AIKWIUPYIOIIUM IpernapaTtaM HId MOHOTEparuu
baynapabuHoM Oe3 aenenuu 17PonTHMATLHBIM BEIOOpOM siBIIsieTcs pexum FCR.

Onpenesaeane b eKTHBHOCTH JIeYEeHUS

Onenka oTBeTa Ha JIEYEHHME JIOJDKHA BBINOJHSATHCS B COOTBETCTBUU C KPUTEPUSIMH,
MPETIOKEHHBIMA  MeXTyHapoTHOM pabodeld Tpymmod IO XPOHHYECKOMY JIMM(DOIEHKO3Y
(IWCLL) B 2008r. (cm. Tadma. 3)

17



18

Tabmuma 3

OrmeHka oTBeTa Ha JICUCHHE TIPH XPOHUYECKOM JuMpoieitkose

1P

qp

| ITporpeccupoBanue

HapaMeTpLI, ONpCACIAOIINC 00BeM OITyXOJIA

JlnmdanenonaTus Her > 1,5cMm Ymensinenne > 50% | Veemuuenue > 50%
I'ematomMeramnus Her Vwmennmenne > 50% | Yeenmnuenue > 50%
CruieHoMeraaus Her Vwmennmenne > 50% | Ypenmnuenue > 50%
JIuMQOIHUTHI KPOBH <4x 10°/n VYwMmenpmenne > 50% | YBenuuenue > 50%
OT UCXOJHOTO OT UCXOHOTO
KocrtHbIl MO3T HopMokieTounsii, VYMeHnnleHne
< 30%mumdonuTos, KOCTHOMO3T'OBOT'O

HET HOJIYJISIPHOTO
MOpaXKESHHUS.
[Ipu runokieTouHOM
KOCTHOM MO3T€ —
[TP neyTouneHHast

HH(QUIBTpATA WA
HOJTYJIIPHOTO
nopakenns Ha 50%

[TapameTpsl, onpenernstonye GpyHKIMOHATEHYIO CITOCOOHOCTh KOCTHOTO MO3Ta

TpoMGonuTEI > 100x 107/1 > 100x 10°/1 nn Cumxenue > 50%
noBeImenwue > 50% OT UCXOHOTO I10
OT UCXOJHOTO npuunne XJIJI
T'emornnooun > 11r/mn > 11v/n01 unn CHmxenune > 2 v/nn
nopeImenwue > 50% OT UCXOHOTO I10
OT UCXOJHOTO npuunne XJIJI
Heitrpodusr > 1,5x 107/ > 1,5x 107/ wum

nosrlitnenue > 50%
OT UCXOJIHOTO

Hpnnomenne: CXEMBbI JICYCHUS.

MonoTepanus XJJOpaMOynmjioM — KypcoBoi ¢popmat

e XiopamOyrua 10 Mr/m? BHYTpB, THH 1-7

Jleuenue Bo300OHOBIAETCA HA 29 JIeHb

MonoTepanust XJ10paMOyIIHIOM — IIOCTOSIHHBIN hopMaT

o XiopamOymmi 0,07 — O, 2ur/Kr BHYTpPb, ©XKETHEBHO 2-4 HEJIEIH C TOCIIEYOIHM

oA00POM 10361

MonoTepanusi 6eHIaMyCTHHOM

* benmamyctun 90 mr/M? B/B, mau 1,2

Jleuenne Bo30OHOBIAETCA HA 29 IeHD
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RB
*  Purykcumab 1 nukn — 375mr/m2 B/B Kart., 1esp 1, mocnemyromue uKIsl — 500mr/m2
B/B Kam., neHp 1

* benmamyctun 90 mr/M2 B/B kam., aau 1, 2

Bo3moxHO BBeieHue OeHjaMycTiHa B 1o3e 70Mr/M2 B mepBoM nukie ¢ sckanammeit 1o 90
MT/M2 Ipu XOpOIIIeH epeHOCHMOCTH.
Jleuenue B0300HOBIsIeTCS HA 22 IEHD

MoHoTepanus ajieMTy3yMadom
* Anemty3ymab 30wmr n/k 3 pa3a B Henenmo, 12-18nenens

FCR BHyTpuBeHHBII
e  Purykcuma0b 1 mukia — 375mr/M? B/B Kar., neHs 1, MOCJIE Y FOIIUE ITUKITBI — 500Mmr/M° B/B
Kaill., 1eHs 1
o  Onymapabun 25 mr/m? B/B kar., nau 1-3
o Iuxnopochamun 250mr/m? B/B Karr., gau 1-3
Jleuenne Bo300OHOBIsIeTCS HA 29 IeHD

