www.invalidnost.com

OBIIEPOCCHUVMICKHH COIO3 OBIIIECTBEHHBIX
OBFBbEJIUHEHUN
ACCOIMAIIMS OHKOJIOI'OB POCCUH

Kianauyeckue pekoMeHIaumuu
110 THUATHOCTHKE U JICYCHUIO
JuMm@ponpoaudepaTruBHbIX 320071€BAHUN

YT1BepxaeHo
Ha 3acelaHUHU NMPaBJeHUS ACCOUMALUN OHKO0JIOTOB Poccuu

Mocksa 2014


www.invalidnost.com
Пишущая машинка
www.invalidnost.com


KoJsutekTuB aBTOpPOB (B 2/1()aBUTHOM NMOPSAIKE):

Aab-Paam JI.C., bapax E.A., Beioycoa U.9., becemeabues C.C., Bopooses B.U.,
Borsaxosa O.M., I'yoxun A.B., /lemuna E.A., [loponnn B.A., Keayakosa O.I'.,
3arockuna T.II., 3apuukuii A.1O., Kopookun A.B., KpaBuenko C.K., Ky3bmun A.A.,
Jlonarkuna T.H., Jlopue 10.10., JIyrosckas C.A., Menaeseena JL.II., Muxaiisiosa H.b.,
MomuceeBa T.H., MyxoptoBa O.B., Hukutun E.A., OcmanoB E.A., [luBHuk A.B.,
Hoanyonas U.B., locnenosa T.U., [Itymkun B.B., Camoiiioa O.C., CamouaroBa E.B.,
Crannuk E.A., Credanos /I.H., Tymsan I'.C., lllatoxun 10.B., llImaxos P.I'.



Ornasiienue
331150 (03§ 0 (T 5
JIumpombl
O01mMe NPUHIMIBI AHATHOCTHKH JIEMPOM .....oooiiiiiiiiiiiiiiiiiiiiiiee s 7
JIHM@POMA XOIIKKHHA . ......ccuvviiiiiieiiiiesieeesieessbeessbeessibeessabe e s ssbeesabbe e s abbeeabeeeabeeeabeeeabeeesnnes 15
DOJITHKYJISIPHAST JTHMQPOMEA. .......vvviiiiiieiiiieaitiieesieeesietestee e s beeessbeessbeesssbeesssbessnsseesbseeasseeennes 29
JINMGPOMA MAPTHHATIBHOM 30HBI .......oviiiiiiiiiiii et s 37
JAu¢pPy3Has KPYNMHOKIETOYHASA B-KIETOUHAA TUMPOMA ..., 43
JIMM@OMA M3 KIETOK MAHTHH .....cuvviiiiiiiiiiriiaiitisssirie s sine s sine s s sss s s na s sna s s sne s sneessanes 50
JIHM@POMA BEPKHTTA .....oooiiiiiiiiiii ettt b et e s s be e e s be e e snnes 59
IepBuuHas JuMdpoMa HEHTPATLHOH HEPBHOM CHCTEMDBI...........coiiiieiiiiieiiireessiieessineesnineens 66
HonaabHble T-KIETOUHBIE JTHMQPOMDBL.........ccuiiiiiiieiiiieiiieesieessieessseessssesssssesssssesssssessnseens 73
IlepBUYHDBIE KOKHBIC JIMMQIOMDBL.........cuviiiriiiiiirieiiee et e e sne e are e reesnesasneenneeanns 82
LI o) (000:37 01120007 0012040 e TSP TP PRSP PR PPPPP 82
1037129170100 L0721 o) (TSR PR O PR 91
CD30+ numponponudepaTuBHbie 3a00J€BaHUS KOXU: TUM(DOMATONTHBIN
narmysnes, NepBUYHAs aHAIJIaCTUYecKas KPYMHOKJIETOYHas TMMpoma KoxH ... 96
Hexomxxknuckue sumMm¢pombl y BUH-HHQUIUPOBAHHBIX OOTBHBIX .......ocvveiveiiiieiiiinee, 104

Hexomxxknnckue 1umM¢pombl y 601bHbIX, HHPHIMPOBaHHBIX BUpycamu renatura B u C

................................................................................................................................................ 108
JIMMQOMBI Ml GEPEMEHHOCTD .......covviiriaieiaireenieeareesteeasneesreessneesreeaneesnee s e e sneeereenneeaneenreeas 112
TpancnanTanus reMonoO3THYECKUX CTBOJIOBBIX KJIETOK IPH JICYEHUH JUMPOM ........ 116
Ipumenenne IIIT y GOMBHBIX JTHM@POMAME ........cooiviiiiiiiiiiie e 125
XPOHHYCCKHI JIMMPOIICHKOS ........ooiiviiiiiiiiie it 132
Bo0J10CATOKICTOUHBIH JICTIKO3.........coiiiiiiiiiceiieeie et 146

MHOKECTBEHHAT MEEIIOMA ... ..ccevvnieeestneesestaseesestatsesestatsesesttteeestattesestnteesestreeeestatreeesnreeeens 158



Makpory100yJJuHeMusI BATBACHCTPEMA .........coooviiiiiiiiiic e 184

ConyTcTBYI0OIIAs U CONPOBOAUTEIbHAS TePANUsl B OHKOTeMAaTOJIOTUH
IpoduiaakTuka U JiedeHHEe CHHAPOMA JTH3MCA OTLYXOIIM ....vovvvrrreiieennireessiresssineessseessens 194
JleueHne aHEMHUH Y OHKOJOTHYECKHX DOTBHBIX ....cooiuviiiiiiieiiiieessiieesinesssiressssnesssseessseessnns 197

IIpodgunakTuka u JedeHHe TOMIHOTHI M PBOTHI Y 00JIbHBIX, MOJYYAIOIUX XUMHUO- U

JIy4€BYIO IPOTHBOOIYXOJTEBYIO TEPATIHMED .......oeoiiiveiaiirreasireesssseesssneessssesssssessssnesssseessnseessnns 209
IIpodpunaxkTuka pazBuTHA GeOPUIBHOM HEHTPOICHHHM .........ooorvviirieiiinnieninearee e 219
Ipuinoxenns

IIpusoskenne 1: YPOBHHM TOKABATEIBHOCTH .......coooueeiueiateeierateessreaseesseeasseesseesnseessesasseees 220
IIpusioxkeHnne 2: cXeMbl JIEKAPCTBEHHOTO JTIEUEHMS .........coevuureeireeniueesireessssessssneessseeessens 221

BHOIHOTPAQUMS ... 248



BBenenne

Ha nporskeHur MHOTMX JIET Bpaud U OpPraHMU3aTOPbl 3/IpaBOOXPAHEHUS BCErO0 MHpa
CTaparoTcs OONErYuTh M ONTHMHU3MPOBATH CBOIO paboOTy MOCPEACTBOM pa3pabOTOK
peKOMEHaUUi MO JIEYEHUIO OTHENbHBIX 3a00JIeBaHMM, KOTOpble ObUIM OBl COCTABIICHBI
BEIYLIMMHU CIIELHUAIUCTAMU JAaHHOM O0JIaCTM MEIMLMHBI U YYUTHIBAJIM KaK BCE MOCJIEIHUE
JOCTUKEHHUSI MEAMLIMHCKONM HAayKd, TaK U IMPAKTUYECKUE OCOOEHHOCTH 3PaBOOXPAHEHMS
naHHOro pervoHa. [lomoOHbIE peKOMEHIalMU CO3JAI0TCS Ha Pa3IMYHbIX YPOBHSX, HaUYMHAs
OT MEXIYHapOJHbIX PEKOMEHJALWN, HAMMCAHHBIX OOBEAMHEHHBIMH TI'PYIIaMH 3KCIEPTOB
pa3HbIX CTpaH, 3aKaHYUBasl JIOKAIbHBIMU, JEHCTBYIOUIMMH B OTJENbHBIX KIMHUKaAX. Hamnuue
MOAOOHBIX PEKOMEHJAIMKA  CIOCOOCTBYET OOJErYeHHI0 BBIOOpA TAaKTHUKUA — JICUCHHS
MPAaKTUYECKMMH BpadaMH, O0ECleYrBaeT WX IIOJIHOM M COBPEMEHHOH HWH(opManuei o
MPEUMYIIECTBAX W OrPAaHUUYEHUSAX Pa3JIMYHbIX METOJOB JICUEHMsS, a TaKKe I103BOJISIET
OpraHu3aTopaM 3IpaBOOXPAHEHMS JIydllle OIEHUBATh BO3MOXKHBIE OOBEMBI TpeOyeMOro

OOJIbHBIM JICUEHUS.

B Poccun pexomeHnmanuy 1O JIEUYEHUIO OHKOIe€MaTOJOIMYECKHX 3a00JeBaHUil [0
HEJaBHETr0 BPEMEHU He ObUIM pa3zpaboTaHbl. ENMHCTBEHHBIN NMPUHATHIA B OHKOT€MaTOJIOTUN
CTaHJapT JIe4YeHUsI XpoHudeckoro muenoneiikosza (Ilpunoxenue x npukasy MunHHucTepcTBa
3/IpaBOOXpaHEHUs U colMaiibHOro pa3Butus Poccuiickoit @eneparuu ot 8 uromns 2005 r. Ne
449) B OCHOBHOM COJIEPKUT ME€pPEUeHb TUArHOCTUUYECKUX MEPOIPUSATHIL, a pEKOMEHI0BaHHAs
UM cXeMa JIeUYeHHUs HE JIeTalu3upoBaHa U ycTapena. B pesynbrare OOJIBIIMHCTBO Bpaueil
HCIOJIb3YIOT paHee HapaOOTaHHbBIE CXEMBI U HE PUMEHSIOT HOBBIE IIPENaparhl.

B 2007r. Obuta cozmana mnepBas B Poccum pabouas rpynma 1o HamMCaHHUIO
KIIMHAYECKUX PEKOMEHJANNK 10 JICYCHHWI0 OOJBHBIX XPOHUYECKHM JIUMQOIEHKO30M.
Brepseie 3TH pexomenmanuu Obutn u3gansl B 2008 ., B 2010-2011rtr. onm Obun
MOJIEPHU3UPOBAaHBl W TepensnaHbl. Ha aTom srame k paboTe Haj WX HANMCAHUEM OBLT
NPUTJIANICH MEXTyHAPOIHBIN 3KcmepT, mpodeccop M. Hallek (I'epmanus).

Y4uuTeiBasg 3TOT yCHeHIHBIﬁ OIIBIT CO3aHHs KIMHUYCCKUX peKOMeHHaHHﬁ, a TaKXe
HapacTalolyl0 TMOTPEOHOCTh TMPAKTUKYIOIIMX Bpaueli B aHAJIOTMYHOM JOKYMEHTE,
Kacaromemcsi  Apyrux  Hososorui,  Poccuiickoe — mpodeccroHanbHOEe — OOIIECTBO
OHKOTEeMaToJoroB Tmoa pykoBojactBoM mipod. W.B. Tlogmy6noit u HammonambHoe
reMaToJIOTHYeCKoe OOIIeCTBO MoJ pykoBoAcTBOM Tmpod. B.I'. CaBueHKO BBICTYNUIU C
WHUIMATUBON HanucaHusi POCCHMUCKMX KIMHUYECKHX PEKOMEHIAUMN MO JAUAarHOCTHUKE |



JICUCHHUIO 3JIOKAUYECTBEHHBIX JUMQorpomudepaTuBHbIX 3a0oicBanuil. JlaHHOE HavyWHAHHE
obuto momaepskano npod. F. Cavalli (IlIBeiimapusi), KOTOpPBI COTJIACUIICS CTaTh TPETHUM
PYKOBOAMTENIEM MIPOCKTA.

Ha mnepBom »3rame ObUIO NPUHATO PELIEHUE O IUIAHE HANMCAHMUS KIMHUYECKHUX
peKOMeH AL, onpeeNneHne Kpyra 3aboieBanuii, KOTopsle OyAyT B HUX y4HThIBaTbes. Ilo
KaXX/10i HO30JIOTHH OBLIM CO3/1aHbl pabouue rpyMIIbl, BKIIOYABIINE BEIYIIUX POCCHUCKUX U
€BPOIEHCKUX DKCHEPTOB IO JIEYEHHWIO JaHHOM Ho3oznoruu. Ilocie moaAroroBku
MPEBAPUTEIILHOTO BapUaHTa PEKOMEHAAIUi ObUIO MPOBEICHO PACIIMPEHHOE 3ace/aHue, B
KOTOpPOM MpUHsIM ydacTue Poccuiickue u 3apyOeKHbIe aBTOpPbI, a TaKKe IIUPOKUH KPYT
Poccuiickux 3kcrnepToB, BKJIIOUABIINI B ce0s MPAKTUKYIOUIMX OHKOJIOTOB M I'€MaToJIOr0B, a
TaKXe TaToMOp(OIOroB, PaaHoIOroB U OPraHU3aTOPOB 3[PABOOXPAHEHHS U3 BCEX PErHOHOB
Poccun, KoTOpbie BbICKa3aJld CBOU 3aMEYaHusl U MPEUI0KEHHS 110 ONTUMU3ALNU TOKYMEHTA.
[Tocne coBemanus TEKCT peKOMEH 1Al ObLT BBICIIAH BCEM €r0 YYaCTHHUKaM, UX MHUCbMEHHbIE
U YCTHbIE KOMMEHTapUM IOCIYXHWIM OCHOBOW JJsi CYILECTBEHHOM J0pabOTKUM MHOTHX
pa3nenoB JgokyMmeHta. Kpome TOro, JOKyMeHT OblI OTHpaBieHa Ha pPacCMOTPEHUE B
Harmmonaneuyro BceoOmryto pakoByto ceth CIIIA (NCCN). Comemanue ¢ BeaynuMu
skcriepramu NCCN cocrosutocs B nekadpe 2012 r. B MockBe. B paMkax 3Toro coBemanus
pexomenaanuu noxyamtn onodpenue co cropoasl NCCN. Kpome Toro, JOKyMEHT MOIyqrT
MOAJEPKKY CO CTOPOHBI OOJBIIOrO KOJMYECTBA TIJIABHBIX BHEIUTAaTHBIX TI'€MaTOJIOTOB
pernoHoB Poccum, a Takke YYEHbIMM COBETaMHM psjia KpynHenmumx Poccuiickux

MCIUIHUHCKUX KIMHUYCCKUX WU HAYUHO-HUCCICAOBATCILCKUX HCHTPOB.

OxoHuatenbHasi Bepcusi POCCHICKMX KIMHUYECKUX PEKOMEHJAIMN MO JUArHOCTHKE U
nedeHuto aumdonponudepaTuBHBIX 3a00sieBaHuil Obuta onmyOaukoBana B 2013 1. B xxypHaie
«CoBpeMeHHasi OHKOJIOTHS», a Takke omnyOJuKoBaHa Ha psae NpodecCHOHATbHBIX
MEIUIIMHCKUX CAWTOB, B TOM YHCJIE Ha caliTax 000UX OOIIECTB, M HE3aeUINTENbHO MMOJIydnsa
HIUPOKOE PACIPOCTPAaHEHNE CPEIM MPAKTHUECKUX Bpauei-OHKOJIOTOB M T€MaTOJIOTOB CTPAHBI.

JIMHaMUYHOE pa3BUTHE COBPEMEHHOW OHKOT'€MAaTOJIOTHH TPEOyeT OT CIIeHUAIMCTOB
MIOCTOSTHHOTO OOHOBJICHUSI CBOWX 3HAaHWW W BHEAPEHHS HOBBIX METOJIOB JHUATHOCTHKH W
JeYeHWs B TIPAKTUKy. B 9STOW CBsI3M KIMHUYECKHE PEKOMEHIAIMN JIOJDKHBI  OBITH
JTMHAMUYECKHM JTOKYMEHTOM, COBEPIICHCTBYIOIIUMCS, Pa3BUBAIONIMMCS U OOHOBIISIOIIIMCS
B COOTBETCTBHM C HAYYHBIMH OTKPBITHSIMH W HOBBIMH TpPEOOBAaHMSIMH CIEIHAIHCTOB,
HEMOCPEACTBEHHO 3aHUMAroUXcs jeueHueM OonbHbIX. [loaToMy B 2014 r. pabouas rpymnma
npoBelna nepBoe 0OHOBIIEHHE POCCHICKMX KIIMHHUYECKUX PEKOMEHJAINN MO JUArHOCTHKE H
JIEYCHUIO 3JIOKa4eCTBEHHBIX JuMdorponudepatuBHpix 3a0oneBannii. beimu  m00aBiIeHBI
MOCJIeTHUE TaHHbIE O BO3MOXKHOCTSIX JTMATHOCTUKH M JICYCHUS JIMMQPOM, XPOHHUYECKOTO
muMQoneriko3a W MHOKECTBEHHOH MHEIIOMBI, a TakXe JJ00aBIICHBI HOBBIC pa3ielibl U
npuioxkeHus. O6cyxnenne oOHoBiIeHUN cocrosuiock B pamkax Il Konrpecca remartonoros
Poccun. [Inanupyercs caenatb 0OHOBIEHUE JAHHOTO JOKYMEHTA PETYIISIPHBIM.



Oﬁmne NPUHIHUINBI THATHOCTUKH .J'II/IM(l)OM

Juarno3 mamuenta ¢ JuMgonpoiaudepaTuBHBIM  3a00JIeBaHHEM TP HEPBUYHOM
00cCIeI0BaHNH JIOJKEH COCTOSATh U3 3 HEOThEMJIEMbIX YacTeH:
1. JluarHo3 omyxomu, c(OpPMYIHPOBaHHBI B COOTBETCTBHM C JEHCTBYOIIEH
kiaccudukanueit BO3
2. PacmpocTpaHeHHOCTh TIpolecca - CTagusi (yCTAaHOBJICHHas B COOTBETCTBUH C
MPUHATHIMHU KJIACCU(PUKAITMOHHBIMHI CUCTEMaMH )

3. O6mee cocTosiHre 00IBFHOTO (OLEHEHHOE MO0 MEXKTyHAPOIHBIM KPUTEPHUSIM)

JINAr"Ho3 onyxoJu

Jlo Ouonicun aumpoy3ina HEOOXOAUMO BBITIOJHITH OOIIUI aHAIM3 KPOBU C MOJICUYETOM
JEWKOLUTAPHON (POPMYIIBI, YTOOBI HMCKIIOYUTH HEOOXOJUMOCTH BBITIOJIHEHUS] OHOTICHH Yy
OOJBHBIX XPOHUYECKUM JIMM(OJIEHKO30M, OCTPHIMH JIEMKO3aMHU WM TIPU JIUMQPOIHUTO3E

MH(EKIMOHHON 3THOJOTUH (MH(EKIIMOHHBIN MOHOHYKJIE03, KOKJIIOLI U JIp.).

JIMarHo3 OIyXoJId yCTaHAaBIUBAIOT Ha OCHOBAHUU MOPQOJIOTHYECKOTO HCCIIEIOBAHUS
GUONCHIHHOTO WIM ONEPAIOHHOro Martepuama’. Mopdomornaeckoe UCCIIEIOBaHNE
MIPOBOJIUTCSI C TTOMOIIBIO IUTOJOTHYECKUX, TUCTOJIOTHYECKHMX U MMMYHOTHCTOXUMHUYECKHX
MeTonoB. OT/AenbHBIE Cllydal HYXKIAIOTCS B MPOBEIACHUU MOJIEKYISPHO-OMOIOTHYECKUX H
TeHETHYECKUX TeCTOB. LluToMorndeckoe MccienoBaHue IMyHKTATOB WM Ma3KOB-OTIIEUYATKOB
TUM(ATHYECKUX Y3JI0B WM JIPYTUX OITYXOJIEBBIX OYaroB HE SIBISETCS JTOCTATOYHBIM

OCHOBaHUEM JIJIs1 HO30JI0THYECKON BepHUPUKaUU JIUMDOM.

I[Ipyu mnepBuyHOM 00CHIEIOBaHMM TAIMEHTa BO BCEX CIy4yasX MPOBOJIUTCS
TUCTOJIOTHYECKOE W HMMMYHOTHCTOXMMHYECKOE  HCCIIEeOBaHHME  WHIU3WOHHOW  WJIU
SKCIU3UOHHOW OHMOINCHM IaTOJOTMYECKOro oOdara WM OINEPallMOHHOIO0 Marepuana.
[TynkTupoBaTh nUM@aTUYeCKue y3JIbl s aclUpaluu KIETOYHOW B3BecH He cienyer. B
UCKITIOYUTENIbHBIX clydasx (JIOKaau3alusi OMYXOJMU B TPYIHOJOCTYIHBIX AHATOMHYECKHX

1Y 60NbHBIX C <NeIKEMUYECKUMI» dopmamu numeonponudepatnsHbix 6onesHel (ocTpbii AMMdO6AACTHBIN
NenKo3, XpoOHMYECKNN NMMONENKO3, BOIOCAaTOKNETOUHbIN NIeliKo3, nelikemudyeckan dasa ammdombl bepKkuTTa)
AMarHo3 MOKeT yCTaHaBAMBATLCA MPU LUTONOMMYECKOM UCCIe40BaHNN KPOBWU/KOCTHOIO MO3ra, B TaKUX
CAyYasx MMMYHOGEHOTUMMPOBAHME MPOBOAUTCA METOAOM NPOTOYHOW LUTOMETPUN.



30Hax) 0OBEKTOM HCCIEIOBAHUS MOKET ObITh TKAHEBOM MaTepHal, MOJTy4YeHHBIH C TOMOIIBIO
NUCTONIETHOH  («kop»-) Ouomncuu. OO0bEM HMMYHOTHCTOXMMHYECKOTO HMCCIEIOBAHUS

OIPCACIIACT Bpa4y-11aTOJIOTOaHaTOM IIPU T'MCTOJIOTHYCCKOM U3YUCHUHN MaTCpUalia.

[TpoTokon MOPHOTOTHUECKOTO UCCIIEAOBAHMS JOJDKEH COACPIKATh

1. Makpockonudeckoe OINMCAaHUE Marepuala, MPHUCIAHHOTO JUIsl UCCIENOBaHMS; IPU
UCCIICIOBAaHUH TOTOBBIX OJOKOB M MHKPONPENApaTOB B MPOTOKOJE JOKHBI OBITH
yKa3aHbl KOJTMYECTBO U UICHTU()HUKALMOHHBIE HOMEPA BCEX U3y4aeMbIX 0OBEKTOB.

2. T'mcronoruyeckoe omnucaHue IUM(OMBI C ykazaHueM Ttuma pocrta (audQy3HbIid,
HOJYJISIPHBINA, (OJUTUKYJISPHBIA M T.1.), XapaKTEPUCTUKH KJIETOYHOTO COCTaBa
(Menkue, KpynHble KIETKH, NOJUMOP(HBIN cOCTaB, aHAIacTHUecKas, OnacTHas
MOp(OJIOTHs, HAIMYME MHOTOSICPHBIX (OPM, XapaKTEPUCTHUKA SACp), HATHUUS
PEaKTHBHBIX U PE3UAYATbHBIX KOMITIOHEHTOB.

3. Pesynbrars UMMYHOTUCTOXHUMHUYECKOTO MCCIJIEIOBAHMUSI c yKa3zaHUEeM
UCTIOJB30BAHHBIX AHTUTEN, WX KIOHOB M MOJAPOOHOCTEW OKpaIIMBaHUS,
YKa3bIBAIOIIUX Ha CHENU(DUIESCKHI XapakTep peakuuu (HarpuMmep, OKpalliBaHUe
snep B peaknusix Ha TdT, bel-6, cyclin D1; muromnnmasmer - B peakmusix Ha CD79a,
IUTOTOKCUYECKHE MOJICKYJIbl; I[HUTOILIA3Mbl WJIM MEMOpaHbl - B PEaKIHAX Ha
CD3, uenu uMMyHOr100yJIMHOB; MeMOpaHbl — B peakuusx Ha CD20, CD10 u 1.1.).
[IpencraBnenne pe3yabTaTOB MMMYHOTHCTOXMMHYECKHX TECTOB TOJBKO B BHJE
«KPECTOBY («IUTIOCOBY) U TIEPEUHS aHTUTEI HEJOMYCTUMO.

4. JlmarHoCTHYECKOE 3aKJIIoueHue, CPOPMYyIUPOBAHHOE B COOTBETCTBUHU C JIEHCTBYIOIIEH
kiaccugukanuent BO3.

OO0s3aTeTbHBIM ~ KOMIIOHEHTOM ~ OTIPEJICJICHUSI  PACIPOCTPAHEHHOCTH — OITyXOJIEBOTO
nporiecca (CTaiuu) SIBISIETCS TUCTOJIOTMYECKOE HMCCIIEIOBAHUE TPEMaHOOMONTaTa KOCTHOTO
Mo3ra. B mpouecce mnepBHYHOro 0OCIEIOBAaHUS PEKOMEHIYETCS BBINOIHITH OHUOICHIO
ounaTepaibHO.

Mopdonoruueckoe ucciieJoBaHUE IMyHKTaTa KOCTHOTO MO3ra (CTepHAJIbHOIO WJIH Ap.)
HE 3aMeHseT TMCTOJIOTHYECKOE UCCIIEJOBaHHE TPEaHOOHoNTaTa.

[Ipu Hammuuy B o0IIEeM aHaIM3€ KPOBU WM MHUEIOTpamMMe JTUMQOIMTO3a, HE3aBUCUMO
OT YHCTIa JICMKOITUTOB, a TAKXe NPH MpeoOiaannu JTUM(OUTHBIX KJIETOYHBIX AJIEMEHTOB,
ATUTIUYHBIX JIMM(OIMTOB WM TIOJO3PUTEIBHBIX Ha OJIACTHBIC KJIETKH B IUIEBPAIHHOM,
ACIUTUYECKON WJIM JAPYTHX OWOJOTMYECKHX  KHIAKOCTSIX HEOOXOJUMO BBITOJTHECHUE
MMMYHO(GEHOTUITUPOBAHUSI METOJIOM IMPOTOYHOW IUTOMETpHUH. [IpoTOUHAsT TUTOMETPHS
MO3BOJISIET OBICTpO  TpoBecTH  TU(PPEpPeHINATBHYI0 JTUAaTHOCTHUKY  OIYXOJIEBOTO W
PEaKTHBHOTO JUMQOIMTO3a, YTO BAXHO JUISI OMNPEACNICHUS JaTbHEHIIeH TaKTHKH
oOcnmenoBaHusl  TMalMeHTa.  MarepuajioM Uil aHaIW3a  METOAOM  MPOTOYHOM
HUTO(QIIFOOPUMETPUHU MOTYT CIIY>)KUTh KJIIETKH KPOBHU, KOCTHOTO MO3Ta, BBIMOTHBIX KUIKOCTEH,
OpOHXO0ABBEOJISIPHOTO CMBIBA, IMKBOPA, TOMOTCHU3WPOBaHHBIC 00pa3Ilbl TKaHEH (cene3eHka,



auM@aTtudeckue y3abl M T.J.), KIETOYHAsl CyCIEH3Us, MOJy4eHHas MpH aclHUpanuoOHHON

TOHKOHUTOJIFHOW MYHKIUHU TUM(PATHYECKUX y3JIOB.

[Ipu ompeneneHun CTaaWK OIMYXOJIEBOTO IMPOIECCa MOXKET MOTPEOOBATHCS OHOICHS
ApPYTrUX O4YaroB IOPAXKCHUs, €CIU HENb3sl UCKIIOYUTh UX OIYXOJIEBYIO IPUPOLY APYTMMU
CII0CO0aMu.

[Ipn penuauBe WM MpOrpecCUpOBaHWH 3a00JIeBaHUS O00S3aTEILHO BBITTOJHEHUE
MOBTOPHOU OWOTNCHH W MOP(OJOTUIECKOTO HCCIEAOBAHUS IMOPAKEHHBIX JTHM(PATHUSCKUX
y3JIOB WJIM OYaroB, PAaCIOJIOXKEHHBIX dKCTPaHOJAIBbHO. Takke MOBTOpHAST OMOIICHS TTOKa3aHa
P HAJTMYHUA PE3UAYATBHBIX 09aroB JIJIS TIOATBEPIKIACHHS PEMHUCCHH.

[loBTOpHO acmupanuss W TPEMaHOOMOINCHUS KOCTHOTO MO3Ta BBINONHSIOTCS JUIS
IIJIJAHOBOM OLICHKH PE3YyJIbTATOB JICYEHUS U IIPU MOSBICHUN KIMHUYECKH HEMOTUBUPOBAHHBIX
[UTONICHUHN U JIMXOPAJKU. ACITUPAT KOCTHOTO MO3Ta MOXET OBbITh HH(POPMATUBEH IS OLICHKH
pereHepauyy M JUCIUIACTUYECKUX H3MEHEHHH reMonossa. Y OOJbHBIX € IOpaKEHHEM
KOCTHOTO MO3ra IIUTOJIOTHYECKOE MCCIENI0BaHUE MyHKTaTa I OLICHKM U3MEHEHUil o0beMa
OIyxoJieBO HMH(UIBTpanMu HE Bcerga MHpopMmatuBHO. Ecim y manmeHTa ¢ HMCXOJHBIM
MOpaXEHUEM KOCTHOI'O MO3ra NpU MOBTOPHON Ouomncuu He OOHapyXeHbl HU OIyXOJeBas
WHOWIBTpALUs, HU HW3MEHEHHS <«@PXUTEKTYpb» KOCTHOTO MO3ra, 3TO O3HA4YaeT, dYTO

MTOBTOPHBINA OHONTAT OBLT B3SIT U3 30HBI BHE MTOPAYKEHUS K HEOOX0/1MMa €Ille 0JIHa OUOMCHS.

PacnpocTpaHeHHOCTh Ipolecca.

Ompenenenue craguu y OONbHBIX JUMpoMaMu (32 UCKIIIOUEHHEM YKa3aHHBIX 0C000)
OCYIIECTBIACTCS Ha OCHOBaHMM Kiaccudukamuu Ann Arbor B momudukarmu Cotswold
(Tabm. 1).

dopMyIupoOBaHNEe THATHO3A

[Ipu popmynupoBaHuu AUarHo3a HEOOXOIUMO YKa3aTh:

e Ha3BaHue OOJIE3HU B COOTBETCTBUHU ¢ Mopdosornueckon kiaccudukanuein BO3 2008 r.,
BapHaHT 3a00JieBaHUS MPU €ro HaMUYuu (MOP(HOJOTHUECKUN WM IMTOJOTHYECKUN

2.
BapWaHT, TUM U T.11.);

e CTaauI0 3a00JIeBaHHs C y4eToM B-cHMNITOMOB M Ipyrux ()aKTOpPOB pUCKA, C YKa3aHUEM
BCEX 30H MOpakeHWs. [IpW mopakeHHHM MapHBIX OPraHOB YKa3bIBAeTCs, KAKOW W3 HUX
MOPaXKEH;

2

YKasaHue Ha pefKo AMarHoCTUpyemMble NePBUYHbIE IKCTPAHOAA/IbHbIE BAPMAHTbI, HETUMUYHbIE
UMMYHOdEHOTUNUYECKME N MOSIEKYNAPHbIE BapWMaHTbI, 0ByCNaBAMBatoOLWME U3MEHEHME TepaneBTUYEeCKOn
CTpaTernu, TakKe MoryT 6bITb BK/IIOUYEHbI B ANArHo3



e [pynny pucka W/WIM TPOTHOCTHYECKYIO
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IpyHIy C YKa3aHUEM HCIOJIb3YEMOIO

nporuoctudyeckoro wunaexca (IPlI, FLIPI u 1.1 — cM. pa3gensl, MOCBsIICHHbIE

COOTBETCTBYIOIIEMY 3a00JI€BaHHUIO)

e OcnoxxHeHus1, 00yCIOBIEHHBIC 3a00JIEBaHUEM

Taomuua 1

Knaccudukarus mumbom Ann Arbor, moaudukamms Cotswold

Cranus |

= ” 3

ITopaxenue oaHOM TMM(PATHIECKOI 30HBI WIIH CTPYKTYPBI
JIokanu30BaHHOE MOPAKEHHUE OJTHOTO IKCTPATUM(pATHUECKOrO OpraHa Hin
TKaHM B IIpeZieax OJHOTO CErMEHTA

Cramus |1

TMopayeHue ABYX M Gosee”’ MTUM(ATHIECKIX 30H 110 OJHY CTOPOHY
nuagparmMsl

Jlokanu3oBaHHOE B Mpeeax OJHOI0 CErMEHTA MOPaXKeHNUEe OJJHOTO
AKCTpATUM(ATHIECKOTO OpraHa MM TKAaHU U €T0 PETHOHAPHBIX
TUM(ATHIECKUX Y3JI0B C HITH 0€3 TIOPAKEHHS JPYTUX TUM(aTHIeCKUuX
oOyacTtell o Ty K€ CTOPOHY nadparmbl

Cramus
1]

[Mopakenne MMM(AaTHIECKUX Y3JI0B WK CTPYKTYP IO 00€ CTOPOHBI
nuadparml’

Jlokanu3oBaHHOE B Mpeeax OJHOI0 CErMEHTA MOPaXKeHHUEe OJJHOTO
AKCTpaATMM(ATHIECKOTO OpTaHa MM TKAaHU U €T0 PETHOHAPHBIX

TUM(aTHYECKHUX Y3JI0B C MOPaKEHUEM JAPYTruX JTuMdaTHiIecKux obaacTei mo

o0e cTOpoHBI TruadparMbl

Cranns
AV

JlcceMuHrpoBaHHOE (MHOTO()OKYCHOE) MOPaKEHUE OJJTHOTO UITH

HECKOJIBKHX BKCTpaJ'II/IM(baTI/I'-IeCKI/IX OpraHoB, C HJIN 0e3 MOpAXKCHUA

* K iMMbaTYECKMM CTPYKTYPam OTHOCAT IMMAATUYECKME Y3/bl, CENE3EHKY, BUIOYKOBYIO KENE3Y, KOMbLIO
Banbaeliepa, yepBeobpasHbIi OTPOCTOK, NeepoBbl 6AALLKN

4I'IpM nmoome XoaKKMHA 15 BTOPOW CTagmm HeobXxoauMmo A0MN0HUTENIbHO apabckol umdpoit yKasbiBaTb
KOZIMYECTBO NOPaXKEHHbIX TMMPATUUECKUX 30H (Hanpumep, cTagus lly)

> PekomeHayeTca pasnmyatb cTaguio lll;, ¢ noparkeHnem BepxHUX abaoMmuHanbHbIX AMMPaTUYECKUX Y3/10B
(sopoTa neyeHu, ceneseHkm, ypesHble n1/y), n ctaguio lll,, ¢ noparkeHnem 3abpIOLLNHHbBIX TMMPY3108
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TuM(paTHIECKUX y3JI0B
N3onupoBanHOE MOpaxeHHe SKCTPATUM(PATUYECKOTO OpraHa ¢ MopakeHueM
OTJJAJICHHBIX (HE PErHOHAPHBIX) TUM(PATHUECKUX Y3TI0B

[TopaskeHue nme4eHu u/|im KOCTHOT'O MO3ra

s Bcex craguid

A e OrcyrcTBHE IpU3HAKOB B-cTanuu
B® Opnun unm OoJiee U3 CIEAYIOIUX CUMIITOMOB:
e Jluxopanka Beime 38°C He MEeHee TpeX JTHEH MoApsT Oe3 MPU3HAKOB
BOCIAJICHUS
e Hounslie mpody3HbIC TOTHI
e Jloxynanue Ha 10% Macchl Tena 3a nociaeaHue 6 MecsleB
E e JlokanuszoBaHHOE 3KcTpaHoianbHOE opaxeHue (npu I-1llcragusax)
S o Tlopaxenue cenesenku (npu I-1llcrannsx)
X e Maccusnoe (bulky) omyxoseBoe nmopaxenue —ovar 6osee 10 cm B auamerpe

N 7
WM MEMaCTHHAILHO-TOpaKaJIbHbIN HHAEKC Oonee 1/3

I11aH 00caen0oBaHNUS 00JLHOIO

¢ KimHnueckoe o0ciiegoBaHue

o COop anamHe3a (B T. 4. CEMEHHOT0)

o @OuU3NKaIbLHBIN OCMOTp, B T. Y. HajJbllallud BCCX NOCTYIHBIX MNaJbIIAIIAN T'PYIIII

HepI/I(l)epI/I‘lCCKI/IX JII/IM(I)aTI/I‘{eCKI/IX Y3JI0B, IICYCHU, CCIIC3CHKH, OCMOTP MHUHIAJINH

" ITOJIOCTH pTa

OnpeﬂeneHHe Hanuuus B-cuMnToMoB

Omnpenenenne craryca no ECOG:

0. IlomHOCTBIO AKTHUBCH, CIIoco0eH MEPCHOCUTL HArpy3kKu B TOM K€ 061,eMe,

YTO W JI0 Havajia 3a00JIeBaHUs

OrpanuveH B BBHIIOJHEHUH WHTEHCUBHBIX (U3NYECKUX HArpy30K, HO
CBOOOJHO TEPEABUTAETCS M MOKET BBIMONHATH JIETKYH) WU CHISYYIO
paboTy — nerkyro paboTy 1o aomy, paboTy B odrce

CB0OOOIHO TTEpEeABUTAETCS M B COCTOSIHIH €051 00CITYy)KMBaTh, HO HE MOXKET
BBITIONHSATH KaKyro-11u00 padoTy. [IpoBoauT B mocTenn MEHBIIIE MOJTOBUHBI
CBETJIOTO BPEMEHHU CYTOK

BosmoxHOCTh ce0si oOciyxkuBarh orpanuyeHa. [IpoBogut B moctenu
OOJIBIIIYIO YaCTh CBETJIOTO BPEMEHH CYTOK.

6 o

KOXHbI 3y, UCKNOYEH U3 CUMNTOMOB MHTOKCUKaLMK
7 v v

MeanacTMHaNbHO-TOPaKaNbHbIA MHAEKC — OTHOLLIEHWE WNPUHBI CPEANHHON TEHW B CAMOM LUMPOKOM MecTe K
AVaMeTpy rpyAHOM KNEeTKM B CAMOM LUMPOKOM ee MecTe — Ha ypoBHe Th5-6Ha cTaHZ4aPTHbIX NPAMbIX

peHTreHorpammax
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4. He B cocTosinuu cedst 06caykuBath. [[puKoBaH K MOCTENN WK KPECTY.

e JlaGopaTopHble METOABI HCCIIEIOBAHUS

(@]

O O O O

o

PasBepHyTBIlI KIMHUYECKUH AaHAIW3 KPOBH C IIOACYETOM JICHKOLUTAPHOMU
(hOpMYyIIBI I KOJTMYECTBA PETUKYIOLUTOB

OOmuii aHaIM3 MOYH

buoxumuueckuit ananuz kposu (JIAI', MmoueBas kucimora, MOUEBHHA, KPEATUHUH,
obmmii  Oenok, anpOymuH, Ownmpyoun, ACT, AJIT, menounas ¢ocdarasa,
AJEKTPOJIUTHI, KAJIbLIUIA)

Koarymorpamma

OnexTpodope3 0eIKOB CHIBOPOTKU KPOBU

Omnpenenenue rpymnibl KPOoBU, pe3yc-hakropa

Omnpenenenne MapkepoB BUpycHbIX renatutoB B u C, BUY

VY JKEHIIUH IeTOPOJIHOTO BO3pacTa — TECT Ha OEpEeMEHHOCTh

e Merobl Ty4eBOI TUarHOCTUKH

o

Pentrenorpagusi opraHoB rpyaHOW KJIETKH (P HEBO3MOXXHOCTH BBITIOJIHECHUS
KT — B AByX IpOEKIUsX)

KT uren, rpyiHO# KIETKH, OPraHOB OPIOIIHOM MOJIOCTH U MAJIOTO Ta3a.

VY31 nepudepuueckux ITuM(ATUYECKUX, BHYTPUOPIOIIHBIX U 3a0pIOLMIMHHBIX
y3JIOB ¥ OPraHOB OPIOIIHOM IMOJIOCTH MOXET WCIOJIb30BATHCS ISl KOHTPOJIS 32
JICUECHUEM, HO HE SIBJIICTCSI CTAaHIAPTOM IIPH YCTAHOBIICHUH CTaJINU 3a00JICBaHUS U
pH oreHKe 3PHEKTUBHOCTH JICUSHUS

e IluTonmornueckoe v rTUCTOJIOTHYECKOE UCCIICIOBAHNE KOCTHOIO MO3Ta
e DOKI u Dx0-KI'

L4 9HI[OCKOHI/I‘IGCKOC HCCJIICOOBAHUC KCITy/IKa

HpI/I HaJIMYNH TTOKAa3aHUM TaKKe MOT'YT BBIIIOJIHATHCA:

e JlabGopaTopHble METO/BI UCCIIEAOBAHUS

©)
©)

HccnenoBanue -2 MUKpOrioOynruHa
[Tpsimast mpo6a KymOca

e MeToapbl JIy4yeBOW TUATHOCTUKH

©)

©)

©)

Pentrenorpacgus kocteil ckenera, cuuHTUrpadus KOCTeH ckenera
KT wim MPT rosnoBroro mosra
9T

Tak xak XuMuoTepanusi U O0TydeHUE 00JIACTH Ta3a MOTYT MPUBECTH K HEOOpaTUMOM

CTCPUIIBHOCTU IAIMCHTA, CO BCEMHU OOJILHBIMU ACTOPOJHOIO0 BO3pacTa 000HuX II0JIOB

1enecoo0pa3Ho 00CyKJIaTh BOIPOC O BO3MOKHOCTH KPHUOKOHCEPBAILMU CIIEPMbl HJIM TKAaHU

SSUYHUKA IIEPEC] HaYaJIOM TCpalnu.

C >KeHIMHAMU JETOPOJHOTO BO3pacTa ClIeAyeT 00CYXaTh BOIPOC O HEOOXOAUMOCTH

TOPMOHAIFHOM 3aIIMTHl OT OEPEMEHHOCTH, a TaK)K€ O METOAaX BO3MOXKHOW TOPMOHAJIbHON

3aI0UTEI AMYHHUKOB IIPH IPOBCACHUN MHTCHCHUBHBIX IIPOrpaMM JICUCHU.
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Omnpenesenne 3¢ GeKTUBHOCTH JieYeHUS

Onenky 3¢ (hEeKTUBHOCTH JICUEHUs CIEAYyeT MPOBOIUTH B cepeauHe (mocne 2-3 IuKia
XMUMHOTEPANK1) U MOCIe WHAYKIIMOHHOTO Kypca JICUeHHs, a TaKXKe MOCTe 3aBEpPIICHUsT BCE
IIPOrpaMMBbl JIEUEHUs (XMMHO- WM XUMHOJIY4YEBOM Tepaluu, MOAAEP/KUBAIOLIEH Tepanuu U
1.1.)%. O6CrenoBanne mNanEeHTa IODKHO OOS3aTENBHO BKITIOYATH TIIATEIBHBI OCMOTP,
KIIMHUYCCKUC aHaJIUu3kI, IIOJIHOC HCCICAOBAHHUEC MCTOAaMU J'Iy‘-IGBOﬁ JUAarHOCTUKH,

MNPUMCHABIIMMUCA OO HaAYaJIa JICHCHUA.

Hoanasa pemuccus (IIP):

1. TlomHoe WCUYE3HOBEHUE BCEX MPOSBICHHUMA 3a00JCBaHHS, B TOM YHCIE BBISBISICMBIX
Ipy  TOMOIIM JaOOpAaTOPHBIX ¥ JIYYEBBIX METOJIOB JIMAarHOCTUKH, a TaKKe
KIIMHAYECKUX CHMIITOMOB, €CJIM OHM UMEIT MECTO J0 Hayasla JICYCHUsI.

2. Pa3mepsl mTuM(}aTHIECKUX Y3II0B!

a. < 1,5cm mo HambonpleMy AMaMeTpy, €CIH 10 Hadaua JICUYeHHs pa3Mepbl
TuM(paTUYECKUX y3J10B ObUIH Oosblie 1,5 cMm

b. < 1,0cm mo HauOosblIeMy JUAMETPY, €CJIM 10 Hayaja JICYCHHUS pa3Mephbl
nuMpatraeckux y3noB Oobuu 1,5 — 1,1cm

3. Tleuenp, cene3eHka, eciad ObUTM YBEIHUYEHBI 10 Hadaya JICUCHUs, HE MaJbIIUPYIOTC,
0 JIAHHBIM JTYYEBBIX METOJIOB 00bEMHBIC 00pa30BaHMUs B HUX HE BBISIBIISIFOTCS

4. KocTHplif MO3r 0€3 TIPU3HAKOB OMYyXOJICBOTO TOpaxkeHus. Ecimu pesynbTar
MOP(OJIOTHYECKOTO HMCCIEOBaHUSI KOCTHOTO MO3Ta HEOJAHO3HAYHBIA, HAIMYHE WIIH

OTCYTCTBHC MMOPAKCHUA JOJKHO ONIPEACTIATECA UMMYHOT'UCTOXUMHNYCCKU.

[1P cumTaercs mOATBEPKAECHHOM, €CIIM JOCTUTHYTHINA 3h(EKT coxpaHseTcss HE MeHee 2
HeJIeNb WJIM KOHCTAaTUPYETCs NalibHEHIee yyqIlleHHe.

Heyesepennas noanas pemuccus (IIPH):

1. OcratouHnnie HU3MCHCHUSA, BBIABIIICMBIC TOJIBKO IIPU IMOMOIIXW JIYYEBBIX MCETOI0B
uccienoBaHus, (0OCOOEHHO 3TO KacaeTcsi OCTAaTOYHBIX OOBEMHBIX OOpa3oBaHMM B
MECTE€ MaCCHBHOTO OITYXOJIEBOTO TOPAXESHHS, Yallle BCETO B CPEIOCTEHHUH), B CIIydae
COKpaIeHusi omyxonu Oosiee yeM Ha 75% OT MCXOIHBIX pa3MEpOB IO CyMMeE JIBYX
HanOONIbIINX €€ ANaMETPOB. OTH 0CTAaTOYHEIE N3MEHEHHUS HE AOJIKHBI YBEJINYNBATHCSA
B T€UeHUE Oojiee yeM 3 MecsIeB.

2. Tlo ppyrum mokasaressiM — COOTBETCTBHE KPUTEPHSIM MOJTHONH PEMUCCHU

Yacmuyunas pemuccus (4P):

8

JononHutenbHoe ob6cnenoBaHune B Npouecce MHAYKLMOHHOMO Kypca 1A oueHKu apdekTa Tepanum
NPOBOANTCA MPU HANNUYUKN NOKA3AHMI — NOAO3PEHNN HA HEAOCTAaTOUYHYIO 3P PEKTUBHOCTL MU MPU
BblpaKeHHOM 3¢ eKTe — B C/1y4anax BO3MOXKHOIO COKpaLleHUsa 06bemMoB ieyeHuns
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1. YMeHblneHHE CyMMBI JAMaMETPOB BCEX H3MEPSIEMBIX OYaroB (JIUMQOY3I0B H/WUIH

3.

OYaroB HKCTPaHOJAJIBHOIO IOpaxkeHWs)) He MeHee uyeM Ha 50%. Eciou pasmepsl
MOpPaXKEHHBIX O0YaroB MEHee 3CM IO HaumOOJbIIEMY JUAMETPY, TO 2 HauOOJIBIINX
ouara JOJDKHBI YMEHBIIUTHCS He MeHee, ueM Ha 50% mo HaubosblieMy Juamerpy.
[Tpu Hamuuuu OGosee yem 6 ouyaroB mopaxxeHus Oosee 3 cM, JOCTaTOYHA OIEHKA 6
HauOOJIBIIMX OYaroB, JOCTYIHBIX YETKOMY M3MEPEHHUIO B ABYX HEPHEHAUKYISPHBIX
HampaBieHusAX. lIpy HanmWYMM MeIMaCTHHANBHBIX W/WIM pPETPONEPUTOHEATHHBIX
0YaroB MOPAXXEHUs, OHU 003aTEIBHO IOJKHBI YYUTHIBATHCS MIPH U3MEPCHUN
OTcyTcTBHE HOBBIX 04aroB NOPaXEHUs, OTCYTCTBUE NPU3HAKOB YBEIMUYEHUE KAaKOIrO-
1100 U3 paHee AMATHOCTUPOBAHHBIX 0YAroB MOPAXKEHUS

B cnyyae McXonHOTrO mopakeHUsT KOCTHOI'O MO3Ia, CTaTyC KOCTHOTO MoO3ra s
onpeaeneHus YP He 3naunm. OJTHAKO MIPU COXPAHEHUU MOPAXKEHUSI KOCTHOIO MO3Tra B
mporecce W/WIM  TIOCNIe  3aBEpIICHUS  JICUCHHs, O00s3aTeIbHO  YTOYHEHHE
XapaKTEPUCTUKHU OIyXOJIEBbIX KJIETOK. BOJbHBIE C HCXOHBIM MOPAXKEHUEM KOCTHOTO
MO3ra, Y KOTOPBIX IIOCJIE 3aBEpUICHMs JIEUECHUs KIMHUYecKH nuarHocrupyercs 1P, Ho
P 3TOM COXPAaHSAETCS MOpPAKEHHE KOCTHOTO MO3ra WJIM KOCTHBIM MO3I HE MOKET
OBITH OIlcHEH, OTHOCsATCS K UP.

Cmabuiuzauus (Cm)

IToka3zaTenu OIyXojau He COOTBETCTBYIOT HHM Kputepusm IIP wim YUP, Hu kpurepusim
IIPOTPECCUPOBAHMS

Peyuous (nocie I[1IP) unu npoecpeccuposanue (nocie 4P unu Cm)

1.

2.

[TosiBiieHWe HOBBIX 0OYaroB (yBeNWYCHHE JIMM(ATUYSCKUX Y3JI0OB WM OOBEMHBIX
00pa3oBaHMil AKCTPAHOMAIBHBIX JOKanu3anui) Oosnee 1,5 cM B Haubombinem
W3MEpPEHUU B TPOIECCe WM IIOCIIC 3aBEPIICHHS JICUCHUS, BHE 3aBUCHMOCTH OT
W3MEHEHHUS Pa3MepOB JPYTUX 04aroB MOPakKeHUS

VYBenuueHne Kak MHHUMYM OJIHOTO YX€ M3BECTHOro oyara Oosee yem Ha 25% or
MUHUMAaIBHOTO. JJIsT 0uaroB MeHee | ¢cM B HaUOOJBIIEM H3MEPEHUN — YBEIIMUCHUE JI0
1,5 cM u Goree.
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Jlum¢poma XoxKKHHA

3200J1eBa€EMOCTh

3aboneBaemocTh nuMpomont XomxkuHa B Poccun cocrasnser 2,1 cinywast va 100000
HaceneHus B ronx (3149 BmepBele IMAarHOCTUPOBAHHBIX OONBHBIX), 2,2 - B CTpaHax
EBporetickoro coroza u 2,8 - B CIIA. CmeptaocTs nocturaer 0,74 ciaydaeB Ha 100 000
HaceneHus B 1o B Poccuu u 0,7 — B EBponeiickoM coroze. 3aboeBaHne BO3HUKAET B TIOOOM
BO3pacTe, HO MPEHUMYIIECTBEHHO B HHTEpBajie 16-35 ner, B 3TOM BO3pACTHOM TpyIme B
Poccuu npeobnagaroT KEHITUHBL.

Quarﬂocnﬂca

1. Kpwurepuu ycTaHoBJ/IeHUsI ANATHO3a

Jlumpoma XomxkuHa — 3T0 B-kiietouHas nuMdoma ¢ BBIPaXKEHHBIM PEAKTHBHBIM

MOTUMOP(HOKIETOUHBIM ~MHUKpPOOKpY)XeHHeM. K omyxoneBoil momymsiuuu — JUM(OMBI
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XOMKKMHA OTHOCAT KJIETKM XOJDKKMHA, KIeTku  bepesoBckoro-Pua-Iltepubepra,
JmakyHapHbele, MymudunupoBaHuele, LP-xnerku. Bpimensior kiaccumueckyro JIuMQpoMy
XOoKKUHA U HOAYISAPHYIO TUM(poMy XOHKKHHA ¢ TUMGPOUTHBIM MPE00IIaTaHueM.

Knaccuueckas nmumpoma XOKKMHA BKJIIOYAET THCTOJOTHYECKHE BApPUAHTHI:
Honymsapuelid ckiepo3 (NS | u Il Tuma mo BpuraHCKOW T'HCTONOTHYECKON Tpajarivii),
CMEIIIaHHO-KJICTOYHBI BapHaHT, KIACCHYECKH BApUAaHT C OOJBIIUM KOJMYECTBOM

JTUMQOIUTOB U PEIKO BCTPEUAIOIIMICS BApUAHT € JIUM(OUTHBIM HCTOILICHHEM.

Bce BapuanThl Kiaccuyeckoi JIuM(pOMbI XO/DKKMHA XapaKTEPU3YIOTCS CIUHBIM
ummyHopenoruniom: CD30 (dot-like, memOpanHasi, nuToria3maruieckas peakuusi), CD15
(dot-like, memOpanHas, ruTomIa3mMaTiueckas peakuus), PAX-5 (cnabas saepHas peakius 1mo
CpaBHEHUIO ¢ B-KiieTkaMu peakTHBHOTO MUKPOOKpPYKEHHsI). B OmyXoJieBbIX KIETKaX MOXET
oOHapyxuBatbcs Bupyc dnmreiiHa-bapp (LMP1/EBER).

OnyxoJyieBble KJIETKM B YacTH CIy4aeB 3KCIPECCUPYIOT NaH-B-kieTouHbl Mapkep
CD20 (rereporeHHast 10 MHTEHCUBHOCTH MEMOpaHHAast peakius); IKCIPECCHs OIyXOJEBBIMU
knetkamu CD45 um CD3 ortcyrcrByer. JlONMOJHHUTENBHBIM MapKEpOM, IO3BOJISIOLINM
ornuuTh JuUMPpomy XomkkuHa oT auddy3Hoit B-kpymHOKIeTOUHOH MMM(OMBI, SBIsSETCS
OTCYTCTBHE JKCIIpeccuu B-kierounoro TpanckpumnimoHHoro ¢akropa BoB.1 (wnmm cnabas

MO3UTUBHAA AACpHAA PCAKIMA B OTACIBbHBIX OITYXOJICBBIX KHGTK&X).

[Ipu ycraHOBJIEHMH JMAarHo3a KiaccHyeckol JTUM@OMbI XOJKKHHA - HEOOXOAUMO
yKa3aTh THUCTOJOTHYECKHA BapUaHT W OCOOCHHOCTH MMMYyHOdeHoTumna (3kcmpeccusi CD20,
EBV, ecnu BBINONMHAIOCE HMMMYHOTHCTOXMMHMYECKOE HcCclenoBanue) (cMm. Tabm. 1).
NMMyHOTHCTOXMMHYECKON Bepu(UKaAMKM TOJUIeKaT BCe clydan JIUMQPOMbI XOIKKHHA,

OCO6€HHO, Koraa BOBHUMKAa€T COMHCHHUEC IO JaHHBIM CBETOBOH MHKPOCKOIIHH.

Honpynspuas numdoma XomKkuHa ¢ TUMQPOUIHBIM MPeoOIaJaHuEM OTINYAeTCs OT
KJIacCM4ecKor JIMM(pomMbl XOKKMHA 1O KIMHUYECKUM U HMMYHOMOP(QOJIOTHYECKUM
xapakrepuctukaMm. OmyxoneBbie LP-xineTkn omuHakoBo mHTEHCHBHO 3Kcrpeccupyror CD20,
Pax5, n npyrue B-xmerounsle anturensl, yacto EMA. Ux okpyxator pozerkn nz CD3+,
CD57+, PDI1+ T-mumdormroB. Dxcrnpeccus CD30 m CDI15 Ha oOmyXonleBBIX KIETKaxX

OTCYTCTBYET.
Tabmnma 1.
Mopdonoruueckas knaccupukanus IMMpoMbl XOHKKUHA
BO3, 2008 r.
JIumdpoma XomKKHHA Bapuantsl NmmyHodenoTun

OTyX0JIEBOTO CyOCTpaTa
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Knaccnueckas ®  HOXYJSPHBIN CKiIepo3, TUIbI | u 1l; CD30+, CD15+, CD20-/+
®  CMENIaHHO-KJIETOYHBIN; (CD20+ oxomo 20-40%

e  GoraTelil TUMpOLUTAMHE; caydaes), CD45-, PAX5

e TUMQOHIHOE UCTOIICHNE (cmabas suepHas
akcnpeccus), BoB.1-,

MUM.1+

Honynspaoe CD20+, CD45+, CD30-,
nuMdouiHOoE CD15- (B emuHUYHBIX
npeoorajanue CIIyYasix IO3UTHBHAS
skcpeccust), BCL-6+/-,
PU.1+, J-chain+, BoB.1+,
MUM.1-/+

2. Ilian o0ciaenoBaHuA

Illepeo mauanom neuenus 00abHON TUMEGOMON XOKKHUHA JTOJDKEH OBITh IOJHOCTBHIO
oOciemoBaH B COOTBETCTBUM CO CTAHJAPTHBIM IUTAHOM  00CJIeIOBaHUS  OOJBHBIX
nuMpornposmdepaTtuBHBIMU 3200JI€BAHUSMH.

Jns  OOJBHBIX,  KOTOPBIM  IUIAHUpYeTCS  JIeYeHHe C  HCIOJIb30BaHUEM
MIPOTHBOOITYXOJIEBBIX AaHTHOMOTUKOB aapubiactuHa U OneomuinmHa (B cxemax ABVD u
BEACOPP) nomumo cTaHIapTHOro OOCIIEIOBaHHs CEpACYHO-COCYIUCTOM W JIbIXaTeIbHON
cHCTeM 00s3aTelbHO HCCIeI0OBaHuEe (PaKLUU CEpPAEYHOT0 BBIOpOca M (PYHKIMHM BHEIIHErO
JBIXaHUS JIO0 JICYEHHUs, a TPU CHIDKEHHOW (pakuuu BbIOpoca — JOMOJHUTENbHO 1-3 pasza B
Ipoliecce JISYEHUs U MOCIIe €r0 OKOHYaHUS.

Ilnan obcredosanus npu peuuduee uau npozcpeccuposaruu s3abonesanus. Tak Kak npu

peuuanuBe HJIKN IMPOrpeCCUpOBAHUN 3a00JIeBaHUs PCKOMCHAYCTCA YCTAaHABJIMWBATL CTAJUIO
peuuanBa, 06CJ'ICI[OB3.HI/IC 0O0JIBHOTO IpOBOAUTCA B TOM KC 06’beMe, 4TO W 1IpH NEPBUYHOM
O6paH_ICHI/II/I. HOBTOpHaSI OHoICHUsS HACTOSTEIHLHO PCKOMCHAYCTCA IIpHU peUIUBAX WU IIPU
IIOABJIICHUH CUMIITOMOB U HpOHBJ’ICHI/Iﬁ 00JIe3HU HE XapPaKTCPHBIX IJISA J'II/IM(I)OMBI XOKKHUHA.

3. CraaupoBaHue, IPOrHOCTHYECKHE TPYIIIbI

CrangupoBaHue OCYLIECTBISETCA IO pe3yjibTaTaM OOCIEIOBAaHUS B COOTBETCTBUU C
kpurepusimu  kinaccudukammu Ann Arbor. Tlocne 3aBepuieHus cragupoBaHus — OONBHON
JOJDKEH OBITh OTHECeH K OJHOM W3 MPOTHOCTUYECKUX TpYII: paHHUE CTaJuu C
ONMarompusATHHIM NPOTHO30M, paHHHUE CTAAMM C HEOJAarompHsATHBIM TMPOTHO30M U

pacripocTpaHeHHble cTtaauu (cM. Tabn. 2). B rpynme OOJBHBIX C pacrnpOoCTpaHEHHBIMH
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CTagusIMH JUIs BbIOOpa TepalmuM MOXKET MCIIOJIb30BaThCSl  TAKXKE MEXIYHApOIHBIN

nporHoctudeckuii uaaexc (MIIN) — rabmumma 3.
Jleuenue

JleyeOHasi TaKTUKa IJIAHUPYETCS B COOTBETCTBHM C IPOTHOCTUYECKOH TIPYNION, K
KOTOPO# ObLIT OTHECEH OOIBHOM.

1. Jleuyenue kjaaccudeckoi sumMdpombl X0KKHHA, | TUHUA Tepanuu

a. Pannue CcTaauu, 6JIal"Ol'lpI/IHTHbII71 IPOTrHO3

CraHIapTOM JICYCHHMS JJI PaHHUX CTaHi C OJArompHsATHBIM IIPOTrHO30M SIBIISIOTCS 2-4
IUKIa TnonuxuMmuorepanuu mo cxeme ABVD (agpuamunue, OJC€OMUIIMH, BHHOJACTHH,
nakap0Oas3uH) ¢ mocienyromiei gydeBoii Tepanuend (JIT) B cymmapHnoii ogarosoii qoze (CO/)
30 I'p Ha 30HBI UCXOAHOIO IMOPAKEHHUS B CTAHIAPTHOM pexkuMe (pa3oBas oyaroBas jgo3a 2 I'p
5 nueit B Hememwo) [l, A]. Ilpeamourenue cnenyer otnaBate 4 nuxiam ABVD, 3a
HCKIIIOYCHUEM TEX, KTO IIOCIE TINATEIbHO IPOBEACHHOIO COBPEMEHHOI'O 00CIeIOBaHUS
CTPOTO YIOBJICTBOPSIET CICAYIOIIUM KPHUTEpHsM: He Oosiee 2 30H MOpPaKECHUS, OTCYTCTBUE
AKCTPAHOJABHOTO MOPAKEHHU s, MACCUBHBIX KOHIIIOMEPATOB U yckopeHHoro COD.

BOHpOC O BO3MO>KHOCTHU OTMCHBI queBOﬁ TEpalliu Y HEKOTOPBIX OOJIBHBIX OCTaeTCS
OTKPBITBIM, TaK KaK HC IMPOaHAJIU3UPOBAHBI JAHHBIC KIIMHUYCCKUX HCCHCHOB&HHﬁ,
HU3y4daromux BO3MOXKHOCTb CTpaTI/Iq)I/IKaI_[I/II/I JICYCHHUA Ha OCHOBAHWHN OJAHHBIX I15T.