FCR nepopaabHbIii
* Purykcuma0b 1 nuxn — 375wmr/m B/B Kar., feHs 1, MIOCJIEYIOLIUE [IUKIIBI — 500mr/m B/B
Karl., 1eHs 1
®nynapabun 40mr/m° BHYTpS, 1HE 1-3
o Iuxnodochamun 250mr/m? BHYTpS, 1HE 1-3
Jleuenue Bo300HOBIsIeTCs Ha 29 IeHb

FCR-Lite
* Purykcuma0b 1 nuxn — 375wmr/m B/B Kar., feHs 1, MIOCJIEYIOLIUE [IUKIIBI — 500mr/m B/B
Kail., neus 1
e ®nynapabun 20 Mr/m? BHYTpB, 1HH 1-3
*  Iuxnodocpamun 150mr/m? BHyTpS, 1HE 1-3
Jleuenue Bo300HOBIsIETCS Ha 29 IEHB

R-FCM
e Purykcuma0b 1 ki — 375mr/M? B/B Kar., nenb 1, OCJIE Y FOIIUE ITUKIIBI — 500Mmr/M° B/B
Kail., neus 1
e  ®nynapabun 25 mr/m? B/B kar., 1au 1-3
e [uknodochammun 200mr/m? B/B Kam., mau 1-3
*  MurokcaHTpoH 6 mr/M? B/B Karl., nesp 1
Jleyenne Bo300HOBIIsIeTCS Ha 29 JICHD
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FluCam
«  Onynapabun 25mr/m® B/B, xau 1-3
e Anemty3ymab 30wmr m/k, qam 1-3
Jleyenne Bo300OHOBIIsIETCS Ha 29 JICHD

CamPred
e Anemty3ymab 30mr n/k, mau 1, 3, 5, 8, 10, 12, 15, 17, 19, 22, 24, 26
e Mertunmnpenuusonon 1r B/B Kart., 1au 1-5

Jleuenune Bo300HOBIsIEeTCS HA 29 IeHD

R-HDMP
* Purykcumab 375mr/m? /B kan., aau 1, 8, 15, 22
e  Merunmnpenuuzonon 1 r/m? B/B kan., qau 1-3
Jleuenne Bo30OHOBIsIeTCS HA 29 IeHD
[IpoBomsT 3 kypca

FBR
o ®uynapaGun 20 mr/M? B/B KaIL., xHY 2-4 (1epBblii nuK), Kaxee — uu 1-3
 Benmamycrun 30mr/M? B/B KarL., nau 1-3 (ocie ¢iynapabuna)
e Purykcuma0b 1 ruki — 375mr/M? B/B Kar., nens 1, MOCJIE Y FOIIUE ITUKITBI — 500Mmr/M° B/B
Kaill., 1eHs 1
Jleyenne Bo300HOBIIsIeTCS Ha 29 JIeHD

Chl-R
* Purykcumab 1 nuxm — 375mr/m? B/B Kar., nens 1 (cnem. muKIIBI — 500mr/m2 B/B Karl.)
e XimopamOyrua 10 Mr/m? BHYTpB, THH 1-7

Jleuenue Bo300OHOBIIAETCA HA 29 NeHb

R-CD
* Purykcuma0b 1 nuxn — 375wmr/m B/B Kar., feHs 1, MIOCJIEYIOLIUE [IAKIIBI — 500mr/m B/B
Kail., neus 1
o Iuxnopochamun 750mr/m? B/B Karr., nens 1
e Jlexcamera3on 12 Mr B/B WM BHYTpb, IHU 1-7
Jleuenue Bo300HOBIsIeTCs HA 29 IeHb

R-CHOP
* Purykcuma0b 1 nuxn — 375wmr/m B/B Kar., feHs 1, MIOCJIEYIOLIUE [IUKIIBI — 500mr/m B/B
Kail., neHs 1
e Jlokcopyounun 50 mr/M? B/B Karl., neHp 1
e [ukmodochammun 750mr/m2 B/B Ka., nens 1
Bunkpucrun 1,4mr/M? (cymmapso He Gostee 2 mr) B/B, 1eHb 1
e IIpenuuzonon 100mr BHYTpS, nHU 1-5

Jleuenue BO300OHOBIAETCA HA 22 IEHD
20
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