Tabmuma 2
[TporHocTudeckue rpymnmsl Ui BeIOOpa Tepanuu npu duMpome XomKKIHA

MNMPOI'HOCTUYECKHE GHSG EORTC/GELA
I'PYIIIBI
PanHue cranum, Cranuu I-11, 6e3 pakropos Cranuu I-11, mopaxenue
ONaronpUATHBIN TPOrHO3 pHcKa BbIIIE Tuadparmel, 6e3
(akTOpOB pHCKa
Pannue cranuu, Cranuu I-1l ¢ paxTopamu Craguu |-, nopaxxenue
HEeOJIaronpUsTHBIN IPOrHO3 pHcKa BbIIIE TUa(parMbl, ¢ OJHUM
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PaCHpOCTpaHeHHHC CcTaun

C umu D, Ho 6e3 Au B
(hakTOpOB pHUCKa

Craguu I-1l cAuB
(hakTopaMu pHcKa,
Cragnu -1V

nim 6osee GakTOpoB puUcCKa

Cragnu I1-1V

dakTopbl pucka (PP):

A — MaccuBHOE

CpenocteHue™

B — cramusa E

C — yckopenue COD**

D — > 3 obnacreit
nuMpaTrHaecKux
KOJUIEKTOPOB

A — maccuBHOE

cpenocteHue™

B — Bo3pact > 50 ner

C — yckopenue COD**

D — >4 o6nacreii
TuMdaTHIEeCKUX
KOJUJICKTOPOB

GHSG — German Hodgkin’s Lymphoma Study Group — I'epmanckas rpyria 1o u3y4eHuto

nuMdomMbl X0 KKIHA

EORTC/GELA — European Organization for Research and Treatment of Cancer/ Groupe
d’Etude des Lymphomes de I’Adult — EBporieiickast opranu3aiiyst o Uu3y4eHuIo 1 JICUCHHIO

paka/['pynma mo u3yueHuro TMMQPOM y B3pOCIbIX

*MaccuBHOE CPCAOCTCHUC — MaKCHMaJIbHBIN ANaMCTpP OITYXOJIN 6onee 1/3 MakCUMAaJIbHOTO

JIaMeTpa rpyJHOM KIETKU Ha MPSMOM peHTreHOorpaMMe rpyAHON KIETKU

**C0O2>30 mm/gac pu ctagun B u COD2>50mm/gac npu cragun A no ITanuenkoy (>35

i >65 no Becreprpeny)

Tabauua 3.

MexayHapOoAHbINA IPOTHOCTUYECKUNA UH]IEKC

MexnyHapoaHbIi

HpOFHOCTI/IquKI/Iﬁ HHIACKC

(xaxxaprit paxrop = 1)

AnpOymun <40 r/n
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I'emormobun < 10,5 r/mn

MyxcKoil ot

Bo3spact > 45 ner

Cramusa IV

Jletikormmros > 15 000/mm°

Jlumbponenus < 8% mnpu monacuere (GopMyabl KPOBH WIH <
600/Mm’>

b. Pannue craamu, Heﬁ.]'lal"OI[pI/IﬂTHin/i IPOTHO3

Jlisi paHHMX CTaguii ¢ HEOJIATONPUATHBIM TPOTHO30M CTaHJAPTHBIM JICUYCHHEM
aBIsAOTCS 4-6 nukioB noiauxumuorepanuu no cxeme ABVD B coueranuu ¢ JIT CO/J 30 I'p
9
Ha 30HBI KCXOAHOTO mopaxkenus [1, A]”.

B rpynme coMaTHuecKM COXpaHHBIX OOJBHBIX MoOJIoke S50 JieT cymiecTByer
BO3MOXXHOCTh MPUMEHEHHS 0o0Jiee MHTEHCHBHOIO JICUCHHsS, KOTOPOE BKJIKOYAeT 2 IMKJIA
BEACOPP-3ckanupoBannbiii + 2 nukina ABVD c nocnenyromeit JIT COJ] 30 I'p na 30HbI
HUCXOJTHOr0 TMopaxkeHus. [Ipu NPUMEHEHHHM 3TOH MPOrpaMMbl JICUYEeHHs OBUIO ITOKa3aHO
yBeJIUYeHHe 3-JIeTHEH BBIKMBAEMOCTH, CBOOOJHOM OT Heynad jedeHus. OIHAKO JaHHBIE O
MO3JHE TOKCHYHOCTH B HACTOSIIEE BpeMS OTCYTCTBYIOT. MMEIOTCS TONBKO JaHHBIE O
CTaTHUCTUYECKU TMOATBEPKACHHONH S()PEKTUBHOCTH MPUMEHEHHUS TOHATOTPOIMH-PEIU3HHT
TOPMOHA C IIEeNbI0 3alUThl SUYHUKOB MPU HMCIOIH30BAHUHM STOW MPOrPaMMBI Yy >KEHIIUH
JETOPOJHOTO Bo3pacta. JledyeHrne mo AToW mporpamme cieayeT o0cyxkaaTh ¢ OONbHBIMH, U
OHO MOXET TPUMEHATHCS B KBAIM(UIMPOBAHHBIX KIWHUKAX TPH YCIOBHHM CTPOTOTO
COOIOICHNS PEXXKUMa BBEJICHUS TPEapaToB.

Tak xe Kak y OOJIBLHBIX C paHHUMHU CTAAUSIMU U 6HaFOHpI/I${THHM IMPOTrHO30M BOIIPOC O
BO3MOXHOCTH OTMCHBbI queBOﬁ TEpalliu Yy HEKOTOPLIX OOJIBHBIX OCTaeTCs OTKPBITBIM, TaK
KaKk HC 3aBCpHICHbBI W HC IMPOAHAIN3UPOBAHBI HTAHHBIC KIMHUYCCKUX I/ICCJ'IeI[OBaHI/II\/’I,
HU3y4aromux BO3MOXKHOCTb CTpaTI/I(I)I/IKaI_[I/II/I JICUYCHUA 110 JaHHBIM I15T.

C. PacipocTpaHeHHbIe cTaguu

° B HaCTOALLMX KAMHUYECKNUX PEKOMEHAALMAX B KBAAPATHBIX CKOBKaX NPUBEAEHbI yPOBHM AOKA3aTENbHOCTY
peKkomeHAaLni, B COOTBETCTBMM CO LWKAaMK, pa3paboTaHHbIMU AMEePUKAHCKMM 06LLEeCTBOM KAMHUYECKOM
oHKosiormm (ASCO) n EBponeiickum obuiectsom meauLUnHCKol oHkonoruu (ESMO). NoapobHoe onncaHue
YPOBHE [0Ka3aTeNIbHOCTU — CM. NpUoXKeHue 1



21

CrangapToM JI€4eHHs pPAclpOCTPAHEHHBIX CTAAUMl SBISETCA XMMHOTEpanus B
couetanuu c¢ JIT Ha 30HBI OOJBIIMX OIYXOJEBBIX MAacCHBOB, OCTaBIIHUXCS IOCIIE

XUMHUOTCPAIICBTUYCCKOT'O BOSIICfICTBPISI.

B Poccuu sta rpyrima 00JIbHBIX SIBISETCS caMOM MHOTOYMCIIEHHON U COCTaBIISECT MOYTH
nosioBuHy  3aboneBmmx JIX. C nmpyroéi ctopoHbl, B Poccum 10 HAcTOSIIEr0 BpeMEHU
coxpaHsercs 0OJbIION NePHUIUT TPAHCIUIAHTAITMOHHBIX KOEK, YTO HE MO3BOJIET MPOBOIUTH
aJICKBaTHYIO Tepaluio NpH peuuauBax 3aboneBaHus. [losTomy riiaBHOM 3ajadeil npu
JICYEHUU 3TOW Ipynnbl OOJIBHBIX SIBJISETCS JOCTHKEHHE MAKCUMAJIbHOIO YMCJIA MOJHBIX U
CTOMKHMX PEMMCCHUH YK€ Ha IepBoW JuUHUM Tepanuu. OJHAKO, YYMTHIBAs CYLIECTBOBaHUE
ATbTEPHATUBHBIX MOJXOJOB K JICYECHUIO 3TOM TPYIIBI OOJBHBIX B MHUPOBOM MpPaKTHKE,
1eecoo0pa3Ho BEIOOP MPOTrpaMMBbl JICUSHHUS 00CYKAATh ¢ OOJTHHBIM.

BonpaBIM B Bo3pacTe 10 60 ner 6e3 cuMnToMOB MHTOKCHKanuu U ¢ MIIU 0-2 moxer
OBITh peKOMEHIOBaHO JiedeHHe 6 muKiamMu ABVD mpu HOCTHKEHHH TOTHOW PEMHUCCHU
nociie 4-x uukiioB win 8 nukiiamu ABVD npu goCTHXKEHNH YaCTUYHOM peMuccuu nocie 4-x
HUKIOB. B mocnenHem ciiydae BO3MOXKHO OOCYXAEHHME albTEPHATUBHOIO IPOJIOJIKEHUS
JICUEHHUS: IPU JOCTHXKEHUU YacTUYHON pemuccuu nocie 4-x nukinoB ABVD - nposenenue
JOTOJTHUTENBHO TONbKO 2 nukioB ABVD (Bcero 6 nukinoB) u B nocieaytomem JIT CO/L
30I'p Ha ocTaTOYHBIE OITYXOJIEBBIE MAacChl (TPEUMYIIECTBEHHO JUMQPATHUYECKHE Y3IIbI)
pa3mepom Oosee 2,5¢M, BMeCTo ABYX JomoHUTENbHBIX nukioB ABVD [I-11, A].

BbonbubiM B Bo3pacte 1o 50 net ¢ MIIU 3-7 npeanoyrurensHee eyeHne 6-8 HUKIaMu
BEACOPP-14 ¢ nocneayromuM o0JTydyeHHEM pe3UAyalbHBIX OIYXOJEBBIX MacC pa3MepoM
6omnee 2,5cm COJ] 30 I'p. B atoit rpynmie 6onpHbIX Tepanus BEACOPP-14 ¢ nocnenyromieit
JIT mpuBOIUT K YIYYIIEHHUIO BBDKMBAEMOCTH, CBOOOJHOW OT HeyJad J€UeHHUs, U oOIen
BeDKHBaeMocTH. OnHako cxema BEACOPP-14 xapakTepusyeTcst 00bIeld TOKCHIHOCTHIO U
TpeOyeT MIaHOBOI'O MPUMEHEHUSI TPAHYJIOLUTAPHBIX KOJOHUECTUMYIHpYIoumx (axkropos (I'-
KCO®) [ll, A]. C nenpio yMeHbIlIEHUSI TPOSABICHUM TyMOpP JU3UC CUHAPOMA y OOJIBHBIX 3TOM
Ipynnbl ¢ BBIPaXEHHBIMA CUMITOMAMHM HMHTOKCHKAllMM M OOHIMM cTarycoM 2 u Oosee Mo
mkane ECOG nedenue ciemyer HaumHATh ¢ Tpedassl — 1 BBEICHUS BUHKOAIKAIOWIOB
(BUHKPUCTUH WJIM BHUHOJIACTUH) B MOHOPEXKHMME WM B COYETAaHUU CO CTEPOHUIHBIMHU
ropMOHaMH B TedeHue 1-3 qHedl (mpu OTCYyTCTBUM MPOTHBOINOKA3aHMIi), HHTEpBAJ 10 HaJasa
manoBo Tepanuu 10-14 nuei.

B rpynne comatmuecku coxpaHHBIX OONbHBIX B Bo3pacte 50-60 ner 6e3 TsKeIbIxX
comyTcTByromux 3adoneBanuii ¢ MIIU 3-7 BO3MOKHO TIpOBEIEHNE JICYCHHUS TI0 poTrpaMMme 6-
8 mukmoB BEACOPP-14 ¢ mocneayrommm OOJy4eHHEM PE3UTYATbHBIX OMYyXOJIEBBIX Macc
pasmepom 6osee 2,5 cm COJ1 30 I'p [II, A].
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Tepanueii BoiOOpa 1i1st Becex 6onbHbIX cTapiie 60 net octaercs pexum ABVD + JIT na
pe3uayanpHy0 omyxonb pasmepom Oornee 2,5 cm COJ[ 30 I'p. BEACOPP-14 sBusiercs
BBICOKOTOKCHUYHBIM PEIKUMOM JIJIs1 a0COTFOTHOTO OOJIBIIMHCTBA 3THX O0sbHBIX [I-11, A].

Tepam/m COMATHYCCKHN OTATOIIICHHBIX 6OJILHBIX JOJI’KHa OGCy)KIIaTBCSI WHIUBUAYAJIBHO.
s OonmpHBIX crapmie 60 €T ¢ Cepbe3HOW  CEepASYHO-COCYAMCTON MaTooruen
NpCANOYTUTCIILHCE BBI6I/IpaTB CXCMbI, HC COACPKAIINC aHTPALUKIINHBI.

Llenbto uccnenoBaHUN, NPOBOAMMBIX B HACTOALIEE BpeMs, SBISETCS CHUKEHUE
TOKCUYHOCTH TPOBOAMMON Tepamuu ©Oe3 motepu dsddextuBHOCTH. B OonbmIMHCTBE
IIPOTOKOJIOB M3y4aeTcsi BO3MOYKHOCTb HCIIOJB30BaHUs JAAHHBIX MpoMexyTrouHoro IIOT s
cTpaTu(UKaNMY NAMEHTOB Ha T€X, KTO MOXET OBITh MOTCHIUAIBHO M3JIEYeH YKOPOUECHHON
mporpaMMoil M Te€X, KoMy TpeOyercs TpOBEICHHE CTaHAAPTHOTO WiIM  Ooee
WHTCHCU(UIIMPOBAHHOTO  JICYCHUSI. [lo mnpenBapuTEeNbHBIM JAHHBIM HEKOTOPBIX
uccnenoBanuii [19T ciry>KUT XOpOIINM HHIAMKATOPOM MIPOTHO3a HEYAaYH TeParnuu y OOIBHBIX
C pacHpOCTPaHEHHBIMM CTAJUsIMH, IMOIYy4aBIIMX JiedeHue no nporpamme ABVD + JIT.
Crparudukarus 60bpHBIX 110 gaHHBIM [I9T moka He MOKeT ObITh OTHECEHA K CTaHJIAPTHBIM
[I0/IX0JIaM, TaK KakK JaHHbIE OOJBIIMHCTBA PAaHJOMH3MPOBAHHBIX MCCIEJIOBAaHUM €Ie He
OITyOJIMKOBAHBI.

d. PexomMenganuu mo PECAYKIHUH 103 UJIH YBCJIUYCHHUIO IIPOMEKYTKOB

Jleuenue cienyet NPOBOJIUTH B MOJIHBIX J103aX B COOTBETCTBUH CO CXEMOM, €CIIH B JCHb
BBEJICHUS XHMMHOIIPENApaToB ypoBEeHb HeuTpodmioB >1 000/MM® 1 TPOMOOIIUTOB
>100 000/MM>, HO TOJNBKO B TOM CIIy4ae, €CIIH ITHK MASHHS y/Ke TPOICH.

Ecin  HeoOXoauMblii ypOBEHb HEUTPO(PHUIIOB HE TOCTUTAETCSd K IJIAHOBOMY JIHIO
BBEJIEHUSI XuMHoIpenapaTtoB (15 meHp OT Hayana mpeAblAyHIero IUKJIa), BBEACHUE
KOJIOHUECTUMYIUPYIOIIMX (PAKTOPOB MNPOAODKAETCS B NPEXKHUX J03aX A0 JOCTHXKEHUS
ypoBHS HeWTpoduiaoB >1 000/Mm> MpU €XKETHEBHOM KOHTPOJIE aHAJIM30B KPOBH, Jajiee
UCCIIeIOBaHNE KPOBU MOBTOPSETCS 4epe3 JeHb. JledeHre BO30OHOBISETCS MPHU TOCTHKEHUU
BBIIIEYKA3aHHBIX [1aPAMETPOB.

B ToM cnyuae, ecnu mokaszaTelld KpOBU BOCCTAHABJIMBAIOTCS B Te€UEHUE cienyromux 14
JTHEH, CJIETYIONTUH ITUKII TPOBOJIUTCS B TIOJHBIX J103aX.

B cnyuae, ecnu mokasaTesnn KpOBH HE BOCCTAHABIMBAIOTCS JOJBLIE JOMOJHUTEIBHBIX
14 nHeil, a Takke B Cilydae IOBTOPHOM OTCPOYKM Kypca BCJIEACTBHE MHEIOTOKCHUYHOCTH
6omnee 10 mHEW MPOBOAWTCS CHUXKEHHUE 703 TpemnaparoB 10 75% OT UCXOMHOU 03I (KpoMe
BUHKPUCTHHA, 0JIEOMUIIMHA U NTPETHU30JI0HA).
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Ecniu k mnaHoBOMY [HIO BBEACHHS XHUMHUONPENApPaToB HEOOXOAUMBI ypOBEHb
TPOMOOIIMTOB HE JOCTUTACTCS, B JAJIbHEHIIIEM HCCIIEIOBAaHUE KPOBU MOBTOpsieTcs Ha 3, 7, 10
1 14 nmHU U nedeHrue BO30OHOBIISICTCS IPU JOCTH)KCHHUH BBINICYKa3aHHBIX apameTpos. Eciu
MOKa3aTelr KPOBH BOCCTAHABIMBAIOTCS B TEUYCHHE JOIMOJHUTENBHBIX 14 mgHEH, UK
MIPOBOJUTCS B TOJIHBIX J103aX. B ciydae, eciam mokaszaTesld KPOBU HE BOCCTAHABIMBAIOTCS
JIOJIBIIIE JOTMOJIHUTENBHBIX 14 THEH, B CIEAYIONMEeM IHUKJIC TPOU3BOAUTCS PEIYKIHUS 103 TI0

TOM 7K€ CXeMe, KaK U IIPU JUIUTEIILHON HEUTPOIICHUH.

€. HOZ[}Iep)KI/IBalOIIIaﬂ Tepanus

B Hacrosimiee Bpemsi moaaepKUBaromias Tepanus y 0oJbHbIX TuMdoMoi X0 KKUHA HE
MIPUMEHSIETCS.

2. JleyeHue peunIMBOB U Pe3UCTEHTHBIX GopM

Metomom BeIOOpa uIst OO0NBHBIX g0 S50 JIET ¢ XOpommM OONIMM CTaTyCOM H C
pedpakrepubiM TeueHueMm JIX (He AOCTHTHYTa YacTUYHAs DPEMHUCCHS IOCIE OKOHYAHHS
XMMHOTEPANEBTUYECKOT0 3Talla, KOHCTATUPOBAHO IIPOIPECCUPOBAHUE), @ TAKXKeE I OOJIBHBIX
C NEpPBbIM pPAaHHUM DPELUJIUBOM SBISIETCS BBICOKOJIO3HAS XUMHOTEpANMs C IMOCIEAYoLEeH
TpaHCIUIAaHTAIlMEH ayTOJOTUYHBIX T'e€MOMOITUYECKUX CTBOJOBBIX KieTok (BAXT ¢
ayroTT'CK) [l, A]. DTOT MeTon JieueHHs MOXKET OBITh WCIOJIBb30BaH W Ui OOJBHBIX BO
BTOPOM TIO3/IHEM pPELMJMBE, €CIM Ha MPEIIIECTBYIONIMX AdTarnax JICYCHUs] He NMPOBOIAMJICS
0071b1110M 00BEM JTyueBOH Tepanuu ¢ OOJydeHHEM TpYAUHbI, HE OOIY4aJuCh MOSCHUYHBIN
OTJeN TII03BOHOYHMKA U KOCTHM Tas3a, a TakKe He TMPUMEHSJINCh BBICOKHE JO03bl
AIKWINPYIOLIUX MPEnaparos.

C uenpio ompeneneHus XUMHOUYBCTBUTEIIBHOCTH OITYXOJIEBBIX KJIETOK, YMEHbILIECHUS
OIyXOJIEBOM MacCchl M MOOWJIM3allMU CTBOJIOBBIX KIJIETOK II€pe] STarioM BBICOKOJ03HON
XUMHOTEPANIUK 00s13aTEIbHO MPOBOAUTCA HHIyKIMOHHas Tepanus |l nuHum (Tepanus
«cTaceHusi»), mpeumymecTBeHHO 1o cxemam DHAP (aexcamera3oH, BBICOKOIO3HBIN
nuTapadun, mucruiatud) wmm  IGEV (udochamua, remMuTaOuH, 3TOMO3UI, JEKCAMETa30H),

HJIA 110 APYIrUM aJIbTCPHATHUBHBIM CXCMaM.

BonbHBIM M3 Tpymmbl HU3KOTO pucka (paHHHE CcTaguu 0e3 HeOIaronpusTHBIX
MPOrHOCTUYECKUX MPU3HAKOB), MOIYYHUBIIUM TOJBKO 2 IUKJIA MOJIUXUMHOTEPANUHU 110 CXEME
ABVD c¢ nocnegyrommm 0O0Jy4eHHEM 30H HCXOIHOTO TOPAKEHHUS, B KA4eCTBE TEPAIHH
«CTTACeHMST» MOXET OBITh yCHemHo mpoBeneHo JiedeHue mo cxeme BEACOPP-
sackanupoBanusiii [V, B].

C MonoabiMu OONBHBIMU B Cllydae pelMJIMBa IMOCIE ayTOJOTHUYHOW TpaHCIIaHTAIUU
CTBOJIOBBIX KJIETOK M MPH COXPAHHON XUMHUOYYBCTBUTEIBHOCTH OITYXOJIU CIIEyeT 00CYXAaTh
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BO3MOXHOCTb ITPOBEJCHHUS PEKUMOB CHUKEHHOW TOKCUYHOCTH € MOCHEAYIOIIEN aJUIOTEHHOU
TpaHCIUTAHTAIIMEel CTBOJIOBBIX KJIETOK KPOBH. OJHAKO 3TOT METO]I JICUECHHUS CTaHIAapTOM HE
SIBJISIETCS M IOJDKEH MPOBOJUTHCS B PAMKax UCCIEA0BATEIbCKUX ITPOTOKOJIOB.

VY OOoJIbHBIX, HE SIBJISIONIMXCS KaHIUIATaMH Ha BBICOKOJO3HYIO XHMHOTEpAIUIo, a
TAKKE C MaJUTMATUBHOM MLENTBbI0 BO3MOXKHO HCIOJIB30BAaHHE DPA3IMYHBIX DPEKHUMOB, B TOM
yucne, remuutabun- u CCNU-comepkamux W/Wim JOKaJbHOM Jy4eBOM Tepamuu, YTO
MO3BOJISICT y dYactd OONBHBIX TOJYYUTh JOCTaTOYHO JUIMTEIBHBIC PEMHUCCHUH,
YJOBJIETBOPUTEIFHOE KAaYeCTBO KU3HU U XOPOILHUE TTOKA3aTEIH JTUTEIbHON BEDKHBAEMOCTH.

Br16op Tepanuu as1s 3TUX OOJIBHBIX BCETa WHIAMBHYaJICH.

V OOJIbHBIX C UUTONEHWEH C MAJUIMATUBHON LEJIbK0 BO3MOXHO HCIIOJIb30BAHUE
Pa3IMYHBIX METPOHOMHBIX PEKHMMOB Ha (DOHE CONMPOBOIUTENBHOW Tepamuu. Takol moaxon
ITIO3BOJISICT y qacTu 6OJII)HI)IX OOCTHNYb yI[OBJIeTBOpI/ITeJH)HOFO KadueCTBa XHU3HHU HAXKE 663

AOCTHXXCHUA PCMUCCHU.

Bpentykcumad BEIOTHH " PEKOMEHJI0OBaH Ui JedeHus peuuauBoB rnocie BJIXT ¢
ayroTT'CK, a Taxxe y OonbHbXx, He kanaunatoB Ha BJIXT c ayroTI'CK, npu peuuause
IocJie Kak MUHUMYM JIBYX JIMHUI cTaHJapTHOW XUMHOTepanuu Bropoil iunuu [II, A].

B HACcTOAmCE BpPEMA AKTHBHO HMCCICAYIOTCA APYTHE HOBBIC TCPAIICBTUYCCKUC
MOJICKYJIbI, aHTHUTCJIa WU HWMMYHOTOKCHHBI. HaHI/ICHTBI C peuruauBOM 3a00JIcBaHUS HIIH
MMpOrpeCCUPOBAHUCM, KOTOPBIM MOXKCT OBITh MMpoBE€ACHA TCpallusd HOBBIMH IIpclaparaMu,

AOJDKHBI ITOJYYAaTh UX TOJIBKO B paMKax UCCICAOBATCIILCKUX ITPOTpaMM.

3. JleyeHue HOAYJAAPHOTO JUMGPOUTHOTO Npeodaaganus JuMGpomMbl X0XKKHHA

Jleuenue sToro BapuaHTa JUMGOMbI XO/PKKMHA MPOBOAMUTCS MO TEM K€ MPHUHIIMIIAM,
YTO W JIeYeHUE KIacCH4YecKod JTUMQPOMbI XOJKKHMHA, HO BCErja OTIAeTCAd MpeAroYTeHHE
cxeme ABVD. B cBs3M Cc HMHTEHCHBHOH »3Kcmpeccued omyxosieBbiMH kieTkamu CD20
peLenTOpoB U pe3ylbTaTaMH psAAa KIMHUYECKUX HCCIIEAOBAaHUM, KOTOpHIE IOKa3aiu
3G GEKTUBHOCTh PUTYKCHMMaba NpU JIEYEHUH OTOro BapuaHTa JIuUM@omMbl XOMIKKHHA, B
nocjerHee BpeMs CYIIECTBYET BBIPQKEHHAs TEHAEHIMS J00aBIATh pPUTYKCHMad K
craHiapTHOU Tepanuu nepsoi tuHuu [111, B].

BonbubiM ¢ IA cranueil 6e3 (akTopoB pHCKa BO3MOXKHO IPOBEJIEHHE JIOKAIbHOM
nydeBoit Teparuu COJl 30 I'p B coueranum c putrykcumabom umu COJl 36 I'p 6e3
purykcumaba [ 111, Al.

HuTteHncuBHas OKCIPCCCHUA OITYXOJICBBIMU KJICTKAMU CD20 PCUCIITOPOB IMO3BOJIACT

JICYUTB JIOKAJIbHBIC PEIUIUBBI MOHOTEpanuei putykcumadoom [ 111, B].

% Npenapar B npouecce pernctpaLmm
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IIpn nucceMMHUPOBAHHBIX PELUIMBAX IIOKA3aHA TEpalMs «CIACEHHs» II0 CXeMaM,
AHAJIOTHYHBIM JICUCHUIO PELIUIUBOB MPH Kiaccudyeckoil mmMpome XOMKKUHA, B COUCTAaHUHU C
pUTYKCMMaOOM WM OOJlydeHHeM 30H HopaxkeHus. B psae ciyuaeB pexomenayercs BIAXT
konconuaanus ¢ ayroTTCK [1I, A].

B Hacrosiiiee BpemMsi HET JaHHBIX, TO3BOJISIOLIMX ONPEAEIUTh IMPEUMYILECTBO KAaKOI0-
00  TEpameBTHYECKOTO  TOAXOJa MpH  JICYCHUH  PElUAMBOB.  PexomeHmyercs
UHIUBUAYAIN3UPOBAHHOE JIEUECHUE.

Haobawaenne

Onenka 3((eKTUBHOCTH JICYCHHS JOJDKHA OBITh TpoBeAcHA Tocie 2, 4 IMKIOB
MOJIMXUMHOTEPAITUH, TTOCIIE OKOHYAHUS XUMUOTEPANIeBTUYECKOTO dTalla U MOCIE 3aBEPIICHUS
BCEU IPOrpaMMmbl JieueHus. Pe3ynbTaTsl JIedeHUs! TOJDKHBI OIEHUBATHCS B COOTBETCTBHH CO

CTaHAAPTHBIMU KPUTCPUAMU OTBETA HA JICUCHUC IJIA JII/IM(l)OM.

B caydae nocTHKeHUS MOJHON PEeMHMCCHHM PETYJSAPHBIA OCMOTP M ONPOC IMALMEHTA,
HCCTIeIOBaHUE JIA0OPATOPHBIX JAHHBIX, PEHTIEHOJOTMYECKHI KOHTPOJb OpPraHOB TPYyIHON
KIeTKH, Y3 OpromHoi moJoCcTH U mepru(epruiecKux TUMPaTHIecKuX KOJUIEKTOPOB JOJDKHBI
MPOBOJIUTHCSI B TEUEHUE TIEPBOTO T0/Ia KaX/ble 3 Mecsa, 2-ro roja Kaxple 6 MecsIes, a B
NaJIbHEUIIIEM — €3KETr0JHO.

JUis manueHToB, MOJYYMBIIMX OOJydyeHHE IIEHHO-HAIKIIOYMYHBIX JTUM(PaTHYeCKuX
KOJUIEKTOPOB, €XEroJHO B TEYEHHE S5 JeT pEeKOMEHIYyeTcs uccienoBaHue (QyHKIUU
IIUTOBUIHON KeJie3bl (YPOBEHb THPEOCTUMYJIMPYIOIIEr0 TOPMOHA) U, IPU HEOOXOAUMOCTH —
KOHCYJIbTAIUS YHAOKPHHOJIOTA.

JUis moATBEpKAEHUSI TIOJHOTHI PEMHUCCUU TPU MEPBOM KOHTPOJIBLHOM 00CIEeI0BaHUU
yepe3 3 Mecsla Iocjie OKOHYaHWs JieueHus AoikHa ObiTh BhimonHeHa KT Bcex 30H
HCXOJIHOTO TOPaXeHUs! ¢ KOHTPACTUPOBAHMEM M JAPYTHE PaTUOJIOTMYECKHE HCCIENO0BAHMS,
MPOBOAMBIIMECS B MPOLIECCE IUArHOCTHKU W JieueHus. Bo3MoXkHO, HO He o00s3arenbHO,
BbintosIHEHUE [IDT 11 mOATBEp KAEHMS MOJTHOTHI PEMUCCHH IIPU OCTATOYHBIX OMYXOJIEBBIX
Maccax, mnpesblmarommx 2,5 cm. B nmanpHedimem KT pekomeHayeTcss BBITONHATE IPU
MOAO3PEHUH Ha  penuauB HO, BbimosiHeHWe [IDT mpu HabGmomeHnu 3a OOJBHBIM HE
PEKOMEHTyeTCsl.

HpI/I KaXXZI0M KOHTPOJIbBHOM BU3HUTC MAIIUCHTOB HGO6XOHI/IMO THIATCJIBHO OIIpallruBaTb
Ha OpCcAMET BBIABICHUSA CUMIITOMOB, CBHACTCILCTBYIOIUX O HOS}IHeﬁ TOKCUYHOCTH
IMPOBCACHHOTO JICUCHUS. CneﬂyeT IIOMHUTB, YTO PHCK PpPa3sBUTUA KaApAUOTOKCHUYHOCTH
ocTaeTcsi BHICOKMM B TeueHue 10 jeT mocie JIydeBOil Tepamuu Ha 00JacTh CPEIOCTCHHS,
KOT'/Ia 4acTO BCTpEYaeTcs YCKOPEHHOE pa3BUTHE KOPOHAPHOM MaTOIOTHH.



26

Pexomenayercs perysssipHbI CKPUHMHI JUIS UCKIIFOYEHHUS BTOPOIO OHKOJIOTMYECKOTO
3abosneBanus (Hampumep, MaMMmorpadus 1 >keHuuH, nonyyuBmux JIT Ha cpemoctenue B
Bo3pacte 70 30 ner).

B ciyyae AMarHOCTHMKH YaCTHYHOM PEMHMCCHH C COKPallleHHeM OIyX0J1eBOH MacCChl
MeHee 4YeM Ha 75% OT HCXOAHBIX Ppa3MepoB, ONIpeJeJeHHBIX M0 CyMMe JABYX
HAHOOJIBIINX ee ANaMeTPOB, CTAOMIM3AIUM MJIH TPOIrPecCMPOBAHMHU 3a00JIeBAHMA
HE00XO0AMMO MTPOBECTH MOJTHOE PECTAIMPOBAHME, & TIPU COMHEHHUH B BRIPAXKEHHOCTHU P eKTa
JedeHust — OMOTICHIO OCTAaTOYHOM onmyXoiH. [IpogomKuTh ieueHue cieayeT B COOTBETCTBHH C
pe3yJibTaTaMH pecTaJiupOBaHUs U UCCIIeI0BaHUS OMOIICUIHOIO MaTepuaa.

[I9T-uccnenopanue, NPOBEACHHOE M1OCIE OKOHYAHUS TEPAIUU [103BOJISIET OOHAPYKUTh
MEPCUCTEHIUIO OIYXO0JIEBOM TKaHU, 0COOEHHO, €CIM ObLIO BBIIOIHEHO /10 Hayaja JiedeHus. B
KIIMHUYCECKUX HCCJICAO0BAaHUAX HST, BBINIOJIHEHHASA 1ociae 2-3 IUKJIOB NOJUXHUMUOTCpAIINU,
IMO3BOJIWJIa BBIACIWUTL TI'PYIITY OOJIBHBIX C IIJIOXHUM IMPOrHO30M. O[[HaKO CTpaTHq)HKaHHﬂ
IIanmME€HTOB Ha OCHOBAHUMU JaHHBIX IIDT mMoxer IMPUMCHATBCA TOJIBKO B paMKax ITPOTOKOJIOB

KIIMHUYCECKHUX I/ICCJICIIOBaHI/II\/JI M HC MOXXCT CUUTATHCA CTAHAAPTHBIM MMOAXOJ0M.

JlvyeBas Tepanug B Je4eHUH 00JLHBIX JUMboMoii X0TKKHHA

OCHOBHOHM 4epToil JyueBOM Tepalnuu, KaKk HEOThEMJIEMOM YacTH MYJIbTUMOJATbHOIO
JedeHus: OONbHBIX JMMQpoMoi XOMKKMHA B HACTOSIIEEC BpEMs, CTAJIO yMEHBIIEHHE €&
00béMOB u monaBeneHHBIX 103. JIT mpoBoauTcs TmOciae 3aBEpUICHUS] TPOTPAMMBI
xumuorepanuu (XT). OnTumanbHbI HHTEpBaA MEXIy OKOHUaHHeM XT M HauaioM JyueBoi
Tepanuu — 2-4 Henenu (HO He Oosiee 6 Helemb).

OdeHb BaXHBIM JJs IUIAHUPOBAHMS JIy4€BOM Tepaluu SBISETCS KayecTBO
CTaJMpOBaHMs 3a00JeBaHUS O Hayala XUMUoTepanuu. OnucaHue O4yaroB MOPAXKEHHUS IO
JaHHBIM KiauHu4eckoro ocmorpa, KT, MPT nomkHO BKIIOYaTh aHAaTOMUYECKH TOYHYHO HX
JIOKAJN3alMI0, KOJIMYECTBO, MAaKCHUMAaJbHbIE pa3Mepbl B CAaHTHUMETPax, OCOOEHHO 30H
MAacCHBHOTO IOpPaXeHMs, YyKa3aHHE 3-X pa3MepoB 30Hbl IOPAKEHHs, BKIHOYAs
npoTskEHHOCTh. [lpyu omMcaHuum mopaXkeHHs] CPEeAOCTeHHs] 0053aTelbHO OINpesesieHue
MearacTUHaJIbHO-TopakaabHoro uujaekca (MTH) no npsMomMy peHTTeHOBCKOMY CHUMKY. Jliist
aTUIMHYHO PACIOJIOKEHHBIX MOPAXKEHHBIX JTUM(BATHUECKUX Y3JI0B, MOMHMO OMNHCAHUS HX,
HE00XO0IMMO yKa3bIBaTh UX KOOPJMHATHI (PACCTOSIHUE B CM MO TOPU3OHTAIN U BEPTUKAIU OT
JIETKO OMpeessieMbIX aHATOMUYECKHMX OPUEHTHPOB). Bclo ykazaHHyIO BbIlIe MHPOPMAIUIO
peKoMeHayeTcs n300pakaTh rpauuecky Ha aHATOMUYECKOM CXEME YeJIOBEUECKOro Tesla BO
(GbpoHTaTbHON TPOEKILIUH.

Jlo navana XT npu HAIIMYMK TIOJTHON MHGOPMAIMK 00 00BbeME UCXOTHOTO TOPAKEHUS
PEKOMEHIYEeTCS COBMECTHAsi KOHCYJIbTAIlHsI T€MaTOJIOTOB-OHKOJIOTOB U panuoiioroB. Ocobo
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JOJI?KHBI 6BITB BBIACIICHBI 30HbI COMHUTCIIBHOTO HWJIM BCPOATHOI'O IMOPAKCHUA, neqe6Ha51
TaKTHKa B OTHOIICHHWU KOTOPBIX JIOJDKHA OBITh MPEIBAPUTEIBHO COTJIacOBaHA W MOBTOPHO
oOcykeHa mocie okoHJaHus X1.

[Ipu Bcex mnoaauadparManbHBIX MOPAKECHUSAX B CIydyae IUIAHUPOBAHUS OOIyYCHHS
cene3éHKU PeKOMEHAYeTCs paJMOM30TONHOE HccienoBanue (GpyHKuu nouek. [Ipu Hanmmuum
€IMHCTBEHHOM JIEBOW MOYKH JIMOO MPU 3HAYMTEIHHOM HApyIIEHUH (PYHKIUU MPABOW MOYKU

clelyeT 00CyIUTh LeNecO00pa3sHOCTh CINICHIKTOMHM, KaK aJbTEPHATUBBI €€ 00IyUeHHUIO.
1. Texnuuyeckue Tpe0OBAHUSA

JUia mpoBelieHUsl JIy4eBOW TepalnuM MOXXKHO HCIOJb30BaTh ramma-usiydenue Co60,
¢doronnoe m3nmyuenue sHeprueii 6 MOB u 18 MDB (18 MDOB ucnons3yercss B cirydae
TIIyOOKOTO PAaCIONIOKEHUS MUIICHHU, MPU OOJIBIINX 3HAYCHHSX TEPEIHE-3aHUX Pa3MEpOB).
DNEeKTPOHHOE W3JyUYE€HHUE Pa3JIMYHBIX DSHEPIHMl MOET  HUCIOJIb30BATHCSA ISl JICUCHHS

IMOBCPXHOCTHO PaACIIOJIOKCHHBIX JII/IM(l)aTI/I‘-IeCKI/IX Y3JIOB.

Pacuér nozer JIT nomxen npoBoauthest B coorBercTBiH ¢ MKPE-50-62, rie ykasaHnbl
OTHOCHUTEIIbHBIC TOYKH M CyMMapHbIe 703bl. Pa3oBas ouaroBasi 103a HE JOJDKHA MPEBBIIIATH
1,8-2,0 I'p, nedenune npoBOAUTCS €KeAHEBHO 5 pa3 B Henenmto. Cinenyer n3berars Havana JIT B

IIATHULY ¥ OKOHYaHMs Kypca JIT B moHenenpHUK.

B 3aBucuMocCTH OT TEXHMYECKON OCHAIIEHHOCTH PaJHOJIOIMUYECKOr0 OTJEJIEHUS MOTYT
UCIIOJIb30BAaThCA PA3NUYHBbIE METOJUKH JYy4eBOW Tepamnuu: OT JICYEHHUS HECKOIbKUMU
GurypHsIMu MoJIsIMM  (TpeOYIOIIEr0 YEeTKOW CTHIKOBKM CMEKHBIX IOJed OOIyd4eHHs BO
n30exaHue nepe- WIM HENOOOSyuyeHHus) J0 HOBEHIIMX METOJMK KOH(POPMHOU JyueBOil
tepaniun  (IMRT, RAPIDARC), cBomsmux K MHMHMMYMY Jy4eBO€ BO3JEHCTBHE Ha

HOPMAJIbHBIC TKAHU.

Jlji1 TOYHOTO BOCHIIPOM3BEACHMSI MTOJIOKEHUS TAllMeHTa BO BPEMsl JIeUeHUsI HE0OX0IUMO
UCIIOJIb30BaTh  (PUKCUPYIOIIME TMPUCIOCOOJIEHNUsS — TOATOJIOBHUKH, WHIUBUIYyalIbHbIE
IJIACTUKOBBIE MAacKH, IOJACTAaBKM JJIsi HIKHUX KoHeyHocTed. Ilpu oOmyueHun Beex
MOpaXEHHBIX 30H, KPOME MAaXOBbIX U O€IpeHHbIX JTUM(PATUUECKUX Y3JI0B, MCIOIB3YIOTCS
BCTpEUHble MepeaHe-3aHue (QUrypHble mojsi (OHH (OPMHUPYIOTCS C MOMOIIBIO 3alIUTHBIX
0JIOKOB WJIM MHOTOJIETIECTKOBBIX KOJIJTUMATOPOB JUapparMbl YCKOPUTEIS).

[Ipy n1ONOMHUTENbHOM OOJYYEHHHM OTAEIBHBIX Tpynn JUMGaTHYECKUX Y3JI0B
BO3MOYKHO J11000€ PACHOJIOKEHHE TMOJeH, MHHMMHU3UPYIOIIEE JIyueBOE€ MOBPEXKICHHE
3nopoBbix TKaHeH. Ilpu JIT ocrarouHbIX OOBEMHBIX OMMyXOJied peKoMeHIyeTcsi 00bEMHOE
IUIaHUPOBaHUE OONY4YEeHHsI, IPUMEHEHUE METOJMKHU OOIY4YEeHHs TaHTE€HIUAIbHBIMH IOJISIMHU,

HCIIOIh30BaHUE KOMIICHCATOPHBIX KIWHBEB, METOJAMK KOH(MOpPMHOW mydeBoi Tepanuu (3D
CRT).
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[Tpu nopaxennn nuMdonHONW TKaHH Kosiblla Bampaeidiepa oOiydeHue MPOBOAUTCS C
IBYX OOKOBBIX BCTPEUYHBIX MOJeH (HeoOXOoIuMa MpenBapUTElbHAs CAHAIUS IOJIOCTH PTa,
WCIIO0JIH30BaHUE 3AIIUTHBIX Kall).

Kaxnoe nedeOHOE Moyie JODKHO MOATBEPXKIATHCS PEHTTEHOBCKHMMU CHUMKAaMH C
MOMOIIIBIO CUMYJIATOPA HJIM CUCTEMON KOHTPOJISI N300paskeHMs Ha YyCKOpUTEIe.

2. O0BbEéMBI 001yUeHus

Jliis BEIOOpA aneKkBaTHOTO 00bhEMA 00ydeHUsT HEOOXOAMMO TTIOMHUTE 00 OIpeaesieHuN
obmacteii 1 30H nopaxkeHus. Ha V MexayHapogHoM cuMmnosuyme 1o Jumdome X0HKKUHA B
2001r. OBUIO YTOYHEHO, YTO TEPMHUHOM «30HA» O0O3HAYAIOTCS AHATOMHYECKUE 30HBI, IO
KOTOPBIM YCTaHABIMBAETCs CTaausi 3a00JEBaHUS B COOTBETCTBUU C KiaccHpUKamumeir Ann
Arbor. Tepmun «obmactb» — 0ojiee MIMPOKOE TMOHSATHE, 00JIACTh MOXKET BKIIOYATh B ceOs
onHy win Ooiiee 30H. Tak B 0J{Hy 00JIaCTh OBLTH BKIIFOUCHBI IICHHBIC, HA- U MOJKIFOUNIHBIC
muMmdaTtudeckue y3iael ¢ OJHOW cTopoHbl. Takke B OJHY 00JacTb OOBEIUHEHBI
MeIMaCTHHAIbHBIE JTUM(PATUYECKHE Y3JIbI M JMM(pATHYECKUE Y376l KOPHEH JIETKUX, OJHOU
00JIACTBIO CYMTAIOTCS TUM(PATHUECKHE Y3IIbI «BEPXHETO ATa)kay OPIOIIHONM MOJOCTH (BOpOTa
MIEYEHH, BOPOTA CEJIE3CHKH M KOPEHb OPBDKEHKHN) U OTHOM 007aCThI0 — TMM(ATHUECKUE Y3IIbI
“HIDKHET0 3Ta)ka” OPIOLIHOM MOJIOCTH - MapaaopTalbHbIe U ME3EHTepUaIbHbIE (PUCYHOK 1).

Pucynoxk 1

OO6nacTu 1 30HBI MOpaKeHUs IPU
auMdomax

Oo6xactu 30HBI



29

[Ipu anexBaTHOM CTagUpOBaHUM NpoduIakTuyeckoe o0aydeHne o0macTeil, CMEeXHBIX ¢
MOPAXCHHBIMHU, HE TMPOBOIUTCSA. TONBKO MPU MOPAKECHUHM AKCHILIPHBIX JIMMQPATHYCCKUX
y3JI0B HE00X0IMMO MPOoHIAKTHIECKOE 00IydeHUE HIICHIIATEPAThbHON TOIKIIOYNIHON 30HBI
(370 00YCI0BIEHO aHATOMUUYECKUMHU OCOOEHHOCTSIMU MX PACIIOIOKEHMUS).

Taxxke HEOOXOIUMO MPABUIBHO BHIOMPATh BEPXHIOI T'PAaHUILY MOJS MPH OOTydeHUU
cpenocreHuss — 310 ypoBeHb C5-C6 (c yd4€ToM TOro, 4TO BEpXHSs alepTypa CPEeaOCTEHHS
Haxoautcss Ha ypoBHe Thl-Th2). 3ammra ropranu OJ0KOM HPOBOJUTCS C HEPBOTO JHS
obmyuenus. Kopuu né€rkux o6my4aroTcs TOJBKO B CIydae MX MCXOIHOTO MOpaKeHHs (OHU
BKJIIOYAIOTCS B 30HY IopakeHus +1,5cM J1erouHoii TKaHu BOKPYT).

[Ipu 06syueHun BucHepaabHbIX JIUM(ATHUECKUX y3JI0B [TONEPEUHbIE pa3MephI MoJIeh
O0JTydCHHSI ONIPEICISIFOTCS ¢ YI€TOM perpeccuu o ganabeiM KT-ckanos mocie XT.

DoyuKyAsIpHas JuMdpomMa

320071€¢BaAeMOCTD

@ommukynspHas numdpoma (DJI) 3aHMMaeT BTOpOE MECTO B MHpE IO YacToTe HU
coctaBisier B cpeaHeM 20% OT BcexX 3JI0KaYeCTBEHHBIX JIMM(ONpoarQepaTUBHbBIX
3a007€BaHUN B3pOCHBIX. OTOT TIOKa3aTelb 3HAYUTENbHO BapbUpyeT B  PA3IUYHBIX
reorpaguuecKuX pervoHax, a TaKKe 3aBUCHT OT 3THHYECKOM M pacoBOil MpUHAIEKHOCTH
6onbHBIX. [10 JaHHBIM pa3aMYHBIX UCTOYHUKOB, B 3alaJHBIX CTpaHax 3aboneBaeMocTb DJI
paBHa 5-7 Ha 100 000 nacenenus. B CILIA exeroaHo 3ToT nuarso3 ycranasinuaercs y 14000
yenoBek. B Azmarckux ctpanax yacrora ®JI cymectBenno Huxke (9-10%). Cpenu xuteneit
Cesepo-3anagHoro peruona Poccum nonst 3aboneBmmx He mnpesbimaer 11%. Meauana

BO3pacTa 00JIBHBIX cocTaBiseT 60 JICT, COOTHOLICHUC MYXKXYUH U KCHIIUH HpI/I6HI/I3HTeHBHO
1/1,7.

gnarﬂocn}ma

1. Kpurepum ycTaHOBJICEHHS AMATHO3A
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JnarHo3  (oMKYynIpHOW JNUM(GOMBI  YCTaHAaBIMBAECTCI B  COOTBETCTBHUH  CO

CTaHJapTaMu AUarHOCTUKH JII/IM(bOM .

I'ucrojiornyeckoe 3ak/jr04eHue JIODKHO YUYUTHIBATh KIETOUYHBIA COCTaB OIMyXOJIEBBIX
MHOWIBTPATOB U XapakTep ero pocra. CoriacHo Kiaccu(pUKauu OImyXoJieli KpOBETBOPHOU U
mumbonanoit Tkanerr BO3 2008 r. muronoruveckue tunbl 1 u 2 (1o 15 neHTpobIacToB B
moJie 3peHus Mukpockorna yB. 400x) HeoOxomumo o0benuHATh. Pexke (20%) BcTpeuaercs 3
LUTOJIOTHYECKUN THUI, KOTOPBIA B CBOIO ouepeab nojapaszzensercs Ha 3A (¢ mpuUCyTCTBUEM
neHTpouuToB) W 3B (mMaccuBHble MOJS M3 LEHTPOOJACTOB C  HAJIUMYUEM
(b OJTMKYIIONOAOOHBIX/HONYISIPHBIX  CTPYKTYP, C(OPMHPOBAHHBIX CpPEIHETO pasMepa u
KPYITHBIMU KJIETKAMU C OKPYTJIO-OBAJbHBIMH M MHOTOAOJBYATHIMH SIIPAaMU ¢ MOPQOIIOTHEN
HEeHTpoOIacToB). B  THUCTONOrMYECKOM 3aKIIOUEHHH HEOOXOIUMO TakKKe OIHCHIBATH
XapakTepa pocTa OIMyXOiH: (OIUTMKYISIPHBIN/HOMYASPHBIH  (OMyXOJeBbie  (HOJLTUKYIIBI
npeBbIaT 75% ruomany tuMmdarnueckoro y3na), homumkynspHo-auddysusiii (25%-75%)
u npeumyiecTBeHHo auddy3upiid Tun pocra (Menee 25%). Ecnu mocienHuil mpeacTaBieH
HEHTpoOIacTaMH, TO TPH  OTCYTCTBHH HOAYJISPHBIX YYacTKOB OITYXOJEBOTO pPOCTa
YCTaHABJIMBACTCS OOBIYHO quarHo3 muddy3Hoi B-kpymHokierounoi muMdomsl.

@ommukynspHas auMmdoma — B-kinerounas mumpoma ¢ ummyHopeHoruniom CD20+,
CD10+/-, BCL-2+, BCL-6+, CD3-, CD5-, CD23+/-, CD43-, cyclin D1-. B penkux ciy4asx
dommukynsapHas nuMpoma MoxkeT ObiTh BCL-2-meratmBras. Ilpum 3ToM HEoOX0oaMMO
UCTOJNb30BaHNEe KIOHOB aHTuTen K BCL-2 (manpumep, E17) m muTorenermueckoe
uccnenoBanue s BeisiBieHUs t(14;18) wmm peapamxkupoBkn BCL-2. Tlpu mpeobnamanum
muddy3Horo pocra GOITUKYISIPHOU JTUMGPOMBI 1-2 IUTONOTMYECKOTO THUIIA, a TaKXKe MpHU
dommukynsapHol auMdome 3 muronormdeckoro tuma dkcrnpeccust CD10 gacto orcyTcTByerT.
B 3Tux cimydasx MOKHO JOTOJHSTH AUArHOCTUYECKYIO ITaHEeNb aHTUTEN HOBBIMH MapKepaMu
repMuHaNBHON (pommukynsapHoit) nupdepennuporku HGAL (GCET2).

[MponmudeparuBHblil HHACKC 00bI4HO HE mpeBbimaet 20%, Ki-67 > 30% accouuupyercst

C H€6J’IaFOHpI/I$ITHI>IM IMPOrHO30M.

Jnst  TOATBEpXKIEHWS  JUarHo3a nenecoobpasno  nurorenerndeckoe/FISH
UCCIIe/IOBaHHE.

2. O6caenoBanue, cTaaupoBaHue

[locne mocTaHOBKM [MarHo3a MAlUEHT JOJKEH ObITh MOJHOCThIO 00CIeI0BaH B
COOTBETCTBUH CO CTaHIAPTHBIM IJIAaHOM 00CIIeI0BaHUS OOJIBHBIX JTUMQOIPpOoarudepaTHBHBIMU
3a0oneBaHusAMU. B cioyyasx ¢ HEpaBHOMEpPHBIM YBEIMYEHHEM DPA3JIMYHBIX TPy
MOPaKEHHBIX JUM(OY3/I0B, BBICOKMM ypoBHeM JIJII' wnm mpu Hamwmuum B-cuMmToMoB,

BO3MOXHO peKomMeHaoBaTh TnpuMeHeHue [IOT nans BbIABIEHHUS 30H C  BEpPOSTHOU
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Tpanchopmanueil. Ecii MHTEHCHBHOCTh HAKOIUIEHUS Iperapara OTYETIMBO PAa3INYaeTCs B

pa3HbIX 30HaX, HEOOXOMMO BHITIOJTHEHHE OMOIICUY HanboIee akTUBHOTO OoYara.

CragupoBanue ®JI mpoBoauTcs  comlacHO  pekomeHmamusiMm  Ann  Arbor.
WHauBuUyanbHBIA PUCK JOITOCPOYHON BBDKMBAEMOCTH OOJIBHBIX OIMPEAEIISETCS TP TOMOIIN
OJTHOTO M3 JIByX BapHaHTOB MeEXITyHApOJHOTO MPOTHOCTHYECKOTO WHAEKCA (OJUIUKYISIPHON
mumdonmbr (Follicular Lymphoma International Prognostic Index — FLIPI u FLIPI-2)
(Tabmuua 1).

Tab6muna 1.
MexyHapoaHbIe TPOTHOCTUYECKHE MHIEKCHI (DOJUTHKYIIPHON JIMM(POMBI

ITapamerpbl DaxkTOpbI pUCKA DaxKTOpbI pUCKA

FLIPI FLIPI-2
30HBI TOpAXKEHUS* > 4 30n** MakcumanbHbIi pazmep > 6 cM
Bo3spact > 60 et > 60 et
buoxumuueckne IToBeimenue JIJI' [ToBeimienue -2 MUKpOTI00yIHMHA
MapKephl
Cranus H-1v [TopaskeHrie KOCTHOTO MO3Ta
T'emornooun <12 r\mn <12 r\mn

* yauThIBarOTCS TUM(aTHUECKHE M SKCTpATUM(aTHUECKIE 30HBI BOBICUCHHUS
** 30HBI ONpeeNAoTcs cornacHo mabnony FLIPI

K rpynne Hu3koro pucka oTHocsTcsa manueHTsl ¢ 0-1 ¢akTopoM, MPOMEXYTOYHOTO
pHcka — 2 ¢akTOopaMu, BBICOKOTO pucka — 3-5 (hakTopamu.

Jleyenue
1. Tloka3aHus K HAYAJIy Tepanuu

Ycranornenue nuarHo3a ®JI He Bcerma sIBJIsIETCH MPSMbIM TIOKa3aHUEM K Hadally
MPOTUBOOIMYXOJIEBOM  Tepamuu. B  dYeTblpex paHJAOMU3HPOBAHHBIX  HCCIEIOBAHUIX
O6eccuMNTOMHBIE OOJIbHBIE, MOTyYaBIlUE JICYEHHE Ccpa3y IOCe YCTAaHOBJIEHMS JTUarHosa, He
MMeNTH TPEeUMYIIECTB B OOIIe BBDKUBAEMOCTH MO CPAaBHEHHIO C OOJNBHBIMH, KOTOPHIE HE
MOJIy4aar MPOTHUBOOITYXOJIEBOM Tepamuu A0 TMOSBIEHUS MOKa3aHWi K ee Hadamy. Jledaruit
Bpay JI0JDKEH MPUHUMATh BO BHUMAHUE PSIJT XapaKTEPUCTHK OOJBHOTO U OMYXOJIH, TAKUE KaK
BO3pacT, oOIlee COCTOSHUE, COMyTCTByomue 3aboneBanusi, crtaryc mno FLIPI,
pacpoCTpaHEHHOCTh M XapaKTep pocTa OMmyXxold. B Mupe MIMPOKO MCMONIB3YIOT KPUTEPUU
¢paniysckoit rpymnnsl mo usydenuto OJI (Groupe d Etude des Lymphomes Folliculaire —
GELF). Hanuume xoTss OBl OJHOTO U3 TEPEUYHCICHHBIX HUXKE TMPHU3HAKOB TpedyeT
Oe3oTiiararenbHOT0 Havyaa tepanud [l, Al
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e mopaxeHue > 3 auUM(ATHUYECKUX 30H C pazMepaMu JUM(ATHYECKUX Y3JI0B > 3CM B
JaMeTpe

e t00ObIC HOJABHBIC WM SKCTPAHOAAIbHBIC sosreuerus Oonee 7 cM B nuametpe (bulky)

e Hanuuue B-cumntoMoB

®  CIUICHOMETAJIUs

® [UJICBPHUT M\WJIH aCIIUT

e umronenus (neiikomutsr <1,0 X 10° /1 w/mmu tpomGormrer < 100 x 10° /i)

. . 9
e JelikeMH4ecKuid cocTaB KpoBH (> 5,0 X 107/ 11 ommyXoJieBBIX KJIETOK)

[Tpn oTcyTcTBMM MOKa3aHWH K Hayaly Tepanuu OOJbHON JOJKEH OCTaBaThCs MOJ
peryJsipHbIM JMHaMUYeCKUM HaOmosneHueM Bpaya. [logpoOHoe kiamHMUYeckoe oOcie1oBaHue
OO0JIBHOTO JI0JIKHO NPOBOIUTHCS 1 pa3 B 3 Mecslla, MHCTpYMEHTalbHAsl BU3yaJIn3allusl O4aroB
nopaxeHust — 1 pa3 B 6 mecsiueB. B ciiyuae oTcyTCTBUS IPU3HAKOB aKTUBHOCTH 3a00JI€BaHUS
B TeyeHWe 2 JIeT MHTEepBal MOXeT ObITh YyBeIW4eH J0 6 u 12  wmecseB
cooTBeTcTBeHHO. CornacHo JaHHbIM HanmoHanpHOM rpynimel no uzydenuro jiuMepom, B CILTA
18% OompHbiM DJI mocne ycTaHOBIEHHs AMArHO3a MpeaiaracTcs TaKTUKa «HaOIromad u
#au». [lonoBUHE NMAIMEHTOB W3 IPyNIbl HAOIIOAEHUS MPOTUBOOIYXOJIEBOE JeueHUuEe ObUIO
HA4yaTo B TEYEHME NEPBbIX 2-X JIET MOCJIE YCTaHOBJIEHUS AuarHo3a. OgHaKo, B OOJIbIINHCTBE
MIPOCTIEKTHBHBIX HCCIIEIOBAaHMUN, MeIuaHa BPEMEHM 10 Hadaia JedeHHus cocraBwia 2,5-3,5
roja.

2. TlepBasi TUHMSA Tepanuu
a. Uupayknus

VY nonHoLeHHO 00cneAoBaHHBIX OOJbHBIX | cTanuell 3a0oneBaHus (MOATBEPHKIACHHOMN
KT, 6unarepanbHoi TpenmaHOOHOINCUEN KOCTHOTO MO3Ta U, pu Bo3MOXkHOCTH, [19T) neuenue
MOXET OBbITh OIPAHUYEHO JIy4eBOM Tepamnuell Ha 30HbI nopaxenus [ 11, B].

[Io maHHBIM MHOIMX pPaHAOMH3UPOBAHHBIX HccaenoBanuil JIT pexkoMmeHayercs
MpOBOAUTH pa3zoBod ouaroBor mo3oit (POJl) 2 I'p, cymmapnas ouaroBas nmoza (COJI)
cocraBisier 25-30 I'p. Ha 30HY CYyOKIMHWYECKOTO MpOsIBICHUs 3a0oiieBanus u 36 I'p. Ha
ouaru nopaxenus. JlyueBas Tepamnusi IpOBOAUTCS €XKEAHEBHO 5 pa3 B Henemo. OOmyueHue
MOKHO HauWMHaTh B JIIOOOH J1eHb HeAeNnu, KpoMe MSATHHIIBI, M 3aKaH4YMBaTh B JIIO0OW JEHBb

HCACIN, KPOMEC IMOHCACIIbHUKA.

B psnme cinydaeB, y OONBHBIX C OTCYTCTBHEM (DaKTOPOB PHCKA, albTePHATHBON
HaOJIIOJICHUIO MOXET CIY)KUTh MOHOTEpAIusl PUTYKCUMaOOM: 4 eKeHEeJeIbHBIX BBEJCHUS B
KauecTBe MHJIYKIUHU, a 3areM 4 BBeACHUS Kaxkaple 2 MecsAla (KOPOTKHUH Kypc) WU
MO//ICPKUBAIOIIIAS TEPAMKS KaXIble 8§ Heeb B TEUCHHE 2-X JIeT (MPOJIOHTHPOBAHHBIN KYypC)
[1I, B]. B pexume mnoaaepKUBAIOIICH Teparuu PEKOMEHIYEeTCS HCIOJIb30BaTh (Hopmy
puTykcuMaba s moakokHoro BBeneHus [I, B]. Putykcumald mms moakoXKHOTO BBEICHHS
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aBIsieTcsa Oojiee YAOOHBIM ISl IPUMEHEHUs, T.K. HE TpeOyeT NMPUTOTOBJICHHUS, HCKIIOYAeT
BO3MOXKHBIE  OMIMOKM B JIOBMPOBAHWHU,  MPEJOCTABISAET  SKOHOMHIO  PECypCOB
3/IpaBOOXpaHEHHs, sBisgeTcs Oonee ymoOHOH (GopMoil Ui MAIMEeHTOB U MEAUIIUHCKOTO
nepcoHana. B perucTpaloOHHOM KJIMHHUYECKOM HCCIEJOBAHUM ObUIO II0KA3aHO, 4TO
MOJKOXKHasi (hopMa pUTYKcHMada SBISETCS CTOJNb ke d(PPEeKTUBHOW M Oe30macHOU, Kak U
BHyTpuBeHHas. IlonnepkuBaromias Tepamusi NOCIE€ OTBETa HAa MHAYKIHMOHHYIO TEparuio
MPOBOJIUTCS PUTYKCUMAOOM JJIsl TIOJIKO’KHOTO BBEJCHHSA B (UKCHpoBaHHOW n03e 1400 mr
HE3aBHCHMO OT IUIOMIAAN IMOBEpXHOCTH Tena 1 pa3 B 2 Mecsia, He Oomee 2 ser (12

WHBEKIIHN ).

PanHee Hayaso ne4yeHUs PUTYKCMMAOOM MMEET IPEUMYILECTBAa B BBIKMBAEMOCTH 0O€3
MIPOTPECCUPOBAHUS B CPABHEHHUH C TAKTUKOW «HAOIIONAM M KAM», HO TaHHBIX 00 YIy4IIeHUN
o0IIell BBDKMBAEMOCTH Ha CErOAHAIIHMNA JeHb HeT. CoriacHo pe3yibTaTaM HCCIEOBAHUS
RESORT, moBTOpHOE YeThIpeXHEACTHHOE JICUCHHE PUTYKCHMAOOM IPH MPOTPECCUPOBAHUH
3a0oseBaHus sSBIsIETCS He MeHee d((EeKTUBHONW TaKTUKOW B CPaBHEHUH C JJTUTECIHHBIM €ro

IIPUMEHEHHUEM.

B HecKOIBKHUX KPYMHBIX PaHIOMHU3HPOBAHHBIX KOHTPOIUPYEMBIX HCCIEIOBAHUAX OBLIO
[I0OKa3aHO, 4YTO J00aBlieHWE pPHUTYKCHMaba K CTaHAApTHOW XHWMHUOTEpAluu YBEJIUYUBAET
BBDKMBAEMOCTh 0€3 POrpeccupoBaHmsl 1 OOIIYI0 BEDKUBAEMOCTh 00NbHBIX. [lociennue roast
CTaHJApPTOM  JIEYCHUS TEpBOM JWHUM  OodbIIMHCTBA  OonbHBIX  DJI  sBiIsAeTcs
nmmyHoxumuorepanus [l, A]. W3 muTocTatMueckux areHTOB MPEATNOYTEHHUE OTHACTCS
AIKWIMPYIOIUM  npenapartaM. Heckonbko  pa3iMuHBIX  MCCIEAOBAHUNW  CpaBHUBAIU
3¢ (HEeKTHBHOCTH TPEX OCHOBHBIX pexkuMoB jedeHus — R-CHOP, R-CVP, R-FCM. Oka3zanocs,
yro 1o HenocpenactBeHHoi 3¢pdexkrnBHocTn R-CHOP um R-FCM mnpeBocxomst R-CVP.
OTtnaneHHble K€ pe3yibTaThl OKA3aJIMCh JIydlle MPU HUCMoNb30oBaHUM Iporpammel R-CHOP
U3-3a OCJIO’)KHEHUH, KOTOpble HalONoJaliuch Mocie JedeHus (aynapaOruHcoaepKaluMu
pexxumamMu. HecMoTpst Ha CBOIO BBICOKYIO 3(QQEKTUBHOCTb, PEXUMBI C BKIIOUEHUEM
nypuHoBbix aHanoroB (R-FND, R-FCM) oTimuaioTcsi TOKCHYHOCTBIO, TMOBPEXKIAOIIIM
NeiCTBEM Ha T'€MOIIO3TUYECKHE CTBOJIOBBIE KJIETKM M BBICOKOM YacTOTOM HWHAYKLUU
BTOpUYHBIX omyxosied. C yderom Toro, uro npu @OJI ecTe anpTepHAaTUBHBIE IO
3G GEKTUBHOCTH, HO MEHEe TOKCHYHBIE TporpaMMbl, ipuMeHerne cxeM R-FCM u R-FND mms
nedeHust mepBuYHBIX O0ibHBIX DJI HemenecooOpasno. IIporpamma R-CHOP sBnsercs
MPEANOUTUTEIBHBIM pexxuMoM JieueHus 0onbHbIX DJI Il muronoruyeckoro Tumna winm npu
MOAO3peHNH Ha  TpaHchopmanmio  omyxonu  (moBeimenue  JIJAI,  B-cummTowmsl,
9KCTPaHOJAIbHOE BOBJICUEHHE, IPEUMYIIIECTBEHHBIN POCT U30JIMPOBAHHOTO JTUM(PATHUECKOTO
y37a).

BricokoapexTuBHBIM SBISETCS MPUMEHEHHE MPOTHBOOIYXOJIEBOIO IIpernapara ¢
OM(pYHKIIMOHANBHON aKTHUBHOCThIO OeHnamyctuHa. Cxema BR B panmomusupoBanHom
UCCIIeIOBaHUM y NEepBUYHBIX OosibHBIX PJI mokaszana JOCTOBEPHBIE MPEUMYIIECTBA KaK IO
4acToTe, TaK W IO JUIMTEIHHOCTH OOIIEro oTBeTa mo cpaBHeHHIO co cxemor R-CHOP.
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bnaronpusTHpiii npoduiab TOKCHYHOCTH JelaeT 3Ty HIporpaMMmy Tepamnueid BbiOopa y
MOXKWJIBIX ¥ COMATHYECKH OTATOIICHHBIX OosbHBIX DJI 1-3A tumnos [l, A]. Kpome Toro, y
OTIpENICICHHOW YacTH MOXWIBIX 00ibHbIX @DJI ¢ mpoTHBONMOKa3aHUAMU K HHTCHCHUBHOU
XMUMHOTEPANUU MOKET MCIOIb30BATHCS XJIOPaMOYIHI Wi IuKiIopochaH B KOMOMHALIMU C
purykcumabom [111, B].

B komOunanuu C pAa3IMYHBIMU PEKUMaMU XUMHOTEpAMM PEKOMEHYETCS
MpUMEHEeHUEe putykcumada aisa nojkoxkHoro Beenenus [, B]. TlepByto no3y purykcumada
BCE IMALMEHThl JIOJDKHBl TOJIYYUTh IIyT€M BHYTPUBEHHOIO BBEICHMS IIpernapara B
JIEKapCTBEHHON (pOpMe «KOHIIEHTpAT AJIsi MPUTOTOBJICHUS pacTBOpa Ui MHQY3UK» B 103€
375 mr/m®. PurykcuMab B JIEKapCTBEHHOH (OpME «pPACTBOP IUIS TOAKOKHOTO BBEICHHS»
CIIEyeT NPUMEHSATh TOJIBKO BO BTOPOM W/MIM TOCICIYIONUX IMKJIAX Tepanmud B
¢bukcupoBanHoi 1o3upoBke 1400 Mr, HE3aBUCHUMO OT IUIOIIAAN TOBEPXHOCTH TEIA.

b. Koncoaumanus

[Tocne 3aBepiieHUsT MHAYKIMOHHOW Tepanuu OOJIbHBIE MOTYT SBJISITHCS KaHIUJIAaTaMU
Ha KOHCOJMJAIMIO WIM TMOJJACpKUBAIOIIYI0 Tepanuto. l[lomnepkuBaromas Tepanus
PUTYKCUMA0OM Kax/ble 8 Helellb B TEUEHUE 2 JIET YBEIMYMBAET BHIKUBAEMOCTh OOJIBHBIX
0e3 TpU3HAKOB OOJIE3HW M TIO3BOJSET UM HA 3HAYUTEIBHOC BPEMsl OTJIOKUTH HAYallo
cnenytomero kypca jedenus [l, A]. OqHako, OTJAICHHBIX JaHHBIX 00 YBEIMYECHHH OOIIEH
BBDKMBAEMOCTH TIpM TPUMEHEHHWH JTOrO0 pEeKHUMa emie He TmoiaydeHo. B pexume
MOJ/ICPKUBAIOIICH Tepamuu PEKOMEHIYETCsl HCIOJIb30BaTh (opMy pUTyKcHuMabda it
MOJIKO’KHOTO BBe/leHUs B (ukcupoBaHHOM ngo3e 1400 Mr He3aBHCHMMO OT IUIOIIAIU
MOBEpXHOCTH Tena | pa3 B 2 mecsia, He O6onee 2 et (12 uabekimid) [1, B].

B psge ciaydaeB mpu  JOCTH)KEHHH TIOJMHOM PEMHCCHH Yy OOJIBHBIX C HCXOJHO
MAaCCHBHBIM HJIH JKCTPAaHOJAIbHBIM (KOCTH, MSATKHE TKaHH) MOPaKEHHEM, a TaKkKe MNpH
JOCTIHKEHUHM YaCTUYHON PEMHCCHH BO3MOXKHO NMPUMEHEHHE Jy4eBOi TEpariy Ha UCXOJIHBIC
30HBI MMOPAKEHUS WM ocTaTouHyro onyxoiib POJI 2 I'p., COJ1 24-30 I'p.

Boicokonmo3Hass Tepamusi € TpaHCIUIAHTAlMEll ayTOJOTHYHBIX TIE€MOIOATHYECKUX
CTBOJIOBBIX KJIETOK B TiepBoit pemuccuu ®JI ve ucnonssyercs [, A].

3. JleyeHue penuANBOB U pepaKkTepHbIX Gopm

Permmuer mpu ®JI HemszOekHBI, TpUUeM, Kak MPaBUIO, KaXKIas IOCIEIYIOMas
pemuccus ObiBaeT Kopode mpenpiaymend. [Ipm penmamBax HEOOXOAWMMO BBIMOJHEHUE
MMOBTOPHOU OWOICHH, MOCKOJIBKY W3BECTHO, YTO, YeM JUIMTENIbHee HaOIrogaeTcsi OOJBbHOM,
TeM Bbllle puck Tpancopmarnuu PJI B quddysnyo B-kpynHoknerounyio nmumpomy: 15%
npu 10-netHem u 110 26% npu 14-netHem HaOmoaeHUU. B psane HabmoieHnit ToKa3aHo, 9To
gacToTa TpaHchOopMaluu MOKET JOCTUTHYTh 45-50% mnocie 16 net HaO0AeH s, TOCIIE YeTro
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JanbHEeHIero pocra He HabmogaeTcss. Tak e Kak U NP IMepBUYHOM OOpaIIeHUH, B IEPUOJT
penuauBa O0JIBHOM MOXKET HE HYXKAAaThCS B HEMEIJICHHOM BO300OHOBIICHUH JICUCHUS, €CITH Ha
3TO HET OCHOBaHWH, KOTOpble ObTM mepeunciensl Boime (kputepun GELF). Taxrtuxa
JICUEHHs PELUINBOB 3aBUCHT OT MHOTUX (DaKTOPOB, OHAKO PEIIAIOIIMMHU BCE JKE€ SIBISIOTCS:
JUINTEIBHOCTD MPEAIIECTBYIOIEN PEMUCCUU U METOJ €€ JocTukeHus. Hampumep, nporsos
Ha MOBTOPHYIO JUIMTENIFHYIO BBDKHBAEMOCTb OOJIBHBIX ¢ mporpeccupoBanueM PJI Ha ¢one
HabmroeHns1 6e3 MPOTUBOOITYXO0JICBON TEpalK MU MAlMEHTOB C PELUINBAMU MEHEE YeM 3a
6 MecsleB IOCIEe 3aBEpUICHUS] UMMYHOXMMUOTEPANIUM, NPUHLUIIMAIBHO Pa3InydaeTcs, Kak

ecii OBl peub IIJ1a O ABYX Pa3HBIX 3a00JICBAHHSIX.
a. Nupykuus.

[Ipy HanuuuMu nNOKa3aHUI K Hayaly Tepanuu OOJbHOMY MPOBOJIUTCS JIEYEHHE IIO
IporpaMMamM, He 00Ja/alolUM MEPEKPECTHON PE3UCTEHTHOCThIO K MPEIBIAYIIEMY PEKUMY
xumuotepanuu (Harmpumep, cxema R-FND mocne R-CVP wim BR nmocne R-CHOP) [1V, C].
Haunbonee 3HauuTenpHBIE pe3yabTaThl JedeHHs penuauBoB PJI ObuM TOMXyYeHBI TpU
NpUMEHEHHH OCHIaMyCTHH-cofepxamux pexumoB BR, VBR (6oprezomu0, OenmamycTuH,
putykcumad) [ll, A]. Ilpu nnanupoBaHUM BBICOKO30AHON KoHcoiuaauuu ¢ aytoTT'CK He
peKoMeHayeTcs Ha3zHaueHue QurynapaduH-coep)amux pexxumoB. Ecnu mocie mepBoit
JUHUM TEpallud PEMHUCCHsI COXpPaHsUIach JOJIr0, TO MOYKHO BEPHYTbCS K TOW K€ CXeMe
nedenus. [lpumeHeHune putrykcumadba B KOMOMHAIMM C XUMHOTEpanved YMECTHO, €CIU
MPOTUBOOIYXOJEBbIN d(PdeKT coxpaHsics XOoTa Obl 6 MecsleB IMOCie 3aBEpIICHHS
MMMYHOXUMHOTEpanuu. B mpoTUBHOM ciyyae, pedb UIET 0 HeOJaronpusTHOM MO MPOTHO3Y
pedpakTepHoil K pUTyKcuMaly rpymnme OoibHBIX. Jlo cuMX TOp HET JIaHHBIX
PaHIOMU3HUPOBAHBIX MCCIEIOBAaHUM, JIEMOHCTPUPYIOLUIMX MPEUMYLIECTBO KaKOro-indo
peXUMa JIeYeHUs Yy JIaHHOM TIpynmnbl MNanveHToB. B HeOodbImIMX HeCcpaBHUTENbHBIX
UCCIIEIOBaHMAX, OOHAJEKMBAIOIIME  PE3yJabTaThl  MOJYYEHbl TPU  HCHOJIb30BAaHUU
OeHaaMyCTHHA.

B komOunanuu C pa3NIUYHBIMU PEKUMaMU XUMHOTEpAUU PEKOMEHIYETCs
NpUMEHeHne putykcumaba s nojakoxkHoro Beenenus [, B]. TlepByro mo3y putykcumada
BCE€ TMALMEHThl JOJDKHBI TOJYyYUTh IIyTeM BHYTPUBEHHOIO BBEACHMS IIpernapara B
JIEKapCTBEHHOM (opMe «KOHILIEHTpAT Ul MPUTOTOBIEHUS pacTBOpa A MH(DY3ui» B J103€
375 mr/mM®. PurykciMab B JIeKapCTBEHHOH (OpME «pPacTBOP U TOIKOKHOTO BBEICHHUS»
clieqyeT TPHUMEHATh TOJBKO BO BTOPOM W/MJIM TOCJHENYIOIMMX IMKJIaX Tepanuu B
¢ukcupoBanHoit gfo3uposke 1400 Mr, He3aBUCUMO OT IUIOMIAN TOBEPXHOCTH Tea.

[Ipy HeoOXomuMOCTH TPOBEIACHHS Jy4yeBOM Tepanmuu C MAUIMATUBHOM  WIHU
CHUMIITOMAaTHYECKON IENbI0 y OTICNBHBIX XHMHOPE3UCTEHTHBIX OOJBHBIX HCIOIB3YIOTCS
HU3kue 11036l oOiyuenus — POJL 2 I'p. COJ] 10-20 I'p.; cxema HH3KOJO3HOH IJTydeBOM
tepanuu 2 ['p. x 2 dpakuuu (depe3 neHb) sBiaseTcs YPPEKTUBHON U MPOCTON IS JICUCHHS
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MAIMEHTOB C PacpOCTPaHEHHBIMH CTaausAMU JTUM(PoMbL. OOIydeHHe Mo ITOH cXeMe MOXKHO

MIPOBOJIUTH MOBTOPHO B paHee OOIy4EeHHBIX 30HaX.

B cinyuae moarBepxkaenus TpaHchopmannu PJI GoIpHOMY IOKa3aHa Tepamus IO
porpamMmam JiedeHus: 60bHbIX Aupy3HON B-KpymHOKIETOUHOM TMM(POMOT.

b. Koncoaumauus.

[Ipu peuumuBax @®JI y mosoasix OONBHBIX OOCYKIAETCSA BO3MOXHOCTH MPOBEICHUS
BBICOKOJIO3HOW Tepamuu ¢ TpaHCIUIAHTAllMEW ayTOJIOTUYHBIX FE€MOIMO3TUYECKUX CTBOJIOBBIX
kietok (ayroTI'CK). Oxgnako, B otnuuue ot quddy3Hoil B-KpynmHOKIETOUHOH TUMGBOMBI 1
auMpombl XOJKKUHA, 3TOT METOJ JICUEHHUs HENb3sl NMPU3HATh cTaHJapToM. Tem He MeHee,
IpU paHHUX PEUUIUBAX IOCIE WMMYHOXHMMHOTEpAnmud H 0e3 MacCUBHOTO IOpPaKECHUs
KOCTHOTO MoO3ra, BbicOkojo3Hast Tepanus ¢ ayrolT'CK wumeer mnpeumymiectsa B
0e3penIMBHON BBDKMBAEMOCTH TI0 CPAaBHEHHIO CO CTAHIAPTHBIMH PEKUMaMH JICYCHHS.
Heo0xoauMo OTMETUTB, YTO MPEIIIeCTBYIONIEe MPUMEHEHHE PUTYKCHMa0a B MEPBOM JIMHUH
Tepanuu He CHUXaeT 3((HEKTUBHOCTH BBICOKOJ03HOTO pexkuma. Hanbonee OnmaronpusTHbIM
BPEMEHEM IPOBEJEHUS BbICOKO03HOUN Tepanuu ¢ ayroTI'CK sBnsiercs BTOpas WM TPEThbs
pemuccus. HeoOGxoaumocTe Ha3HaueHUs B TOCJIEAYIOIIEM MOJIEPKUBAIOLIEH Tepamnuu
pUTYKCUMaOOM TpeOyeT MOMOIHUTEIbHOTO IMOATBEP)KIEHUS, MOCKOIbKY acCOLMHUPYETCS C
BBIPKEHHOW TMIIOraMMario0yInHeMue U JIeHKoneHue.

bonpHbM penmmuBamu @DJI, KOTOPBIM HE INOKa3aHO MPOBEICHHE BBICOKOJIO3HOM
Tepanuu, nociae 3(P(EKTUBHOrO HHAYKIMOHHOTO JTala Ha3HayaeTcs MOJAep KUBaroIIast
Tepanusi pUTyKCUMaOOM JIJIsl IIOJJKOKHOT'O BBEJICHUS KaXK/Ible 8 He/leb Ha MPOTSKEHUH 2 JIET.

4. Ouenka 3¢ dexra u nocjenymouiee HaAOI0IeHUE

O PexTUBHOCTD JIeUEHUS] OLIEHUBAETCS B CEpe/IMHE Mporpammsl (mocie 3-4 KypcoB) u
Iocje 3aBepIleHUs] MHIYKIMOHHOrO »Jrama JjedeHus. lccinemoBaHue KOCTHOrO Mo3ra
[IOKa3aHO OOJIBHBIM, Y KOTOPBIX /10 Ha4yajia TePaluy ONpPeeNsiioch €ro IOpaXKeHHe.

Bonbubie ®JI 7OTKHBI NPOXOAUTD PETYIspHBIE 00CIeI0BaHUs (pEHTTeHOrpadus rpyIHOM
kietky, ¥Y3U nepudeprndeckux IMMQPpaTHUECKUX y3JI0B U OPraHoB OpPIOLIHON MOJIOCTH,
KJIMHUYECKUI 1 OMOXMMHYECKUI aHAIHU3bl KPOBH) KaXKIble 6 MECALIEB B TEUEHUE JBYX JIET,
3aTE€M €KETO/THO Ha IPOTSKEHUH HE MEHee 5 JIeT. YUUThIBask BBICOKYIO YacTOTY MO3AHUX

PEOUANBOB, KEJIATCIBHO AJIUTCIIBHOC €KECTOJHOC Ha6J'IIO)IeHI/Ie u O6CHG}IOB3HI/IC OOJILHBIX.
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JIumpoma mapruHaJIbHOMN 30HBI

XapaKTepucTHKA, 32001€BAeMOCTh

Jlumpombl  MapruHaibHOW  30HBI  (JIM3)  mpexncraBiastoT  coboi  rpynmy
37I0KAYECTBEHHBIX B-KJIIETOYHBIX HOBOOOPA30BaHMM, NPOHCXOIAMMX U3 B-muMdonuros,
KOTOpbIE B HOpME BCTPEYAIOTCS B MAaprHHAIBHOH 30HE JUMQPOUIHBIX (POILTUKYIOB
TUM(aTHIECKHUX Y3JI0B, CEJIe3eHKU U TuMpaTuieckux Tkaneil. Beyiensror Tpu tima JIM3:

e Hopanpnas — 2% HXJI
e DkcrpanomansHas MALT (myko3oacconuupoBanHas) — 8% HXJI
e Cenesenku — 1% HXJI

Hau6onee yacto npu skcrpanoganbHbix MALT-nmumpomax mopaxaercs xemyao4HO-
kumedHblii TpakT (okoso 50%).Cpenu opranos XXKT na nomo MALT-numdpomsl xenyaka
npuxoautes 10 80%. Kpome Toro, yacto BCTpeyaeTcs mopakeHue OpOUTHI, JIETKOr0, KOXKH.

CornacHO COBPEMEHHBIM NPEJCTABICHUSM, OCHOBHBIM 3THOJIOTMYECKUM (PAaKTOpOM
JI3M  sBusiercss XpOHMYECKass HMMYHHas CTUMyasuus (MHQEKIus, ayTOMMMYHHbIE
3a0oneBanus). CylecTByeT JAOKa3aHHas CBs3b Mex1y HH(puuupoBaHHocThi0 Helicobacter
pylori u MALT numdomoii xenynka, Borrelia burgdorferi u JIM3 koxu, Chlamydophila
psittaci u JIM3 opbutel, Campylobacter jejuni u IPSID (ummyHomponudepaTuBHOE
3a0o0seBaHre TOHKON KUIIKH), Bupycom renatuta C u JIM3 cenezenku u MALT-mumbomamu
JOPYTUX JIOKAJIU3ALHM.

Juarnocruka
1. Kpurtepum ycTaHOBJIEHHSI IMAarHO3a

Jlumpoma M3 KIETOK MApPTUHAIBHOM 30HBI MpeAcCTaBisier coloil B-kierounyio

TuMpoMy €  HOAYJIAPHBIM, HHTPAa(OJUIMKYISIPHBIM, MapruHAIbHBIM, JIU(PY3HBIM,
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BHYTPUCUHYCHBIM THUIIaMU pocTa. KieTouHbIl cocTaB MOTUMOP(HBIN: KIETKH THUIA MaJbIX
TUMQOIMTOB, IEHTPOIMTONOIOOHBIE, MOHOIMTOUIHBIC B-KIETKH, KJIETKH C MPU3HAKAMH
T1a3MOIUTAPHON T HEPEHIIUPOBKH.

NmMmyHODEHOTHIT OMyXOdM  XapaKTepu3yeTcs OJKCIpeccuedl  maH-B-kieToyHbIX
anTureHoB, B uactHoctu CD20 (uHTeHCHMBHas MemOpaHHas J3Kcmpeccus). B 1enowm,
UMMYHO(EHOTHUIT HOAATIBHBIX M HKCTPAHOJAIBHBIX B-KIETOYHBIX JIUM(POM U3 KIETOK
MapruHaabHOM 30HbI uaeHTHYeH: CD20+, CD5-, CD10-, CD23-, BCL-2+/-, BCL-6-, MUM 1
(cmabast simepHasi KCIpeccusi B KIIETKAX OIMYXOJeBOro MHMWIbTpaTa). B CIOXKHBIX ciydasx
npu npeobnamannu aAud@y3HOro pocta PEKOMEHIYETCS JOMOJIHUTENBHOE HCCIECIOBaHHE
skcnpeccun CD38(-) u CD44(+). Ilpu B-ximerouHoii mumdoMe CelNe3eHKH H3 KIIETOK
MapruHaIbHON 30HBI Kodkcnpeccus CDS moxer npucyrcrBoBath 10 20% HabIIOACHUH.

[Tpu GosbIIIOM KOJMYECTBE KPYIMHBIX KIETOK 0e3 (hOpMHPOBAHHUS KIACTEPOB, C YUETOM
COOTBETCTBYIOLIEH MOP(hOIOTHIECKOM u MMMYHOTMCTOXUMHYECKOMN KapTUHBI,
xapakTepusyroniei aumM¢GoMy MapruHaIbHOW 30HBI, JAWArHocTupyercs «B-kierounas
nuMpoMa U3 KICTOK MapriHaIbHOW 30HBI ¢ OOJIBIIMM KoimuecTBoM OnactoBy (blast-rich).

2. O0caenoBanue

Ilocne mocTaHOBKM JMarHo3a MHAlUEHT JOJDKEH OBITh IIOJIHOCTBIO OO0CIENOBaH B
COOTBETCTBHH CO CTaHAAPTHBIM IJIAHOM 00CJI€JOBaHUs OOIBHBIX IUMPONpoaudepaTUBHBIMU

3200JIEBAHUAMM.

I[Ipu MALT-1umgome oncenyoka HEOOXOTUMO BBHITIOJIHEHHE TaCTPOCKOIHUHU U TIPH
BO3MOXHOCTH DXO-TacTpOCKOINNN ¢ MHOKECTBEHHOM OMONCHeN MOpa)KeHHBIX U BU3YaJIbHO
HEM3MEHEHHBIX YYacTKOB ciu3uctoi. OOs3arenbHo uccienoBanue Helicobacter Pylori B
COOTBETCTBUH ¢ KOHceHcycoM Maactpuxt-1V/@nopenmus 2010 1., BKIIOYaOIIEe
TUCTONATOJIOTUYECKOE MCCIEA0BAHNE U OIpE/IeIeHHE YyBCTBUTEIBHOCTH K aHTUMHKPOOHBIM
npenapaTam, B TOM YKCJE K KJIAPUTPOMUIIMHY; IIPU HETaTUBHOM pPEe3y/bTaTe — HEMHBa3UBHAs
JMarHOCTHKA JAHHOTO BO30YyIUTENs: aHTUTE€H B CTyJle, ypea3HbId [bIXaTelbHBIA TECT,
aHTuTena B KpoBU. Kpome Toro, »xemaTelbHO  LUTOTEHETHYECKOE HCCIEeIOBaHUE JUIS
uckmoueHus t(11;18), xotopas siBnsieTcss HeOIaronpusATHEIM (GAKTOPOM MPOTHO3a OTBETA Ha
aHTHOAaKTepUANbHYIO TEPaInIo U TpeOyeT BbIOOpAa HHOTO METOA JICUEHUS.

IIpu Hexoropeix Bapuantax MALT-1um¢pom oOpyeux nokanuzayuii HEOOXOAUMO
OTIpENIeICHUEe  aCCOIMMPOBAHHOTO C JIAHHBIM BapHaHTOM HMH(EKIMOHHOTO areHra
(uccnenoBanue Borrelia burgdorferi npu JIM3 koxu, uccnenoBanue Chlamydophila psittaci
ipu JIM3 opOuThI).
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I[Ipu oOcnemoBanuu OONBHBIX HOJAIBHBIMH JIM3 HE0oO0XOAUMO THIATENHHOE
UCCIIeIOBaHME 00JIacTel, MpUIeKANUX K 30HE HOMAIBHOTO MOPAKEHUS, IS UCKIIOUCHUS
pacmipocTpaHeHus SKCTpaHoAanbHBIX JIM3 Ha muMdoy3bL:

e J1/y miew — ria3a, OKOJOYIIHEIE U JPYTHE CITFOHHBIC XKeIe3bl, IMUTOBUIHAS Kele3a.
® [IOJIMBINICYHBIC JI/Y — JIETKUE, MOJIOYHAS JKeJe3a, Koxka.

® MeAMACTHHAIBHBIC J1/y — JIETKHE

e 71/y OpromHO# monoct — cenesenka u JKKT

e maxoBble U noaB3aomHbie 1/y — XKKT u koxa

® BCE OTJEJNbI MUIICBAPUTEIHHON TPYOKH MPHU MOPAKESHUH JKETyAKa
3. CraaupoBaHme

MALT-nmumpombl xKenyaka CTaaUPYIOT COTJIACHO CHUCTEME CTaaupoBaHus JUMQOM
XKKT Jlyrano (cm. Tabm. 1).

Hpyrue nuMdomMbl MapruHaidbHOW 30HBI CTATUPYIOT COrJIacHO Kiaccudukauuud Ann
Arbor.

Tabmuna 1
CragupoBanue nuMdoM keTyaKa: CpaBHEHHE KilacCU(pUKALIUN
Cxema ctagupoBaHus JTUMQPOM Cragus no Cragus no Pacmipoctpanenue
XKKT (JIyrano, 1993 1.) Ann-Arbor TNM OITyXOJIH
IE1 ITopaxxenne orpannueHo XKKT
IE1 ciom3ucras, 1E T1 NO MO CIIU3UCTAs,
TIOJICITU3UCTAS TIOJICITU3UCTAS
IE2 MpIeunsIi 1E T2 NO MO MBIIIEYHLIH CII0M,
CJIOH, cepo3a 1E T3 NO MO Cepo3znas 000109Ka
IIE2 PacnipocTpanenue Ha OPIONIHYIO TTOJIOCTh
ITE1 BoBncUeHNE lE T1-3 N1 MO | IlepuracrpanbHbie
OnrKaimmx nly
JIOKAJIbHBIX J1/y
ITE2 BoBneyeHne IE T1-3N2 MO | Otnanennsie a/y
OTJAJICHHBIX
pPETHOHAPHBIX y3JIOB
IIE2 [Tenerpanus cepossl | IIE T4 NO MO WuBa3us
U TIepexo/1 Ha MIPUIICIKAIIAX
COCE/IHHE OpPTraHbl U CTPYKTYD
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TKaHU
I-1v Huccemunuposannoe | IIE T1-4 N3 MO | [Topakenwue 11/y 1o
AKCTPaHOJAIBHOE v T1-4 NO-3 00e CTOPOHBI
MOPAKCHUE UITH M1 nuadparmsl,
HOpaKEHHE OTJaJICHHBIE
HajIradparMagIbHBIX Metacrasbl (KM,
n/y JIOTIOJTHUTEIIHHBIC
IKCTPaHOJATbHBIC
odJaru)

JleueHue
1. Jleyenue 60sibHbIX MALT-mumdomoii xeayaka

Brei6op Taktuku nedenust 60ibHBIX MALT-mumdomoit kemyaka 3aBUCHUT OT CTaauu
3a0ojeBanus U oT nHpuEpoBannoctu H. pylori

a. Pannme craguu, nuuuuposannocts Helicobacter pylori

I[Tpu BesBeHnU MHGUUUpoBaHHOCTH H. pylori 6onmbabM [E1 cmaduu peKOMeHIyeTcs
SpaJMKallMOHHAs  aHTUXEIMKOOAKTepHas aHTUOMOTHKOTepamuss (B  COOTBETCTBHM C
pexoMeHaanusAMU KoHceHcyca Maactpuxt-1V/@nopennus 2010 1.) ¢ 3HIOCKOIMYECKUM
nojaTBepxkaAeHUueM spagukanuu H. pylori yepe3 3 Mecsna wiM pasblie, €CId CHUMITOMBI
TuMQOMBI COXpaHstoTcs Ha hone anTnOnoTukotepanuu [ 11, Al.

[Ipu BhIsBAeHHMH TpaHciokauuu 11;18 mocne aHTuxenukoOakTepHOW Tepamuu (BHE
3aBUCUMOCTH OT €€ 3(PPEeKTUBHOCTH) HEOOXOAMMO Ha3HAUEHNE MOHOTEPANUU PUTYKCUMaOOM
nnu sryueBoit Tepanuu COJL 24-30 I'p.

[Tpu noxa3aHHOW MOPQOIOTHUECKH perpeccuu JuMQpombl U dpaaukanuu H. pylori
yepe3 3 Mecsa peKoMeHayeTcsl AuHamudeckoe HaOmroxeHue. [Ipu coxpanenum H. pylori
MoKa3aHa aHTUXEIMKOOAaKTepHas Tepanus BTOPOM JTMHUM 10 TIOJHOM 3pajuKalui UHPEKIHUH.
IIpu  orcyrcTBUM  perpeccur  JAUM(OMBI  Hapsily € aHTUXEIMKOOAKTepHOU
aHTUOMOTHKOTEpanueil Moka3zaHa JydeBas Tepanuss (B 30HY OOJIyueHUS HEOOXOIMMO
BKJIIOYATh JKENYJOK M TepuractpaibHble numdarndeckue y3ibl, PO/l 2 I'p., CO/ 24-30;
CIIeyeT TIOMHHUTH O TOM, YTO TIPH KaXJIOM CeaHce OOIYYECHHs MKENyIOK JOIDKEH OBITh
onuHakoBoro oowéma) [I11, B]. [Ipu spagukanuu Bo3OyauTeNs, HO Haau4Iuu JUMGPOMBI 03
KIMHAYECKNX CHUMIITOMOB  PEKOMEHAYeTCS BBDKHIATEIbHA TaKTUKAa C pPEryJISIpHBIM
SH/IOCKOITMYECKUM MOHHUTOPUHTOM ( KaXkiple 3 Mecsa); BO3MOXKHO JIOTIOJHHTEIBHOE
HaOmofieHWe Uil pelleHus BOIpoca O Jy4eBOM Tepanuu WIM XUMHOTEpalnuu ¢
pUTYKCHMaOoOM depe3 3 MecsIia.
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[lepcuctenus ninm nporpeccupoBaHue JUMGOMBI yepe3 3-6 MecsieB Mocie JTy4eBoi
TEpaluy SBIIICTCS OCHOBAaHWEM I XUMHOTEpAMH IO CXeMaM Ui (OJUTHKYJISPHON
mumdomsl 1-2 muronorudeckoro tuna (R- neiikepan, R-CVP, RB, knanpubun, wu t.1.) [,
B-C].

AHanornuyHasi TakTUKa Toka3zaHa OonbHbIM C¢ [E2, 2E cmaousmu nipu Hamuuamu H.
pylori. OgHako B CBsi3u C MeHbIIEH >PPEKTUBHOCTbIO AaHTHOMOTHKOB B JAaHHOW TpyIIe
OOJBHBIX peKOMEHIyeTCs OoJiee paHHEe HA4aso JTy4eBOUW TEpAITHH.

b. Pannue cragum, orcyrcrBue Helicobacter pylori

Ecmu H. pylori He oOHapyXeH ¥ aHTUTENa K HEMY HEraTHBHBI, OOJbHBIM PaHHUMH
cragusmu MALT-mumbomel xemyaka mokazaHa jJydeBasi Tepanus (IporpaMMa Takas ke, Kak
npu HedxpdexTuBHOCTH aHTHOMOTHKOTepanuu) [I1l, B]. BonrpabM ¢ Tpancnokanmeit 11;18
HEOO0XO/MMO YBEIMYHMBATH /103y Jy4eBOW Tepanmuu. B TakuxX cUTyanusix mociie MmoJBeACHUs
COJ 30 I'p. menecoobpa3Ho cnaenaTh 2-3 HEIETbHBIM TEPEPHIB C IMOBTOPHOM OLIEHKOM
CTENIEHU PErpecCUu OMYyXOJM, IMPU HAJIMYUU OCTATOYHOW OIyXOJM — JOIOJIHUTENbHOE
nokanbHOe ooydenue (10-14 I'p).

[Ipyn HanMuMM NMPOTHBONOKA3aHWM K JIy4EBOW TEpaluu PEKOMEHIYETCs MOHOTEpamnus
purykcumabom [111, C].

Uepes 3-6 mecsieB MOCIE 3aBEpPIICHUS JYYEBOW Tepanuu HEOOXOJUMO TMPOBEICHUE
pecTailupoOBaHus C YHAOCKONNYECKUM UCCIIEIOBAaHUEM U Ouoricueil 30H nopaxenus. [1pu 1P
peKoOMeHIyeTcsl o0cieoBaHue Kaxable 3-6 Mec. M 3areM exeronHo. llepcucrenuus wim
nporpeccupoBanre JUMGOMBI dYepe3 3-6 MecsAleB IMOCiIe JYY4eBOH Tepanmuu SIBISETCS
OCHOBAaHHEM ISl XHMHOTEpAalMd MO CcXeMaM Uil (QOJUTUKYISIpHOW numMbombr 1-2

IIUTOJIOTHYCCKOI'O THIIA.
c. Cragus IIIE, IV

[lokazanusaMu K Hauyady JiedeHHs] OOJBHBIX pacHpocTpaHeHHbIMH cTanusmMu MALT-
TUM(OMBI  KEeTyJaKa SBISIOTCS OOJEBOMH CHHIIPOM, HapymieHue (QyHKIIUA OpraHa,
KpOBOTE€UYEHHE, MacCUBHOE MopakeHue. [Ipm  OTCYTCTBUM TOKa3aHHM  BO3MOXKHO
nuHamuueckoe HaOmioaeHue. Ilpu HamuuuM mOKa3aHUN PEKOMEHJOBAHO IPOBEJECHUE
MMMYHOXUMHOTEpANUU (pexXuMbl, pekoMeHoBaHHble a1 PJI 1-2 [MUTOIOrHYecKoro THma)
WIM JIOKalbHasg JydyeBas Tepamusi TOJbKO Ha MOPaXEHHYI0 ONYyXOJbI0O 4YacTh Oprasa,
PO 2 I'p., COJI 20-40 I'p., B 3aBUCHMOCTH OT IEPEHOCHMOCTH JICUCHHS ITAIIHEHTOM.
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B cnywae pernmnuBa JiedyeHHE MOXKET BKJIIOYATh IPUMEHEHHE pHUTyKcuMalba B
MOHOTEpANUU UM B KOMOMHALUU ¢ nuTtocTaTukamu (cxemsl g ®JI 1-2 nuronorudeckoro
TUIIA) U JTY4YEBYIO TE€pAIHIO, €CJIM OHA HE IPOBOJMIACH B IIEPBOU JTMHUM.

2. Jleuenme 00abHBIX MALT numdomoii Apyrux Jokajau3anui

VYcranosnenue guarHo3a MALT-mumboMbl  Ipyrux JOKamu3aluil HE  SBISETCS
IIOKAa3aHUEM K HEMEJICHHOMY Hauany JiedeHus. [loka3aHusMM K JIEYEHUIO SIBIISIFOTCS
HapylleHne (QyHKIUHU opraHa, 00JeBOM CHHIPOM, MacCUBHOE OIyxoisieBoe nopaxenue. Ilpu
OTCYTCTBMM IIOKa3aHUM paccMaTpuBaeTcsi BONPOC O JIMHAMUYECKOM HaONIOJIEHUU IIPU
BO3MOKHOCTH €r0 IIOJTHOLICHHOT'O OCYIIIECTBIICHUS.

Tepanmeii BoiOopa mnpu pawmnux cmadusx MALT-mumdom apyrux moxamu3anui

SIBJSICTCSI JTydeBasi Teparus Ha BOBJICUYCHHbBIC 001acTH. B OOJIBIIMHCTBE Clly4aeB 10CTaTOYHON
neueOHOM o30# cunraercs 30-36 I'p [V, C.

[Ipyn HanMuMM NPOTUBONOKA3aHUM K JIy4EBOW TEpaluu PEKOMEHIYETCs MOHOTEpanus
purykcumatbom [111, CJ.

B oTaenpHBIX ciiydasx MpH BBISIBIEHUU COJUTAPHOTO OIYXOJIEBOIO Oudara B TaKHUX
OpraHax Kak JIETKHE, MOJIOYHas >KeJe3a, IMUTOBUIHAS Kelle3a, TOJICTAas KUIIKA Yy MOJHOCThIO
00cieIoBaHHBIX OOJIBHBIX MOXET ObITh MCIIOIb30BaH XUpYyprudeckuii noaxos. OOHapyx eHue
KJIETOK JTUM(OMBI IO Kparo pa3pesa AUKTYeT He0OXOIUMOCTh MPOBEIECHUS JJOKOPETHOHAPHOMN
Jy4E€BOU TEpauu.

[Ipu npoBenenun nydeoit Tepanuu MALT-nmuMpoMbl opOUTHL clieayeT SKpaHUpPOBATh
NepeHue OTIEINbI TJ1a3a AJIs CHUKEHMSI Ty4eBOM Harpy3Ku Ha XpyCTalluK, HO 0e3 ymiepoa Juist
MO/IBEJICHUSI aJIeKBaTHOM J103bl K OMyXOJH. B cilydyae pa3BUTHS NOMYTHEHHUS XpyCTaJllKa
(JryueBasi KaTapakTa MO JJaHHBIM pa3HbIX HCCIEAOBaHUU pa3BuBaeTcs B cpoku 24-150 mec.)
BO3MOXXHAa 3aME€Ha €ro HMCKYCCTBEHHBIM. JlyueBble MOBpEXIEHHS — CYXOCTb POTOBUIIBL,
KepaTuT, MakyJspHas JereHepalus BO3HHMKAOT He Tak dYacto (8-12%) m mocraTtodHo
YCHEIIHO JIeYaTcs C MOMOINBIO MpenaparoB, CTUMYJIHUPYIOIIUX MPOILECChl pereHepanuu u
pernaparuy TKaHeH ria3a, yJIyqiiailinX MeTa00m3M, YKPETUIIONINX COCy/Ibl T1a3a (TaydoH,
OMOKCHITHH, COJIKOCEPHUIT).

[Ipn BBIABICHWM pacHpOCTpPaHEHHBIX CTaauid 3a0oyieBaHUs  (IKCTPAHOMAIBHOE
MOpaAKEHHE W MHOKECTBEHHOE HOMAIBLHOE PpACHpPOCTPAHECHHUE) TIPOBOIUTCS JICUCHUE B
COOTBETCTBHM C PEKOMEHIAMSIMHU [UII PaCHpOCTPAaHEHHBIX CTaauid (OJUTUKYIISTPHOU
aumdomsr 1-2 nutonoruyeckoro tuma [V, C].
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[Tocne 3aBepuieHUs: Tepanuu B ciaydae ee 3(P(PEKTUBHOCTH TOKA3aHO JAWHAMHUYECKOE
HaOmoieHue Kaxaple 3-6 MecsleB, Jajiee €XerogHo B TedeHue 5 yeT. Ilpu noxanbHOM
peuuauBe pPEKOMEHAYETCsS  JIydeBas Tepanus WM HMMMYHOXMMHUOTEpAIHs aHaJIOTM4Has
TAaKOBOM JJIsi pacnpocTpaHeHHbIX (opm @DJI, mpu CHUCTEMHOM pEUHUIUBE MPOBOIUTCS
MMMYHOXUMHOTEPANHs KaK JUI JICUYSHUsT pacnpocTpaHeHHbIX Gopm DJI.

Ecnmu mnpu mo0oif  craiuu WMMYHOTHCTOXMMHYECKH BBIACISIETCS B JuMdoMe
KPYIIHOKJIETOYHBI KOMIIOHEHT, TO JICYEHHE IPOBOJUTCS B COOTBETCTBUM C PEKOMEHIALUAMHU

st i dy3Hoi B-KpymHOKIETOUHON TUM(POMBI.
3. JleueHue HOAAIBbHBIX JUM(POM MAPTUHAIBHOM 30HBI

BosbHbIE HOZATBPHBIMU TUM(POMaMH MaprUHAIBLHON 30HBI JOJDKHBI TIOJTYYaTh JICYCHUE,
aHAJIOTHYHOE PEKOMEHIOBaHHOMY 1Isl (oumKyinsapHoi juMmdomsr |-l muTomormueckoro

THIIA.
4. Jleuenne 1uM¢oM MapPruHAJBLHOI 30HBI CeJIe3eHKH

[TokazanusiMu K Havaiy JiedeHus: 00npHBIX JIM3 cene3eHKH SBISIOTCS CIITICHOMETANINs
WIM  [pOrpeccupyrolias IUTONEHUs. boibHBIM 0€3 3THUX CHUMIITOMOB MOXET ObITh
PEKOMEH/I0BAaHO JIMHAMUYeckoe HaOmoneHne. BpIOOp TaKTHKU Jie4yeHUs NpU HaJIU4du
MMOKa3aHUH OCYILIECTBISETCS HA OCHOBAHUHU JMArHOCTUKH BUpyca remnaruta C.

[Ipn Hamuuuy NMoka3zaHUM K JICYEHHIO, BBIABIEHUU BUpyca renatuta C peKkoMeHayeTcs

MPOBEJICHUE TEPAli BUPYCHOTO rematuta (naTepdepoH aibda, pudasepus) [1V, CJ.

[Ipu HeraTuBHBIX pe3ynabTaTax oocienoBanus Ha renaTuT C UM IPOTHUBOMOKA3aHUSIX K
MIPOTUBOBUPYCHOMY JICUEHHIO OOJBHBIM CO CIUIEHOMErajueil IOKa3aHO IPOBEJIECHUE
MOHOTEpANUU PUTYKCUMAOOM , TMOJIMXUMHUOTEpPANUU C PUTYKCUMAaOOM WM BBIOJHEHUE
cruieHdKkTomMuM. [Ipu OTCyTCTBMM TMOKa3aHMM K Hayaly JIEUYEHUS WIM I0CIIEe 3aBEpIICHHS
Kypca JIeYeHHs peKOMEeHAyeTcsl oOcliefoBaHHEe Kaxple 3-6 MecslleB B TeUEHHUE S JIeT U
3areM exerogHo. Ilpu nporpeccupoBanun Ha3HayaeTcs HUMMYHOXMMHOTEpanus B
COOTBETCTBUM C PEKOMEHJAIMSAMH JJIs PaclpOCTPAHEHHBIX CTaaud  (QOITUKYIApHOM

muMoMBbI 1-2 TUTONOTHYECKOTO THIIA.

JAu¢¢y3nas kpynHokjierouHas B-kierounas sumpoma

Huddys3nas kpynHokierouHas B-kierounas numdoma ([IBKII) sBusercss naunbomnee
pacrnpocTpaHeHHBIM BapuaHToM JuMdonponudepaTUBHBIX 3a0oneBanuii B3pocibix (30% ot
BCEX HEXOKKMHCKHX juMdom). 3adoneBaemocth JIBKJI cocraBnser 4-5 na 100 000
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HaceJeHHus B rof. Puck pa3BuTus 00Je3HU YBEIMUYMBACTCS C BO3PAcTOM (MeauaHa 63 roaa).
My>xuunsl U sxeHIMHbI 60osetoT JABKIJI ¢ moutn paBHOM 4acTOTOM.

QI/IQFHOCTHKQ

1. Kpurtepuu ycTaHOBJIeHHS IHATHO32

Huarno3 JIBKJI ycranaBmuBaeTcs Ha OCHOBAaHMHM MOP()OMMMYHOTHCTOXHMHYECKOTO
WCCIIEIOBAHMSI OITyX0JIeBOM TKaHU. HeoOXxonumble TuarHocTH4ecKue MpoLeaypbl OMMCAHbI B
paszene, NOCBALICHHOM OOLIMM BOIIPOCAM JUAarHOCTUKH JTUM(OM.

Mopdonornueckuii cyOCTpaT TpPEACTaBIICH IEHTPOOJIACTaMH, HWMMYHOOJIACTaMH,
KJICTKaMH C MHOT'OJOJIBYATBIMU SAJApaMH, KICTKaMu C HOJII/IMOP(1)HI)IMI/I/aHaHJIaSI/IPOBaHHI)IMI/I
AApaMu B pas3JIMYHBIX KOJWMYCCTBCHHBIX COOTHOLICHUAX, YTO OMPCACIIACT MOp(l)OJIOFI/I‘ICCKI/Iﬁ

BapHaHT OIYXOJIHU: LIEHTPOOJIACTHBIN, UMMYHOOJIACTHBIN, aHATUIACTUYECKHI.

NMMyHO(DEHOTHII  ONMyXONM  XapaKTepU3yeTcs JKcIpeccued  naH-B-KieToyHbIx
anturenoB CD20, CD79a, PAX 5 (moHOMOpdHas nHTeHCHBHASA sifiepHast skctipeccusi), CD45
n He okcrnpeccupylor CD3. CD30 MokeT »SKCHpeccHpoBaThCs YacThIO KIETOK C
nosimMopdroit/anarutactuueckorr Mopdonorueir. CD10 ompenensercst B 30-60% ciydaes,
BCL-6 — B 60-90% cnywaeB, BCL-2 — B 30-50% cmygaeB, MUM.1 — B 35-65% ciyuaes.
CD5-nosutuBHas muddy3Has KpymHOKIeTOoYHas B-kimetounas smMdoma BcTpedaeTcs
npumepHo B 10% nHabOmoneHuil. B »Tux ciydasx HE0OXOJMMO HMMMYHOTMCTOXMMHUYECKOE
uccienoBanne ¢ antutesamMu k Cyclin D1 mis wuckimodeHHs MONMMMOP(HOKIETOYHOTO
0JIaCTOMHOTO BapuaHTa IUMQPOMBI U3 KJIeTOK MaHnTuu. Bmecte ¢ Tem, 10 20% JIBKJI moryt
skcnpeccupoBath Cyclin D1 (yacTh OmyXoeBbIX KJIETOK, ciadas Mo MHTEHCHBHOCTH sIICPHAs
peakius).

Hubdysnas  kpynmHokieTouHas  B-kierounas — numdoma, Kak  MpaBHIIO,
XapaKTepU3yeTcsl BBICOKOW MHUTOTHYECKOW U TposudepaTHBHOi akTUBHOCTHIO. Ki-67

JKCIIpeccupyercs B mupokoM auarna3one: 40-90%, B OTIeNBbHBIX HAOIOJICHUSX TPEBHIIIACT
90%.

W3ydyenne mnpoduns oskcrnpeccun reHoB (GEP) mno3Bonser wuaeHTHQUIMPOBATH
MonekyisspHble  noarpynnsl  JIBKJI, 4ro mnMeer BaXHOE€ NPOrHOCTHYECKOE 3HAYCHHE:
OomaronpustHeiM  Tipu3HaeTcs GCB, wneOmaronpustHeiM  ABC Tun. C  momorisio
MMMYHOTHCTOXHUMHUYECKOTO aJrOpUTMa C MCIOJIb30BaHUEM CypporaTHbix mapkepoB CDI10,
BCL-6, MUM.1 wmoryr ObiTh Bbigenenbl noarpynmsl JBKJI (GCB u non-GCB),
Koppenupyrorire ¢ npodunem skcapeccun reHoB (GEP). Hecmotps Ha 3T0, 10 HacToOsIIETro
BpeMeHH JieueOHasi TAKTUKa ompeaensercs 0e3 yuera noarpymnms! JIBKIJIL.
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[Ipr BO3MOKHOCTM B JMArHOCTHYECKUI aJTOPUTM MOXKET BKIIOUATHCS OMpEACTICHHE
nepectpoiiku rena MYC (MY C-no3utuBnas JABKJI Bctpeuaercs no 10% ciyqaeB). B psae
uccnenosanuit npu JBKIJI, nHapsny c nepectpoiikoil reHa MYC, OIHOBPEMEHHO MOTYT
obHapyxuBaTbca TpaHciokauus t(14;18)(q32;q21) u mepectpoiika rema BCL6. DOtu
BapuaHThl 3a0osieBaHust oOo3HauyaroTcs TepmuHamMu DH (double-hit) wnmu TH (triple-hit)
mumdoma. B kmaccupukammm BO3  Takke  OTAENBHO — BBLAEICHA — Tpymna
HecTIeUM(UIMPOBAHHBIX ~ B-KieToyHbIX  JUMGpOM, KOTOphIe 1O  MOP(}OIOTHYECKOi,
MMMYHOTUCTOXMMHUYECKOH U MOJIEKYISIPHO-TEHETUYECKONH XapaKTEePUCTHKAM 3aHUMAIOT
npoMexyrounoe nonoxkenue (borderline cases) mexay JABKJI u mumdomoit bepkurra. Bee
st ciydan, a takke DH wmmu TH mumdomel, mapsay ¢ MYC+ JIBKJI, umeror kpaiine
HEOJaronpusITHOE TEUYEeHHE — MeIuaHa BBDKUBAEMOCTH OOJBHBIX COCTaBISET OT 2 [0
18 mecsnes.

2. O6cienoBaHue, CTAIHPOBaHUE

Choucok o0cienoBaHuii, KOTOpPbIE JOJDKHBI OBITh BBIMIOJIHEHBI TAIMEHTaM C
ycranoBineHHo JIBKJI, mnpencraBien B pasjgene, TMOCBSIIEHHOM OOIIMM BOMpOcCaM
JTUArHOCTHKY JIMM(DOM.

[Ipn nopaxeHuu mnapaHa3alibHBIX CHHYCOB, SIMYEK, SIMMJYypaJbHOIO IPOCTPAHCTBA,
MOJIOYHOH jK€JIe3bl, KOCTHOTO MO3ra MOKa3aHO BBIMOJIHEHHUE JUArHOCTUYECKOW JTHOMOabHOMN
nyHkuu. BepostHocTh BoBneuenus [IHC takske nossinaercs B rpymie O0JIbHBIX C BBICOKUM
PUCKOM paHHET0 MPOrPEeCCUPOBAHUS MO0 MEXIYHAPOJIHOMY NMporuHoctuueckomy unaexcy (1Pl
> 3).

Craauposanue JIBKJI npoBoauTcst B COOTBETCTBHH ¢ Kitaccudukanueir Ann Arbor.

JUis OLEHKHM WHAMBUAYAIBHOIO PHCKAa PAHHErO MPOTPECCUPOBAHUS HCIIONb3YIOTCS
MeXIyHapoaAHbIN MporHoctudeckuili uuaekc IPl (ans Bcelt momynsuuu GOJBHBIX), KOTOPBIN
HE TIOTEpsJl CBOEro 3HAYEHHS B  YCIOBUSAX COBPEMEHHBIX MpOrpaMM JIEUEHHUS.
[Ipornoctuyeckne wmozaenu Tuna aalPl (ckoppexktupoBanHblli 1O Bo3pacty), R-IPI
(mepecMoTpeHHBIN B 3py puTykcumada) win E-IPI (mkama ams mokuibix) TeCTUPOBAHBI Ha
MEHBIIEM 4YHuClIe OOJBHBIX M MOTYT pPacCMaTpUBaThCSl B KAadeCTBE JOMOIHHUTEIbHBIX
MIPOrHOCTUYECKUX KOHCTPYKIUH.

MexnayHapoassiii nporaoctuuecknit maaekc (IP1):

e Bospact crapmie 60 jet 0-1 daxTop — HU3KHIT pUCK

e ECOG2>2 2 (paxropa —
HU3KUI/TIPOMEXYTOUHBIH PUCK

e [lospimenne JIJAI' 3 (haxTOpa — BRICOKUNA/TIPOMEKYTOUHBII
pHUCK

e Cranus -1V 4-5 (pakTOpOB — BBICOKHI PHCK
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e > ] 3KCTpaHONAJIbHOU 30HBI TOPAKEHUS

Jleuenue

Brei6op Ttaktuke sedenus npu JIBKJl ocHOBbIBaTbCS Ha BO3pacTeé U COMATUYECKOM
CTaTyce NAUUEHTOB, a TAaK)X€ HAa HWHIUBUAYAJIbHOM pPHUCKE PELHINBA, OIPEACISIEMbIM
OIIpEeEIIAEMOr0 B COOTBETCTBUHM ¢ KpuTepusamu IPI.

Bcem OonbHBIM ¢ BbICOKHM pHuckoM BomiedeHus [[HC momkHa mTpOBOIUTHCS
npoUIaKTHKA, KOTOpask BKJIKOYACT 4 HMHTPATEKAIbHBIX BBEACHUs MeToTpekcara (15 wmr),
nurapadbuna (30 mr), nekcamerazoHa (4 Mr) W 2 CHCTEMHBIX BBEJACHHS BBICOKOIO3HOTO
merorpexcara (1,5-3 r/m?). Ilpopumaxtuka nopaxerns LJHC BBIIOIHSETCS HA PaHHHX
sTanax (OJHO HMHTPATEKaJIbHOE BBEJCHUE HA KAXKIOM Kypce TEepaluu), BBICOKOIO3HBIN
METOTPEKCAaT MOXKET OBbITh BBEJICH BHYTPHUBCHHO Ha 15-if nmenp 1 wmiam 2-oro m mocie
3aBEpILEHHS TOCIIEIHEr0 Kypca JICUCHHS.

[TognepxuBarorias repanus 6onpHBIM JIBKJI HE mpoBOAMTCS.
1. TlepBasi IMHMSA TepaNuM B IPyIIie HU3KOr0 U HU3KOr0/IPOMEKYTOYHOI0 pucKa

Crannaprom neuenus 6oabHbIX JIBKJI HU3KOM M HU3KOH/IPOMEKYTOUHON TPYIN pUCKa
sBJIETCS 6 IMKIOB UMMyHOXuMHOTepanuu o cxeme R-CHOP-21 [I, A]. Takoii moaxox, mo
JAHHBIM KPYIHBIX PaHJIOMM3HPOBAHHBIX MCCIeNOBaHUM, Mo3BoisieT Oonee 80% OONBHBIX
NEePeXUTh NATUIICTHUHN pyOex.

B nanHOl kKOMOMHaIMU peKOMEHAyeTcs MPUMEHEHUEe PUTYKCMMala Ui MOJKOKHOTO
BBenieHus [I, B]. Purykcumal i MOAKOXKHOTO BBEACHHUS sBIsieTCs Oosiee yaOoOHBIM JUis
NPUMEHEHHs B COUYETAaHUM C XMMHUOTEparnuel, T.K. He TpeOyeT NMPUTOTOBICHMS, MCKIIOYAeT
BO3MOXKHBIE  OMIMOKM B JIO3UPOBAHUHU,  MPEJOCTABIAET  SKOHOMHUIO  PECypCOB
3/IpaBOOXpaHEHMs, sBisgeTcs Oonee yAOOHOH (GOpMOIl JUIsl MAMEeHTOB M MEAULUHCKOTO
nepcoHana. B perucTpallMoOHHOM KIMHHUYECKOM MCCIIEJJOBAHUU ObUIO TIOKa3aHO, YTO
MOJIKOXKHast (opMa puUTyKcuMmaba sIBIsIETCs CTOJNb ke PPEKTHUBHON M Oe30MacHOW, Kak U
BHyTpHuBeHHas. [lepBylo 103y puTykcuMaba BcCe€ MAIMEHTHl JOJDKHBI IOJYYUTh IyTeM
BHYTPMBEHHOTO BBEJEHHsS TIpernapara B JIEKApCTBEHHOM (opMe «KOHIeHTpaT Jis
MIPUTOTOBIICHUS pacTBopa A uHQy3mit» B no3e 375 Mr/m. Putykcumab B JekapCTBEHHOM
(bopme «pacTBOp AJIS MMOJAKOKHOTO BBEICHHSD) CIIEIyeT MPUMEHSATh TOJIBKO BO BTOPOM /MU
MOCTeIyIOIUX IUKJIaX Tepanuu B (ukcupoBaHHOU no3upoBke 1400 Mr, HE3aBUCHUMO OT
IJIOLIA/IA TOBEPXHOCTH TENA.

Enunoro MHeHus o ponu nyueBoil Tepanuu npu JBKJI B HacTosimee Bpemst Het. Tak, B

YCTBIPCX KPYIHBIX PAHAOMHU3SUPOBAHHLIX HCCICAOBAHUAX HE YAAJIOCh OKOHYATCIBHO
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OIpeNieNIuTh 3HaueHue JydeBoil Tepanuu npu -1 craausax nuddysnoit B-kpynHoknerouHon
mumdomsl. Bmecte ¢ Tem, B uccaenosannu MD Anderson Cancer Center, omy0IMKOBaHHOM
B 2010 r., OBIIO MOKA3aHO YBEIUYCHUE S-IETHEW 00mIel 1 O0e3peIMBHON BEKUBAEMOCTH Yy
O0onpHBIX paHHUMH cragusmu  JIBKJI, mnomyuuBmMX Jy4eBYIHO TEpamuio C IENbI0
KOHCOJIUJAIHH TToclie 6-8 HHIYKIIMOHHBIX 1TukIIoB R-CHOP.

[Ipu HOCTHIKEHUH MOJHOW PEMHUCCHM MO OKOHYAaHUHM UMMYHOXHUMHOTEpAHUU OOJBHBIM
JABKJI ¢ HCXOOHO MAacCHUBHBIMH OIIYXOJIEBBIMH IIOPAKEHUSAMU U C UCXOIHBIMU
9KCTPaHOJAJIBHBIMM OYaraMd MOXHO PpEKOMEHJOBAaTh JIy4EBYI0  TEpalMio C LEIbl0
koHconunaumu POJI 2 I'p (unorma 1,5-1,8 I'p), COM 30-36 I'p [Il, A]. Ilpu noctuxeHun
YaCTUYHOU peMHUCCUU cyMMmapHasi ovaroBas no3a JIT yBemmumBaercs g0 36-40 I'p. O0néM
Jy4eBON TEpanmuy — 30HBI UCXOJHOTO MAaCCHBHOTO HIJIM HKCTPAHONAIBHOTO TIOPAKEHHS 1/
ocTaTo4Hble JTuMdarndeckue y3ibl. [Ipu BeIOOpe MmomepeuHbIX pa3MepoB IMosiel 00TydeHus
CPENOCTEHUs1, OPIOIIHON MOJIOCTH, MAJIOTO Ta3a HEOOXOAMMO OPUEHTUPOBATHCS HA Pa3MeEpbl
OITyXOJTH, 3a()MKCHPOBAHHBIE TIOCIIE UMMYHOXHUMHOTEPAITHH.

2. IlepBasi TMHMSA, IPOMEKYTOUYHBIH/BBICOKHI UM BHICOKHII pHCK

Bo160op nedeHns O0NbHBIX PaclpOCTPAHEHHBIMU CTAIUSAMU (IpyIIa BHICOKOTO PHUCKA)
onpesesnsieTcss WHAUBUAYyalbHO. Benymumu KpuTepusiMu SBISIOTCS BO3pacT M oOuiee
COCTOSIHUE MALUEHTA.

Yame Bcero y 3Tol kareropuu OonbHBIX npumensiercss pexuM R-CHOP. Onnako
pe3yJIbTaThl €ro OCTAIOTCS HEYIOBJIETBOPUTENbHBIMU. K anbrepHaTuBHBIM 3 ()EKTUBHBIM
pexkumam MoxHO oTHectn DA-EPOCH-R, R-CHOP-14, R-CHOEP. IlepeuncneHubie
PEXKHUMBI YIYYIIAIOT pe3yJbTaThl JIEYEHUs] OOJbHBIX B CpPaBHEHHWU C MCTOPUYECKUM

KOHTPOJIEM.

Pesynbprarel sleueHus AeTed M MOJIPOCTKOB C pacnpocTpaHeHHbiMU ctaausmu JIBKJI,
MOJIyYaBIIUX HHTEHCU(PUIIMPOBAHHYIO OJIOKOBYIO TEpamuio, 3HAUYUTEIBHO IPEBOCXOISAT
s dextuBHOCTh cTaHmapTHOM cxemMbl R-CHOP. OpHako NOMBITKH TMPOCTOTO IEpeHoca
MEIUAaTPUYECKUX IPOTOKOJOB B MPAKTUKY B3POCION OHKOIE€MAaTOJIOTMH CTOJIKHYJIHACH C
BBICOKOW MX TOKCHUYHOCTHI0. MHOTOKOMIIOHEHTHbIE MHTEHCU(ULIMPOBaHHbIE TTporpaMmsl (R-
Hyper-CVAD, R-BFM-NHL 90) M0xHO peKOMEHIOBaTh MOJAPOCTKAM, MOJIOIBIM OOJIBHBIM C
MYC+ IBKIJI, npu DH u TH numdomax, kak BO3MOXKHBIN BapHaHT JIEYEHUS MAllMEHTOB C
BBICOKHM pHCKOM paHHEro mnporpeccupoBaHus. JledeHHe OJDKHO OCYHIECTBIATHCA B
COOTBETCTBHUH C TPEOOBAHUSIMU K MTPOBEICHUIO HHTEHCU(PUIIMPOBAHHBIX OJIOKOBBIX PEKHUMOB,
ONMMCAaHHBIX B paszzene, MocesimleHHOM JnuMmpome bepkurra. B couetanun co Bcemu
MIEPEYUCIIEHHBIMI pEXUMaMH 11€JeCO00pa3HO MPUMEHEHUE PUTYKcuMabda JUIsl MOIKOKHOTO
BBeJ/ICHUSI (3a UCKITFOUCHUEM TepBOTo IuKIia Tepanun) [1, B].

3. boJabHbie cTapie 60 jet
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[ToxxuibiM O0JIEHBIM PEKOMEHAYETCS MPOBEICHHE 6 IUKIOB MMMYHOXUMHUOTEPAITUH 11O
cxeme R-CHOP-21 unu R-CHOP-14 [I, A]. B kpynnHOM MeXJIyHapOJHOM MHOTOLIEHTPOBOM
uccnepoBann RICOVER 0Obuio mokaszaHo, 4TO y MHOXUIBIX OOJbHBIX cTapiie 60 jer 6
UKJIOB UMMyHOoXxuMHOTepanuu 1o cxeme R-CHOP-14 sBnsercs nanbonee 3¢ddexkTuBHOM 1
BIIOJIHE IIEPEHOCUMMOM IIpOrpaMMoOM JiedeHHs. BaXHO IOMHUTB, 4YTO JaHHBIE IIO
(apMaKOKMHETHKE PUTYKCHMa0a CBUAETENBbCTBYIOT O HEOOXOAMMOCTHU MPOBEACHHS MOTHOTO
Kypca JedeHus mpemnaparoMm — 8 uHy3uid B no3e 375 mr/m? Takum oOpazom, mocie
mpoBeneHuss 6 1nukioB R-CHOP-14  HeoOxomuMbl 2 JOMOJNHUTEIBHBIX — BBEJICHUS
puTyKcumaoa.

BonbHBIM € BBIpaXKEHHOM COINMYTCTBYIOLIEH NATOJIOTHEH U PE3KO OCIa0JIEHHBIM
COMAaTHYECKUM CTaTyCOM pEKOMEHIYeTCS MPUMEHEHHUE MEHEe TOKCHUYHBIX PEKUMOB
UMMYHOXUMHOTepanuu, Hanpumep, tunma R-miniCHOP [l B]. Ilpu namuuuu cepbe3Hoi
KapIuaJbHOM MMaTOJIOTUH MOTYT MCIIOJIb30BATHCS PEXKUMbI, HE COJCPIKAIINE JOKCOPYOUIIHH —
R-CEPP, R-CEOP u np. [IV, C].

B coueranuu co BceMH NEpPEUMCICHHBIMH PEXUMaMHU LEIeco00pa3HO IMPHUMEHEHHE
putykcumada Ui IOAKOKHOTO BBE/ICHHS (32 UCKITIOYCHUEM TIepBOro 1ukia tepamnun) [1, B].

4. Jleuenme PE€UMIUBOB U PE3UCTCHTHLIX (l)OpM

Tepanueit BbIOOpa Yy MOJOJBIX OONBHBIX C PELUIUBAMU WK pedpaKkTepHbIM TE€UEHUEM
JIBKJI 6e3 BbIpaxk€HHOW KOMOPOMJHOCTH SBJISIFOTCS CXE€Mbl 2 JIMHMM C MOCIEAYoLIeH
BbICOKOJI03HOM Xxumuotepanueil u ayroTI'CK [Il, A]. Pexumsl BTOpOW JIMHUU JOJIKHBI
OTBEYaTh CJIEAYIOIIUM TpeOOBaHUSIM: BbICOKas 3(p(PEKTUBHOCTh, YMEpEHHAass TOKCUYHOCTh U
MUHUMAaJbHOE MOBpEXKJAlollee ACHCTBUE Ha T'€MONO3TUYECKUE CTBOJIOBBIE KIIETKH JUIS
o0ecrnieueHnss KayeCcTBEHHOro coopa. B OCHOBHOM, 3TO pEXMMBbI, BKJIIOUYAIOLIUE pPa3IUYHbIE
MPOM3BOJIHBIC TUTATHHBI, Upochamua, remiutadbur — DHAP, ESHAP, ICE, GDP, GemOx,
MINE, GDP u npyrue. Putykcumad ajis BHyTPUBEHHOI'O U MOAKOYKHOTO BBEACHUS JTOJIKEH
MPUMEHSITHCS C JIIOOBIM U3 3TUX PEKUMOB B TOM CIIy4ae, €CIM pelUAUB OblT JUArHOCTUPOBAH
6osee yem uepe3 6 Mecs1eB Mocie MPEIIeCTBYIOLIEr0 BBEACHUS Ipenapara.

[ToxunbiM  OONBHBIM WM OOJNIBHBIM C KOMOPOHIHOCTBIO, KOTOPBIC HE SIBISIOTCS
KaHUIaTaMi Ha TPAHCIUTAHTAIIMIO, MOTYT OBITh HAa3HAYEHBI T€ K€ PEKUMBI BTOPOU JTMHHUU
wi gpyrue cxembl — R-miniBEAM, R-GemOx, R-B, R-CEPP wimu MeTpoHOMHas cxema
PEPC.

Jleuenue peunanoB IBKJI nocne ayroTT'CK momxHO onpenensiThCs WHAUBUIYAIBHO
B 3aBUCHUMOCTH OT paHee MOJYYCHHBIX MPOTUBOOITYXOJIEBBIX PEXKHUMOB M OOIIETO COCTOSHHS
oonpHOTO. [IpeanodTuTensHBIMU ISl HUX, a TaKXKe JJIs1 OOJIbHBIX, KOTOPHIE HE SIBIISIOTCS
KaHJAWJaTaMH Ha BBICOKOJIO3HYIO0 xumuoTepanuio ¢ ayToTT'CK, mMoxeT ObITh BKIIOYCHHE B



49

KIMHUYECKHE HCCleoBaHus. B pszge ciiyyaeB y MOJNOABIX OOJNBHBIX C  XOPOLIMM
COMAaTHYECKUM CTaTyCOM MO>KHO paccMaTpuBarh auiorennyto TT'CK.

5. Ouenka 3¢ dexTa, nocjenyrouiee HaAOGI0IeHUE

OneHka NPOTHUBOOIYX0JEBOro 3¢ ¢dekra OoKHA HPOBOIUTHCS B CEpeAMHE Kypca
neyeHust (IOCIe TPEThEro-4eTBEPTOrO IMKIOB) U MO ero 3aBepiieHuu. Ecim mocne stama
MMMYHOXUMHOTEPANNH IJIAHUPYETCS JTydeBOE JieueHue, MoApooHoe o0cieaoBanne 00JI5HOTO
JOJDKHO TIPOBOAMTHCA Iepel HadajioM oOiaydeHus M uepe3 6-8 Henenb Iociie €ro
3aBepmieHus. OIeHKa OTBETa Ha JICYEHUE JOJDKHA BKIIOYATh B ce0s BCE JY4YEBBIE METOJIBI
oOcie1oBaHMs, IPUMEHSBIIMECS ISl TIEPBUYHOTO CTAJAWPOBaHUs 3aboseBanusi. HerarusHeie
nanusle  [I9T mocne 3aBeplieHust JIEUEHUs  SIBJSIIOTCS  BaKHBIM  OJIArONpPUSITHBIM
MPOTHOCTUYECKUM (hakTopoM. [IyHKIUS M TpemaHoOMOICHS KOCTHOTO MO3Ta B CIydae €ro
MCXO/HOTO TOPaKEHHs JOJDKHBI TIOBTOPHO BBIOJHATHCS OJHOKPATHO MOCJE 3aBEPIICHHS
BCET0 Kypca UMMYHOXUMHOTEPATTNH W/WIIH JTy9€BOTO JICUCHHSL.

[Ipn xoHCTaTranuu NOJHOW peMUCCHH OOJIBHOM JOJKEH HPOXOJUTh KOHTPOJIbHBIE
obcrnenoBanus | pa3 B 3 Mecsma B T€YEHHE NMEPBOTO TOfa, 3aT€M Ha MPOTSHKCHUU 2 JIET —
KaXKIple moyroja, nanee — 1 pa3 B roa. OOcnenoBaHus TOJHKHBI BKITIOYATh KIMHUYECKHNA U
OMOXMMHUYECKUI aHAIM3bl KPOBH, peHTIeHOTpaduio rpyaHoi kineTku, Y3U nepudepuuecknx
TuM(paTHYECKUX Y3JI0B M OpraHoB OpromHOW mosoctu. Ilpu oTcyTcTBHMM NpHU3HAKOB
nporpeccupoBanus 3abonieBanus BbinoigHeHne KT mnpu koHTponbHOM 00cienoBaHUU HE
SBJIAETCS 0053aTEIbHBIM.

Jleyenue orneJnLHLIX BapuanToB JIBKJI

1. JleyeHue nmepBUYHOI MeIMACTHHAJIBLHON B-KpynHoK/IeTOYHOMH JUMPOMBI

[lepBuuHas MeauacTUHaJIbHAs KpynHOKiIeTouHas B-kierounas numdoma (IIMBKII)
UMeeT KIMHUYECKHEe, MOp(HOJIOTrHYecKue U UMMYHOJIOTHYECKHE OCOOEHHOCTU. 3a0oJeBaHue
OTJIMYAETCS MAaCCHBHBIM OIYXOJEBBIM MMOpPAXEHHUEM CPEIOCTEHMs, MPUBOAALIMM K
C/IaBJIEHUIO €r0 OPraHOB U CTPYKTYP.

OnTtumainbHble Jie4eOHbIE MOAXOJbI UIsl 3TOW TpyHmbl OOJBHBIX JI0 HACTOSILIErO
BpEMEHH He  ompeneneHbl. B kadecTBe  mepBoro - Meroaa  JEKapCTBEHHOT'O
MTPOTHUBOOITYXOJICBOT'O BO3JICHCTBHUS MOTYT HCIOIB30BaThCs pexumbl R-CHOP, R-MACOP-B,
DA-EPOCH-R (B coderanum ¢ pUTYKCHMaOOM [UIsi BHYTPUBEHHOTO H IOJKOXHOTO
BBeneHus). [lpu obHapyxennu [19T-no3uTHBHON pe3uayanbHON OIMyXOJH IMOKa3aHa Jy4yeBas
tepanus. Borpoc o HeoOxomumoctu JsydeBod Tepanuu y IIDT-HeraTuBHBIX OOJBHBIX C
OCTaTOYHBIM OOBEMHBIM 00Pa30BAHUEM B CPEIOCTEHUH OCTAETCSI OTKPBITHIM.
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2. Jleuenue IBKJI ¢ nmopa:kennem sinyka

Huddysnas kpynHokieToyHas B-kierounas nuMdoma ¢ MEpBUYHON JIOKAIU3aLUEH B
SMYKE OTHOCHUTCS K PEIKUM (popMam SKCTPaHOJNAIBHBIX TUM(OM U BCTPEUACTCS B OCHOBHOM
y mi  moxuiaoro Bo3pacta. OcobOenHoctsmu 3Toro Bapuanta JIBKJI  siBisiroTcs
MIPEUMYIIECTBEHHOE BBISBICHHE HA PaHHUX CTAIUSIX, HEOIAronpHUATHOE TEUCHHE C BBICOKOU
YacTOTOM PpEUUAMBOB B OSKCTPAHOAAIBHBIX 30HAX, YacTOe BOBJECUEHHE B IMPOIECC
KOHTpaJIaTepaIbHOTO SIMYKa, BEICOKAsk yacToTa Meractasuposanus B LIHC.

C yderoM 3THUX OCOOEHHOCTEW OOJNBHBIM C JaHHON KiumHHYeckoi (opmoii JIBKIJI
pexomenoBano mposeaeHue 6 kypcoB R-CHOP-21 ¢ mobGaenenuem 4 WHTpaTEKaIbHBIX H
IBYX cucteMHbIX (1,5-3 /™ B/B) BBeIeHUI MeToTpekcaTa. [lo okoHYaHWH JIeKapCTBEHHOTO
JTana JICYEHUs 0053aTeIbHO MPOBOAUTCS MPO(UIAKTUUECKOE OOJy4eHHE MOIIOHKU B J03€
24-30T'p (PO 2 I'p) [, A].

Jlum¢poma u3 KJIeTOK MAHTUH

Jlumpoma wu3 wierok Mantuu (JIKM) cocraBaser 2-7% OT BceX HEXOIKKHMHCKUX
numpom. B 3amannoit EBpone, Ckannunasum u CIIIA e€ wactora Bapsupyer ot 0,5 no 0,7 Ha
100 000 HacenmeHusi, mpuyeM y JIOJCH crapmie 65 yiet 3a00ieBaeMOCTh Bo3pacraeT jo 3,9 Ha
100 000. BorneroT mpeuMyIecTBEHHO MOKHIIIbIE MY>KUMHBI (MeauaHa Bo3pacra 65-75 met, M:)K
— 2-4:1). B CIIA exeromno 3aboneBaror moutd 6000 gemoBek, 4TO KOCBEHHBIM 00pa3oM
CBUJICTEIHCTBYET O TOM, 4TO B P® eXeromaHo MOHKHO BBIABIATHCA He MeHee 2500 HOBBIX
CITy4JaeB.

B nopaBnsromeM yMcie ciydaeB JuM@poMa IPEACTAaBIEHA arpecCUBHO MPOTEKAOIIUM
3a00JieBaHWEM, BOBJICKAIOIIMM pa3MyYHble TPYNNbl JIUMQPATHUYECKUX Y3JI0B, KOJBLIO
Banppeiiepa, neueHs, cene3eHKy, KOCTHBIN MO3T € JIEMKEMHUYECKUM COCTaBOM IMepU(pepuyecKoi
KpoBH, xenynouHo-kumeyHsld TpakT (OKKT), opOutTy u npyrue sKCTpaHOAalbHbIE OpraHbl.
JIKM xapakTtepusyeTcsi MHJIOJIEHTHBIM TeueHueM nuiib B 10% ciydaeB, YTO COOTHOCHUTCS C
orcyTcTBUeM rumepIkcnpeccnu SOX11, Hamuumem MyTanuidi B reHaX, KOJUPYIOIIUX CHHTE3
TsOKeNbIX 1erned 1g, cruieHomerannel U yMEpeHHbIM JIEHKOIUTO30M. B Takux ciydasx, Kak
MpaBWJIO, OTCYTCTBYET 3HAUMMOE YBEJIMYEHHE B pa3Mepax JTuM(paTHYeCKUX Y3JI0B H
BOBJICUEHHUE SKCTPAHOIaJIbHBIX OPTaHOB.

EI/IaFHOCTHKa
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1. Kpurtepuu ycTaHOBJIeHHS IHATHO32

Jlumpoma u3 KIETOK MaHTUUM — B-kjerounas mnuMdoma, XapaKTepH3YHOLIasCs
HONYJSIPHBIM, MAaHTUHHBIM, JTUGQGY3HBIM THOAMH POCTAa MM WX  COYCTAHUSIMHU.
Mopdonornueckue BapuaHTBI: KIACCUYECKHH  (METKOKJICTOYHBIH, KIACCHUYECKUU) U
OmacTonHbIH (TIIEOMOPGHBINA U OIACTOUIHBIH ).

Omnyxonp umeer ummyHopenorun CD20+, CD5+/CD43+, Cyclin D1+, BCL-2+, CD3-,
CD23- (pemkme cmyyan wmoryT oskcopeccupoBate CD10, CD23, BCL-6). Hupekc
npomudepanun < 30%, Kak TPaBWIO, AaCCOIUUPYETCS C OJarOmpUATHBIM TEUECHUEM
3a00JIeBaHus, IPH 0JIACTOMTHOM BapuaHTe OH MoxeT nocturath 80-90%.

B CIIOXKHBIX  JIMAarHOCTUYECKUX clIydasx  LeJIecoo0pasHo BBITIOJIHEHHE
nuroreHeTrnaeckoro/FISH-uccnenopanus nis BeisiBiienus t(11;14).

B penkux cimydasix, Ipy THIIMYHOHN KIMHUYECKOW U UMMYHOMOP(OJIOTHIECKOH KapTHHE
orcyrctBytoT t(11;14)(q13;932) u runepakcnpeccus cyclin D1, umeercs: rumepakcnpeccus
cyclin D2 nmm cyclin D3. B cnywasx cyclin D1-neratuBHbIX 1uM(pOM K3 KIECTOK MaHTHU
MOHO JTIOTIOJIHUTEILHO HCIIOJIb30BaTh aHTHUTENA K p27 (ciadas sepHast SKCIIPeccus).

2. Ilman o6caenoBanust

[Tocne yctaHOBIIEHHS HO30JIOTUYECKOTO IMarHo3a MalyeHT JT0JKeH ObITh 00CIIEIOBaH B
COOTBETCTBUM €O  CTaHAapTaMM  JUarHocTMKU  jgumdom. IloMmmMo  craHAgapTHBIX
JUarHOCTHUYECKUX MPOLETyp IpU OJIaCTOMIHOM BapuUaHTE U THUIEPIEHKOINTO3€e KeTaTeIbHO
BBINIOJTHEHUE JIIOMOAQJIbHON MYyHKUMU C LHATOJIOTUYECKUM MCCIEA0BaHUEM JIMKBOpa IS
WCKJIIOYCHHST HeHposeiikeMun, 330(aroracTpoayoIeHOCKONUH U (PUOPOKOIOHOCKONUU €
MHO>KECTBEHHBIMH OHOICHSIMHM CIIM3UCTOM, Ja)K€ MPH OTCYTCTBUU BHM3YaJbHBIX MPHU3HAKOB
nopaxeHusi (OMONCUM CIU3UCTOM JKEIyAKa, JBEHAIUATUIEPCTHOM KHUIIKH, CHUTMOBHIHOMN
KHUIIKK, TOMepeyHoi o0omouHoit u cienoit kumiku). Kpome Toro, uenecooOpa3zHo
BBINIOJTHEHME HMMYHOXHMMHUYECKOTO MCCIE0BaHNs OEJIKOB CBHIBOPOTKM KpPOBH U MOYH,

orpejiesieHue YPOBHS -2 MUKPOTIO0YTHHA.

Jnst cragupoBanuu JIKM wucnosb3yercs kimaccudukarmust  Ann-Arbor, kak mpu
aumpome XOKKMHA M OOJIBIIMHCTBE JPYruX JuMdornpoaudepaTuBHbIX 3a001eBaHU.
OpHako M3-3a BBICOKOM YacTOTHI BOBJEUEHHUs Nepudepruueckoidl KpOoBU M KOCTHOTO MO3Tra
craaupoBanue mo Ann-Arbor He UMeeT MPOrHOCTHYECKOTO 3HAYCHUSL.

Kimmnanueckon cucremoi nporno3upoBanus teueHust JIKM sBisieTcst MexayHapOIHbIN
MPOTHOCTHYECKUN HHACKC jJuMpombl u3 kiaerok mantuu — MIPI (Mantlecell lymphoma
International Prognostic Index). O BkitouaeT Takue MapaMeTphbl, Kak BO3pacT, ooOIiiee
COCTOsIHHE MareHTa, ypoBeHb JIJII' 1 komudecTBO JIeWKOMTOB niepudepudeckon kposu. Ero
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MOTUGUKAIMAMH  SIBJISIIOTCS  yrpouleHHblid  uHAaekc (SMIPl) u  komMOuWHUpOBaHHBIHM
ouonoruyeckuit uuaekc (MIPlp), yauTpiBarommii KOJIMYECTBO KIETOK, IKCcpeccupyronmx Ki-
67. Ilo wHameMy MHEHUIO TPEANOYTUTENBHO  HCIONb30BaTh  KOMOMHHPOBAHHBIN
ounonorndecknii nanekc. @opmyna pacuera MIPI u MIPI, nocratouno crnoxna, moaromy s
UX OIpPEAETICHUS BO3MOKHO HCIIOJIb30BAaHUE CIELMATU3UPOBAHHBIX KAJIbKYJISTOPOB B CETH
uHTepHeT. Ilpu orcyrcTBUM JocTyna K 3J€KTPOHHBIM pecypcaM JOIMYCKaeTCsl NPUMEHEHUE
YIPOUICHHOTO HHAeKca (Tadum. 1).

Tabmauua 1

prOHI@HHBIfI BApPHAHT NPOTHOCTUYCCKOTO MHACKCA IJIA JII/IM(l)OMI)I M3 KJICTOK MaHTHUH

Bauiet Bospacr ECOG gf;M(Iz)T JIeKOIUTEHI, 10%n
0 <50 0-1 <0,67 <6,7
1 50-59 0,67 -0,99 6,7-9,9
2 60-69 2-4 1,0-1,49 10,0 -14,9
3 >70 >1,5 >15

Huskuii puck — 0-3 Gana, mpomMeKyTouHbI puck — 4-5 Gansios, BEICOKH puck — 6-11
0asioB

Jpyrumu, Hanbosee 4acTo BBLAEISAEMBIMH (DaKTOpaMH HEeOJIaronpusTHOTO MpPOTHO3a
SBJISIIOTCST O1aCTOMIHBIN BapuaHT 3a00J€BaHUs U BBICOKHI ypoBeHb (-2 MHUKpOTJIO0y/IHHA B
CBIBOPOTKE KPOBH.

[Tonp3a mpoBeneHUs MO3UTPOHHO-3MHCCUOHHOM Tomorpaduu (II9T) mpu omyxonwu,
UCXOJHO XapaKTEpU3YIOUIEHCs MHOXECTBEHHBIMH JKCTPAHOAAJIBHBIMU  MOPAKEHUSIMHU
OuUeBHJHA 10 JAHHBIM PETPOCIEKTUBHBIX HcCCienoBaHMWil: nmokazaHa poab [IOT B oumenke
spdexTUBHOCTH Tmocie 3aBepiieHust Tepanuu. IlpoBenenne IIDT He wuckmouaer
TpenaHoouoncuu u uccienopanus XKKT.

Jleuenue

JleueOnass  taktuka JIKM  cdopmupoBaHa Ha  OCHOBaHMHM  pE3YJIbTATOB
PaHIOMU3UPOBAHHBIX KIMHUYECKUX HCCIEIOBAHUN M OIpPENeNsIeTcs] paclpoCTPaHEHHOCTHIO
(cragueit) 3aboneBaHus, MOP(HOIOTHUYECKUM BapuaHTOM/mponrdepaTuBHOW  (pakiuen
OIyXOJI, BO3pPacToOM H COMAaTHYECKUM CTaTycoM OOJbHBIX. OnpenensiomuMm B
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crpatuukanuu  OONBHBIX  SABISETCS  BO3MOXKHOCTH  IPOBEICHUS  BBICOKOI03HOU

unayknuonHou [TXT/koucomumanuu ayronoruunoit TCKK.

K HacTosieMy BpeMeHH HET YETKUX KPUTEPUEB, TIO3BOJISIOIIUX BBLACTUTH HEOOIBIIYIO
NOMYJSIUI0 OONBHBIX C «uHAONeHTHOW» JIKM. B penkux cinyyasix y NalnueHTOB C
OECCUMIITOMHBIM TeUeHHEM OOJIE3HH TPH BO3MOXHOCTH COOJIIOJCHHUS TOCTOSIHHOTO

JUHaAMHWYCCKOI'O Ha6JHOIleHI/I$I BO3MOXHO HUCITIOJIBb30BaHHUEC TaAKTUKH «Ha6n}0):[a171 n KIN».

Oco6ennocteio JIKM  siBisieTcst peruInBUpYIOlIee TeYCHHE, HECMOTPSI Ha Pa3lINYHbIe
pexumbl  Tepanuu. Ilpumenenne (R)CHOP-mogo0HbIX KypcoB 3(G(EKTHBHO TOJBKO B
noctmkennn oduero oreera (OO): nonasie pemuccuu (I1P) gocturarorcs B TpeTH ciiydaes, a
MennaHa OeccoObITHitHOM BeKHBaeMocTH (BCB) cocraBisier 16-20 mecsies.

Hcnonp3oBaHne TepaneBTUYECKMX MOHOKJIOHAJIbHBIX  AHTUTEN, BBICOKOJO3HOMN
MHIYKIMOHHOW TEepanuyu U ayTOJIOIMYHOM TPAaHCIIAHTALIMKM T€MOIO3TUYECKUX CTBOJIOBBIX
kietok (ayroTI'CK) mpeBpatwimchk B Hambosiee 3¢ ¢deKTuBHBIN criocod moctmkeHus 1P,
mmutensHoi BCB m o0miert BepkuBaemoctu (OB) y GombHBIX Monoxke 65 ner. BBenenue
BBICOKMX 103 LUTapaOMHAa B CXE€Mbl MHAYKLIMOHHOW TEpanuy IMO3BOJMIIO JTOCTUYL OOLIETO
otrBeta (OO) B 90-95%, a [1P He MeHee yeM B TOJIOBHHE cliydaeB. Takoe JieueHue JOCTOBEPHO
yinyamaer OB u BPB OonbHBIX, KpoMe mamueHTOB ¢ BbICOkUM MIPI u OmactoumHbiM
BapuaHToM. BaxxHoil ocoOeHHocThbio Tepanuu JIKM sBisieTcss OTCpOYEHHOE TOCTHKEHUE
OTBETa U, KaK CJIEACTBHE, HEOOXOIUMOCTh MPOBENEHUs OT 6 70 8 KypCOB MHIYKIIMOHHOMN

Tepanuu.

enbto BBICOKOO3HON KOHcomumammu ¢ noanepxkkod ayroTT'CK — sBusercs
JOCTHIKEHHE MOJIEKYJIIDHOM PEMUCCHHM, 4YTO KOppemupyer ¢ 0Oojee  UIMTENbHOU
6e3peunuBHON BbDKkKMBaeMocTbio (BPB). Ilnmato nHa kpuBoit BCB He peructpupyercs, HO

OKOJIO TOJIOBHUHBI OOJIBHBIX MOTYT NEpeKuTh 10-1eTHUM pyOex.

Menuana Bo3pacta OonpHbIX JIKM konebnercst okono 65 €T, 4yTO OrpaHUYUBAET
MIPOBEJICHUE UHTEHCUBHOM Tepamnuyu He MeHee YeM B MOJOBHHE ciydaeB. OOHaJeKUBaOIIKe
JIaHHBIE TOJYYEHBI MTPU T00aBICHUU Belkelaa K ctanaapTHoit Tepanun R-CHOP (VR-CAP)
— MeIWaHa BBDKMBAEMOCTH 0€3 MpOorpeccCHMpoBaHMs Bo3pactaeT ¢ 14,4 MecsmeB mnpu
ucnonp3oBanuu R-CHOP no 24,7 mecsueB B ciydae VR-CAP. Dd¢hekTUBHBIM SIBIISETCS
npumeHnenne OeHmamyctuHa (RB) kak y TepBUYHBIX OOJBHBIX, TaK U B PEIUIUBE
3a00JeBaHuUs.

IIoCTOSIHHEIII IOMCK HOBEIX CXEM HUMMYHOXUMHUOTEPAIIMU HE IIO3BOJIACT BBIACINUTH
«30JI0TOW» CTaHJAPT, OJHAKO J00as WHTeHCU(UKAIMS JIeYeHUsS Yy OOJBHBIX TOXKUIIOTO
BO3pacTa CONpsbKeHa C Pa3BUTHEM 3HAYMMOW TOKCUYHOCTH. Harpumep, q1o0aBieHHe CpeTHUX
03 nuTapabmHa K cxeMme puTykcumad-OengamyctuH (R-BAC) mo3BossieT 3HAYMTENHHO
YIy4IIUTh Pe3yJabTaThl MHIYKIMOHHON Tepamuu, HO TOJBKO Y COMATHYECKU COXPAaHHBIX
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O0nbHBIX B Bo3pacte A0 75 net. [Ipu HeBo3MokHOCTH npuMeHeHus pexxumoB R-CHOP wnn
R-B y mnauueHTOB ¢ HEYAOBIETBOPUTENBbHBIM COMAaTHYECKUM CTAaTyCOM BO3MOXHO
UCTOJIb30BaHUE KIAJPUOMHA C PUTYKCHMMAaOOM HWJIM METPOHOMHOH Tepamuu, Takod kak R-
PEPC. B psne ciydaeB BO3MOXKHO HCIIOJIb30BaHHME Jy4eBOW Tepamuu, ocodenHo npu |-11
cragusx 3a0oneBaHus. B penuauBe BO3MOXHO HCHONb30BaHUE QuiynapaOrHa, BBICOKas
TOKCUYHOCTh KOTOPOTO, CBA3aHHasl, B IIEPBYIO OUEPE/Ib, C PA3BUTUEM T'MIIOILIA3UH (BILUIOTH 10
arula3ui) KOCTHOMO3IOBOI'O KPOBETBOPEHMS, NPHUBENA K HCKIIOUEHHUIO ATOrO Ipernapara us3
TEparuy NEpPBOW JMHUM KAK Y MOJIOJBIX, TaK M Yy OOJBbHBIX CTAapIIEH BO3PACTHOM IPYIIIbI
(Tabnuua 2).

HoBbIM M OYeHb MEPCHEKTUBHBIM HANpPABICHUEM SIBJIIETCS AKTUBHOE BHEIPEHHUE B
KJIMHUYECKYIO TPaKTHKY HOBOTO TapreTHoro mpenapata — unruoutopa BTK (ubpyrunmO),
MEXaHU3M JIEWCTBUA KOTOPOrO HaIlpaBieH Ha OJOKMPOBAaHME Iepeadyd CUrHaiga or B-
KJIETOYHOTO peLenTopa K s,Apy KIETKH.

Tabnura 2

ANTOPHUTM TEpANUU MAIUCHTOB C JIMM()OMOI U3 KIIETOK MAaHTHH.

<60-65 ner, KaHIUAATEI IS > 60-65 ner, He KAaHAUOATHI IS
BAXT u aytoTCKK BAXT u aytoTCKK
1 muans 1. Mupykums: 1. Uupyknus:
Tepanuu R-HyperCVAD/R-HMA R-B
R-CHOP/R-DHAP VcR-CAP
R-EPOCH/R-HMA HyperCVAD (MoauduuupoBaHHBIN)
R-MaxiCHOP/R-HA R-CHOP
R-CHOP R-PEPC mipu Tspxenom
2. AyroTI'CK COMAaTHYECKUM CTATyCe
(BEAM-R, TOTHIIXT) Kimanueckue uccienoBanus
4. tR-noxnep:xka (B pamkax 2. R-moanepxka 375 mr/m 1 pa3 B 2
HccJIeI0BaHUI) Mecdla 2 rona
Peruus/ R-DHAP(Ox), R-GIDOX R-HAD=B (AraC | r/m°x 4)
TIPOrpeccus R-HAD+B (AraC 1-2 r/m’x 4) R-DHAP(Ox), R-GIDOX
R-BAC, R-BB, R-B R-BAC, R-BB wnu R-B (nocne
AmnoTI' CK(mpu mocTrkeHun CHOP)
OTBETA) R-FC(M)
AytoTI'CK npu OoTCYTCTBUU Ha R-PEPC
0osiee paHHEM dTare U bopre3omn6+R
JTOCTH)KCHHH OTBETA N6pyrunuc*
N6pyTuan6* Knuanueckue uccnenoBanus
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boprezomu6 (rydmie B JlydeBas Tepanus
KOMOWHAIIHNH )

Knunuyeckue uccnenoBanus
JlydeBas Tepanus

* — peructpanus uopyruau6a B PO 3amnanuposana va 2015 r.

1. Jlokaabubie (I-11) cragun

C mnosiBJIeHHEM BBICOKOYYBCTBUTEIBHBIX METOA0B JuarHoctuku |-l cramus vy
nanueHToB ¢ JIKM ycranaBiuBaeTcst HCKIIIOUUTENBHO penko (B 1-3% cinyvaeB). CtangaptHas
Tepanusi He pa3paboTaHa. B peTpOCHEKTUBHBIX HCCIEAOBAHUSX IOKA3aHO MPEUMYIIECTBO
KOMOMHHPOBAHHOTO XMMHOJIYYEBOTO JC€UEHUsI HaJl XUMHOTEpANueld, pEMUCCHH JTOCTUTAIOTCS
y 95% O6onpubix. Meauansl OB u BeDKHMBaeMocTH 0€3 MpOrpeccupoBaHUs cOCTaBUIN 6,4 U
3,2 Toga, COOTBETCTBEHHO.

2. PacnpocTpaHeHHBbIe CTAIH, MAIIHEHTHI MOJI0Ke 60-65 JieT ¢ COXpaHHBIM
COMATHYECKUM CTATYCOM, SIBJISIIOLIMECS KAHIUIATAMM [JIsl POBedeHUs
BbICOKO0103HOH Tepanuu U ayTo TCKK

a. IlepBasi 1uHUA Tepanuu

Lenpto Tepanuu sIBISETCS TOCTUAKEHUE TOJHON PEMHUCCHH, B T. Y. MOJIEKYJSIPHOM, UTO
cootHocuTcs ¢ mintenbHeIMA BbCB n OB.

PexoMenyercst nmpoBeeHne HHAYKIIMOHHOM TEpanuu ¢ UCTOIb30BAaHMEM BBICOKHX 103
uutapabuna. I[lpuHMMas Bo BHHMMaHME MenuaHy Bo3pacta OoibpHBIX 50-55  7er,
HEOOXOIUMOCTh B TMPOBENECHUU 6-8 IUKIOB Tepamuu AIUTeNbHOCThIO 21-28 nHel
BBICOKOJIO3HBIE pEeXKUMBI MOTyT uepenoBathcsi ¢ CHOP-momobubiMu cxemamu: R-
HyperCVAD/R-HMA, R-MaxiCHOP/R-HD-AraC, R-EPOCH/R-HMA, R-CHOP/R-DHAP.
I[Ipy  BBICOKOM pHCKE pa3BUTHUS CHHApOMA JIM3UCAa OIMYXOJH, OCOOGHHO MpHU
runepieiikonuroze Oomee 50,0 x 10%/x, [[eIeco00pa3HO HCKIIOYEeHHE pPUTYKcHMaba u3
MIEPBOTO Kypca TeparmuH.

HeratuBHOe BiIMSHHE CHIDKCHHUS /03Bl IMTapaOWHa B WHAYKIHMOHHOW Teparmuu (R-
CHOP/R-DHAP) nuBenupyetcs ero noo6aBieHneM K ToTaabHoMy oonydenuto Tena (TOT) Bo
BpeMs MIPEATPAHCITUIAHTAIIMOHHOTO KOHUIIMOHUPOBAHUSI.

K HaCTOAICMY BPCMCHU OOJIBIIIMHCTBO HCciiegoBaTeIe CKIIOHAETCSA K UCKIIOUCHUIO U3
cxeMm IIXT BBICOKOIO3HOTO MCTOTpPCKCAaTa H3-3a €ro BBICOKOM TOKCHUYHOCTH H OTCYTCTBUA

3Ha4nMoii 3¢ pekTuBHOCTH.
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ITpu noctmwxenun YP wmu TP BeimonmHseTcs cOOp ayTONOTUYHBIX T€MOMOITHUECKUX
CTBOJIOBBIX KJIETOK C OYMCTKOH TpaHCIUIAHTaTa PUTYKCHMaOoM IN VIVO OT BO3MOXKHOM
kontamuHamn CD20+ kimerkamu. B KkadecTBe KOHIUIIMOHMPOBAHUS (BBICOKOIO3HOMN
koHconuaanun) npu JIKM B OonbimHcTBe cinydaeB ucnonb3ytores TOT B qoze 12-14 I'p co
CHIDKEHHEM J03bl HaJ JeTKUMHU 10 8 I'p B KOMOMHAIMM C IIUTOCTaTUYECKUMHU IperapaTaMu
(mmxnodochamua, sTomno3una, mendanaH, MUTapaOWH) WU BbICOKOAO3HBIE cxeMbl [IXT,
Hanpumep, BEAM.  PaHaoMu3upoBaHHBIX  MCCIEIOBAaHUN  Pa3iIMUHBIX  PEKUMOB
KOHJUIIMOHUPOBAHUS HE CYLECTBYET, HO YETKOW TeHAeHuuen sapisgercs nepexon or TOT k
HCIIOJIb30BaHUIO TOJIBKO MMMyHonoauxumuorepanuu. llo-Bugumomy, TOT coxpansercs
CBOIO aKTyaJIbHOCTh TOJIbKO Y O0sbHBIX ¢ YP.

[TonnepkuBaromiast Tepanus pPUTYKCHMaOOM II0CJI€ BBIIOJHEHUS HWHTEHCHUBHOMN
uHAyKIMOHHOW Tepanmuu U ayroTI'CK coOTHOCHTCST € BBICOKUM PHUCKOM pPa3BUTHS
PELUAUBUPYIOIIUX  MH(QEKIMOHHBIX OCJIOXHEHHWM, HE SBISIETCS CTaHAApTOM JIEYEHUS U

MOKCT pacCMaTpUBATHCA TOJIBKO B paMKaX KIIMHUYCCKUX HCCHCHOB&HHﬁ.

KonTponbhsie o0cnenoBanus B Teuenue nepsoro roja nocie ayroTCKK BeimonsstoTcs
kaxsle 3 Mecsua u BkmoyaroT KT, Y3U, koutpons MPB B koctHOM Mo3re. MonekynsipHbIi
PEeLUAUB MOXKET OBbITh KYIIUPOBAH MOHOTEPANUENH PUTYKCUMAOOM. DHJOCKOIIUYECKUE METO/IbI
HCCIIEIOBaHMsI, 0COOCHHO (DPUOPOKOIOHOCKOMUIO, IEIECO00Pa3HO BBIOIHITE y OOJBHBIX C
BoBieueHueM JXKKT 1 pa3 B 6 mecsueB. bonblIMHCTBO pelMIMBOB BO3HUKAIOT B TEUEHUE
nepBeix Tpex Jer mnocie ayroTCKK. Jlunamumueckoe nHaOmogenue mnocie aytoTT'CK
IIPOBOAMTCS HE MEHEE 5 JIET C UHTEPBAJIOM 3-6 MeCAIIEB.

[Ipy OTCYTCTBMM NOJIHOM PEMHUCCUU IIOCIE WHTEHCHBHOW WHAYKIIMOHHOW TEpanuu U
ayToTCKK y w™omomaeix OompHBIx MKJI 1enecooOpa3sHo  paccMOTpeHHE BOIpoca O
BbinosaHeHuu ayutoreHHol TT'CK («rannemMHas» TpaHCIIaHTAIM).

Yerkux pexkoMeHAauuid 1o npopuiIakTUKEe HeHWpoJeHKeMuu HEeT, OJHAKo eé
PEKOMEH/IOBAaHO BBIMOJHATh Yy OOJBHBIX C OJIACTOMJIHBIM BapHaHTOM 3a00Je€BaHUS U

HAJIMYUEM OITyXOJIEBOTO THITEPICHKOIUTO3a.
b. Tepanusi pemmausoB

[IpoTuBOpenMIMBHAsA Tepanus ONPEAEHSAETCS CXEMOW HWHAYKIMOHHOW TEepanuu W
MPOJOJIKUTENBHOCTBIO peMuccuu. [Ipy ncnonb30BaHWN B KauecTBE MEPBOM JIMHUU Tepanuu
toibko  CHOP-mio10o0HBIX wiu  (hiryapaOuH-coIepKaIiX CXeM BO3MOXKHO MPUMEHCHHE
BBICOKMX/cpeiHuX 103 1uTapadbuna (R-HAD+B) nin nnatuHoconepkamx KypcoB Tepanuu
(R-DHAP, R-GIDOX), pa3nu4Hbix KOMOHWHAIMH OCHIAMYTCTHHA C IIMTApAOWHOM W/HIIH
60pTe30MHOOM. YUUTHIBasi XUMHOPE3UCTEHTHOCTh, BO3MOKHO BKIJIFOUEHUE HOBBIX TapreTHBIX
nmpenaparoB. B KJIMHMYECKMX HCCIIENOBaHUSIX IOKa3zaHa 3(PQPeKTuBHOCTH OopTe3omuoa,
nbpyrunuba, u psana apyrux npemnapatoB. AyroTI'CK moxer paccmaTpuBaThbcs B Ka4eCTBE



57

KOHCOJIHUAalnuu BTOpOfI JIMHUKW TCpalunu TIpU XUMHOYYBCTBUTCIBHOM PCOUIAUBE IIOCIIC
JUATeIbHON (Oomee 3-5 JeT) peMUcCHH y AIMEHTOB MOJIOKE 65 JIeT, paHee He MOTy9aBIIuX
BBICOKOJIO3HYIO TEPAIHIO.

IIpu pasBuTHM peuuauBa NOCIIe NHTEHCUBHOW MHAYKIIMOHHON TEPAIUM, BKIIOYAIOIIEH
BbICOKOI03HBIH muTapabun U ayroTCKK, BO3MOXXHO NpHMEHEHHE IUIATHHOCOACPKAILIIX
PEXMMOB U OEHIaMyCTHHA.

Y OGonpHBIX MoJoxke 50-55 nmeT pa3BUTHE pelUauBa IMOAPa3yMEBAET PAacCCMOTpPEHUE
Borpoca o BbimonHeHuU auio TKM ¢ HemuenoabiaTUBHBIM PEKUMOM KOHUIIMOHUPOBAHUSI.
AmnoTKM saBisercs €AUHCTBEHHBIM METOJOM, ITO3BOJISIOIIMM BEUICUUTH OonbHOro JIKM.
Bo3MOXHOCTH €€ MpOBEICHHS ONPEAENSIETCd XHUMUOYYBCTBUTEIBHOCTBIO  OINYXOJIH,
BO3PAaCcTOM U KOMOPOUTHOCTHIO MAIMEHTA, & TAK)KE HAJTUYHEM JIOHOPA.

PanHue peuuauBbl 1OC/ie WHTEHCUBHOW WHAYKUMOHHOW Tepanmuun U ayroTCKK
¢dakTudeckn HeKypabensHbl. Boimonnenne amtoTKM B aToli rpynme OONbHBIX HE TO3BOJISIET
JNOCTUTHYTh PEMHUCCHUH, B IIEPBYIO O4€pelb, U3-32 OTCYTCTBHs JOCTATOYHOI'O BPEMEHM IS
Pa3BUTHs PEaKUUU TPAHCIUIAHTAT MPOTHB OIMyXoiu. Bo3moxHo 3ddekr Oyner mocturryr
II0CJIE BKJIIOUEHHs B CXEMbI ITPOTHMBOPELHINBHON TE€pPalUU HOBBIX IPENapaTroB, TAKUX Kak

HopyTHHHG .

3. BoabHble cTapuie 60-65 €T U NalUEHTHI, He SIBJISIONIMec KaHAUAATAMM A5
NpOBe/IecHUs MHHTEHCHBHOM Tepainuu.

a. HepBaﬂ JIMHUA TEPpAITUU

]_IGJ'IBIO TCpariun B 3TOM rpynmne ABJIACTCA JOCTUIKCHHUE PEMHCCHUH U €€ MOAACPKAHUC

HECXUMHOTCPAIICBTUYCCKNMU arCHTaAaMU.

Br160p TakTHKH, B IEPBYIO OUEPE/lb, ONPEAEISAETCS COMAaTUYECKUM CTaTyCOM NalueHTa
U HaJW4ueM COMmyTCTByrowerd mnaronoruu. [IpoBomurcss 6-8 KypcOB HMHAYKIIMOHHOM
MMMYHOXUMHOTEPAINUU € TIOCTEAYIOUIeH MOANEPKKON PUTYKCHUMaOOM.

B nHacrosmee BpeMs 0a30BBIMH PeKUMaMU TEPAITUA COMATUIECKHA COXPAHHBIX OOIBHBIX
crapme 65 ger sBistorcss komOmHammu R-B w R-CHOP. B mpocnexktuBHOM
pPaHIOMHU3UPOBAHHOM HccienoBaHnu 3(PGEeKTUBHOCTh pekuMma R-B okazamace Beime R-
CHOP npu Gonee OmaronpusTHOM TpodHiie TOKCUIHOCTH — MeAMaHa OecIporpecCHBHOM
BBDKMBAEMOCTH cocTaBuiia 35,4 Mecs1eB MO0 CpaBHEHHUIO ¢ 22,1 Mecs1EeB, COOTBETCTBEHHO.

" Npenapar B npouecce perucTpaumm
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[Tpumenenue ¢aynapaOuHa B IepBOM JIMHUM TEPANUU HELIEIECOOOPa3HO U3-3a BHICOKOM

TOKCHUYHOCTH.

K Oomnee WMHTEHCHBHBIM BapuaHTaM HHIYKIMM MOXHO OTHecTH cxemy R-BAC
(6ermamyctin 70 mr/m® B 1-2 mum w rwmrapabus 500 mr/m® B 1-3 gmm 1 p/m). Ommaxo
3¢ (HEeKTHBHOCTh TaHHOTO PEXHUMa MPOJACMOHCTPHPOBAHA HA HEOONBIIOM 4YHCIE OOJNBHBIX B
HEPaHJOMM3UPOBAHHOM HcCCleA0oBaHUU. 1Ipy Hanu4YuK TSKEI0M CONMyTCTBYIOLIECH ITaTOJIOTUU
pPEKOMEHyeTCS UCIOb30BaHUE MeHee MHTEHCUBHBIX cxeM: R-CVP, MeTrpoHOMHAas Tepamus
R-PEPC, yudacTne B KIMHMYECKHX WCCIICOBAHUSAX C NPUMEHEHHEM HOBBIX TapreTHBIX

IIpenapaToB.

[MonnepsxkuBaromiasi Tepanus pATYKCHMaOOM JJOCTOBEPHO YBEITUYMBACT OE3pEIUINBHYIO
BBDKMBAEMOCTh MOXKWIBIX NauueHToB JIKM, y KOTOpBIX JIOCTUTHYTa pPEMHUCCHS IOCIE
crangaptHoi Teparuu R-CHOP.

[Mpodunaktrka HEHPONTCUKEMHH MPOBOIAUTCS TOJIHKO TAIMEHTaM C OJIACTOHMIHBIM

BapUaHTOM 3a00JieBaHUs U MpU HAIMYUKM cuMntomoB BosiedeHust LIHC.
b. Tepanusi pennausoB

Bo3moxHO npuMeHeHue cpeanux 103 nurapadbuna (R-HAD+B), miatunocoaepxamumx
kypcoB (R-DHAP(Ox), R-GIDOX) pa3nuyHbIX KOMOMHAIMI OCHAaMYTCTHHA C IATapaOMHOM
u/un 6opTe30MUOOM TIOCHIE HCMONb30BaHus B mepBoi suHuHM Tepanun CHOP-momo0HBIX
i GpayaapabuH coaepKaluX cxeM. Y MalUeHTOB ¢ HATMYMEM CONYTCTBYIOLIEH MaTOJI0ruu
WJIA TIPA BTOPOM PELUANBE BO3MOYKHO MTPUMEHEHHE TaKuX cxeM kak R-6opre3omud, R-PEPC,

12
nOpyTMHHUO ~ + TepaneBTHUECKHE MOHOKIIOHAJIbHBIE aHTUTEA.

2 Npenapar B npouecce perucTpaumm
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JIumpoma bepkurra

BBeneHne, 3U1eMH0J10T Ul

Jlumdpoma bepkurra (JIB) — BBICOKO arpeccuBHasi JiMMpoMa W3 HMMYHOJOTHICCKU
3peliblX B-KJIETOK ¢ MpenMyIeCTBEHHO AKCTPAHOAAIBHON JIOKAIM3ALMEN.

Knunnuecku Bbienstor 3 Bapuanta JIb: sHaemuueckuid, crnopaguueckuit u BUU-
aCCOLUMUPOBAHHBIN.
Onodemuueckuti _eapuanm JIb xapakTtepeH Ui TEMHOKOXHUX JeTeii-abOpUTEHOB

skBaropuanbHO Adpuku u murpantoB u3 Adpuxku B HoByio I'Bunero. B kinmHHueckoit
KapTUHE 4acTO HAOJI0/IaeTCs MOPAKEHHUE JIMIIEBOTO CKEJIeTa: BEPXHEW U HUKHEU YeNIOCTEH,
OpOUTHI, a TAaKXKE IMOYEK, SUYEK, SUYHUKOB, CIIOHHBIX, MOJOYHBIX JK€Jl€3 U LEHTPAJIbHON
HEpPBHOU CUCTEMBI.

Cnopaduueckuti _eapuanm _JI6 — TunuunHas JIb  1mo  mopdonoruueckum,

I/IMMYHO(i)CHOTI/IHI/I‘IeCKI/IM U HUTOICHECTUYCCKUM IMPHU3HAKaM, BO3HUKAIOMIass BHC 3HI[€MI/I‘IHOI>1
30HHI.

Hmmynooegpuyum-accoyuuposannsviti sapuanm JI5 — JIb, Bo3HHKaromias Ha (¢oHe

UMMYHOJEPUIUTHBIX cocTossHUM (y OosbHbIX BUYU-undexuumeit, mocie TpaHCIUIAHTallUU
OpraHoB, y OOJbHBIX NMEPBUYHBIMU UMMYHOAedunuTamu). Yame Bcero Bcrpevaercs y BUY-
WHOUIMPOBAHHBIX OOJBHBIX, TPUYEM Ha PaHHUX dTamax pa3ButHs (mo cHwkenuss CD4+
KJIETOK). BoNeloT npeumMyniecTBEHHO MYXYMHbBI. YacThIMHU MPOSBICHUSIMH 3a00JI€BaHUS
SIBJIAIOTCS TUM(aieHonaTrs, CIIJIEHOMETallvs, BOBJICUEHUE B OIYXOJIEBBIN MPOIIECC KOCTHOTO
MoO3ra.

YV  nmereit JIb cocraBiger okono 30-50% Bcex gumdom. CooTHolIeHue
MaJIbYMKH:1eBOUKH 3-4:1, cpennmii Bo3pact 8 jeT. Y B3pocinbix JIb BcTpeyaeTcs 3HaUUTENBHO
pexe, B 2% cnydaeB Bcex JauMoM. boieloT mpenMylecTBEHHO MOJIOJAbIE MY>KUUHBI,
COOTHOUIEHUE MYKUYUHBI:)KEHIINHBI - 3:1, cpexHnii Bo3pact 25-30 Jer.

EI/IaFHOCTHKa
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1. Kpurtepuu ycTaHOBJIeHHS IHATHO32

Juarnocrtuka JIb 1OJKHA BBIIOJHATBCS C YYETOM PEKOMEHAALMM IO JHATHOCTHUKE
37I0KQYECTBEHHBIX  JuMdornpoiaudepaTtuBHbIX  HOBooOpazoBanwii.  Ilpm  Hanmmumm
cneun(UYeckoro aciura, IJIeBpUTa, HEUPOJICUKEMUHU, JEUKEeMHUYECKOTO IMOpPaKECHUs
KOCTHOT'O MO3ra BO3MOXKHO YCTaHOBJIEHHE [MarHo3a Ha OCHOBAaHMM MOP(OIOTHYECKOro,
UMMYHO(EHOTUITNYECKOTO (MPOTOYHAS IUTOMETPHS) U LUTOTCHETUYECKOTO HCCIEIOBaHHUN
OITyXOJIEBBIX KJIETOK OMOJOTMUYECKUX JKUAKOCTEH 0€3 TMCTONIOrHYecKoro ucciepoBanus. [lpu
MOpPaKEHUM SKETy/AKa, TOJICTOW KHIIKM IeJIeCO00pa3HO BBINOJIHEHUE MAalOMHBA3MBHBIX
BMEIIATENbCTB:  TAaCTPOCKONUY/ ~ KOJOHOCKOIMHM ¢  OWOmIcHMedl ¢ MOCIeqyONUM
TUCTOJIOTUYECKUM, HWMMYHOTHCTOXMMHUYECKAM HCCICAOBAaHUSAMH M LUTOT€HETHYECKUM

uccnenoBanueM (FISH) Ha orreyarkax omyxounu.

Jlumpoma bepxutra mpeacrasisier coboii B-kierounyro maumpomy ¢ muddy3HBIM
POCTOM MOHOMOP(]HBIX KJIETOK CPEAHET0 pa3Mepa ¢ OKPYIIIBIMH SIPaMH, C Y3KHM 000JIKOM
06a30¢mIbHOM 1UTOIIIa3Mbl. THITMYHA KapTHHA «3BE3IHOTO Heba» (Makpodaru ¢ o6IoMKaMu
sJIep B LIUTOILIAa3ME).

Onyxons umeer ummyHodenotun CD20+, CD10+, CD38+, BCL-6+, BCL-2-, CD44-,
TdT-, CD3-. Hupmexc mnponupepaTHBHOW aKTUBHOCTH OIyXOJeBbIX Kkietok  Ki-67
npudmnkaercs k 100%.

Jnarsos TUMGPOMBI bepkurra TpeOyer 0053aTeIBLHOTO MIPOBEACHUS
nutoreHetnueckoro/FISH wuccnenoBanust ays BbIsiBIeHUs TpaHchnokauuu c-myc/IgH, u
UCKITIoUeHus peapanxupoBku BCL-2, BCL-6.

2. OcHOBHBIC KJIMHHYECKHE XapaKTEPUCTUKH

Knunnueckue mnpossienuss JIb oOycioBneHsl jokanu3anued U 0ObEMOM OIYXOJIH.
[IpakTnuecku Bcerja ecTb B-cUMNTOMBI, yallle BCEro - OBICTPO pPa3BUBAOLIASCSA MOTEPs
Macchl Tena (10 10 kr u 6osee 3a MecsII).

Hna JIb xapakTepHa »SKcTpaHOJallbHas JoKaiu3anus omnyxond. Hawmbonee wuacto
MOpaXkaroTCsl OpraHbl OPIOUTHOW MOJOCTU: TOHKas KHUIIKa (Yalle ee TepMUHAJIbHBIN OTIen),
OpbDKeliKa, a TakKe JKeNyloK, ToJiCTas KHIIKa, OpIolMHA, T[I€YEeHb, CEJIE3CHKa.
Creunguueckoe nopaxxeHue KOCTHOro Mo3ra Habmogaercs B 25-35% ciydaeB, IeHTpaJIbHON
HepBHOU cucTembl - B 20-25% cnydaeB. TUMUYHO BOBIEYCHHE IMOYEK, STMYHUKOB, SIMYCK,
a0JIOMUHANIBHBIX M 3a0pIONIMHHBIX JUM(PaTHUYECKUX Y3J0B (OCOOEHHO B HJICOLIEKAbHOM
o0ractu), pexe nepupepuyeckux JMMEGaTHIecKuX y3JIoB.
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B 10-15% cnyuaeB JIb oTmeueHO BoBileueHHE Kousiblla Banbneiiepa, CIIOHHBIX XKeles,
BEpXHEH U HUKHEH uemocTu, opOuThl. Cpe1ocTeHNEe OPaXKaETCs PEIKO.

XapakTepHbIM CUMIITOMOKOMILIEKCOM IIpH JIb ABIIETCS KIMHUKA «OCTPOrO KUBOTa»
KaK pe3ynbTaT OOCTPYKTHUBHOM KHIIEYHOW HEMPOXOAMMOCTH, OCTPOTrO aIleHAULUTa,
KEIyJOYHO-KUIIEYHOTO KPOBOTEUEHHsI WM mepdopauuu BCICICTBHE CIEHU(PUICCKOM
MHOWIBTPALUY JKeTyAKa 1/uiu Kuiiednuka. [Ipu ¢pusukansHOM ocMOTpe y 60IBHOTO MOKHO
OOHApYKUTh YBEIIMYECHUE JKUBOTA 32 CUET OMYXOJM M acuuTa. POCT OIyXoiau MpOUCXOAUT
CTPEMUTENBHO, U B OOJIBIIMHCTBE CIy4aeB K MOMEHTY FOCIHUTAIN3ALUU TI0PAKEHUE OPTaHOB
OpIOIIHOM  MOJIOCTH  TMPEJICTaBICHO MACCHBHBIM  OITYXOJEBBIM  KOHIJIOMEPAaTOM, C
BOBJICYCHHEM HECKOJIBKO BHYTpEHHHX opraHoB. Kak mpaBwmiio, 6onbnble JIB mocrymaror B
CTallMOHAp B TSDKEJIIOM WM KpalHE TSDKEIIOM COCTOSIHMH, OOYCJIOBJIICHHBIM OOJBIION
OITyXO0JIEBOM MAaccoi, MHTOKCHKAIMEH, UCTOIIEHUEM BIUIOTh A0 KaXEKCUH, dJIEKTPOIUTHBIMU
HapymeHusiMA. Hepeako OCHOBHOW TepameBTHYeCKOi mpobiemoil y OombHbix JIB Ha
WHULMAIBHOM JTale SBISETCS IPOrpeccUupyrolias ocTpas IO4YedHas HEIO0CTaTOYHOCTh
(OITH). Hanbonee yacTeIMi IPUYMHAME €€ PA3BUTHSA SBIISIOTCS CHEHHU(PHUECKOE TTOPAKECHHE
Mmovex, cuHAapoM octporo Jymsuca omyxonu (COJI) u HapylieHHE ypOJAMHAMHUKHA 32 CYET
C/aBJICHUSI MOYETOYHUKOB OIIyXOJIEBBIM KOHIJIOMEPAaTOM C pPa3BUTUEM IOCTPEHAJIbHOMN

aHypUU.

3. OoOciaexoBanue

Apxue knuHUYeckue ocooeHHoctu JIb mo3BoIOT MpeanoNoKuTh STOT IUArHO3 YKE Ha
OCHOBAaHWHM BHUMATEJILHOW OLIEHKH aHaMHE3a, KIIMHUYECKUX MPOSBIICHUM, MEPBOOYEPETHBIX
CTaHJAPTHHIX Ja0OpPaTOPHBIX TMOKa3zaTeled M pe3ydbTaTOB  MPOCTEUIINX WHHUIIUATBHBIX
BU3yasn3anmoHHBIX MeToauk (Y3U OpromrHoi monoctu). JlanbHEWIUA TUarHOCTUYECKHUI
IIPOLIECC, OJIYYEHHE U MCCIEJOBAaHNE MaTeprala JTOJKHBI IPOBOJUTHCS B PEKUME OKA3aAHUS
HEOTJIOXKHOM TTOMOIIHU, IIeJIbI0 KOTOPOH SBIISIETCS Bepu(DUKAIIM IUarH03a U CPOYHOE HAYAJIO
COOTBETCTBYIOIIEH €MY aJICKBATHOU Teparuu.

Kpome oOcnenoBanuii, CTaHIapTHO PEKOMEHI0BaHHBIX 0OJBHBIM JInMpomamu, ripu JIb

HEOOXOMMO BBITIOJTHUTD:

® JIFOMOQJIBHYIO ITYHKITUIO C IIUTOJIOTHYECKUM HCCIIEIOBAHUEM JINKBOPA;

e 1pu nojo3peHur Ha nopaxkenue opranoB JKKT — ¢ubGporactporyoqeHOCKONUIO W/ WU
KOJIOHOCKOTIMIO C MHOYXECTBEHHBIMH OHMOTICUSIMH, TP OTCYTCTBUU BHIMMBIX U3MECHECHHI
CIU3UCTON — MHOYKECTBEHHBIE CIICTThIC OWOTICHH ;

® [pM HAIMYAM acluTa, IUICBPUTA - JANAPOILEHTE3 W/WIW IUICBPAIBHYIO ITYHKIIHIO C
[UTOJIOTUYECKUM, UMMYHO(PEHOTUITUIECKIM U IUTOTEHETHUECKUM HCCIICIOBAaHUSIMU;

e vy OOJBHBIX B TSHKEJIOM COCTOSHUH, a TaKXke B cirydae Hanugws npusHakoB OITH — ananu3

KpPOBH HAa KUCJIOTHO-IICJIOYHOC COCTOSAHHUC.
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¢ MarHUTHO-PE30HAHCHYIO TOMOTPA(UI0 OPraHOB MAJIOTO Ta3a (MPU HATUYHH ITOPAKEHUS )

® MAarHUTHO-PE30HAHCHYI) TOMOTPAa(UI0 TOJOBHOTO WM CIHWHHOTO MO3ra (MpU HATWYHH
HEHpOoJIeHKeMUN U/UITH HEBPOJIOTMYECKON CUMIITOMATHKH )

® KOHCYJbTallMI0O OTOPUHOJIAPUHTONOra, O(QTaIpMoOora, HEBpOMATOJIOra, THUHEKOJOra,
ypoJiora, HedpoJiora — Ipy HATMYUU TIOKa3aHUH

[Tpu peruanBe 3a0601eBaHMs HEOOXOAUMO THCTOJIOTUYECKOE, IMMYHOTHCTOXMMHYECKOE
(00s13aTenbHO) W IUTOTCHETHUYECKOE (JKENATeIhbHO) MOATBEPIKICHUE PEIHINBA, a TaKKe
Olpe/ieNieHuEe PACIPOCTPAHCHHOCTH OIYXOJIEBOTO TMpolecca (Kak TMpu  TNEPBHYHOM
obcnenoBanuu). OO0sM3aTEILHO BBIMOJHEHHE KOCTHOMO3IOBBIX MYHKIUH — (2-4 TOYKH),
TPETAHOOHMOIICHU | JTIOMOQTLHOM ITyHKIIUH.

4. CraaupoBaHue

JIist  ompesesieHuss PacHpOCTPAHEHHOCTH —OIyXOJIEBOTO  IMPOIECCa  HCIONB3YeTCs
cragupoBanue o Murphy S.B. (ananoruuno — St. Jude)

| cragus:
e OJlHA JIOKaJbHAsl SKCTPAHOJAIbHAS WM HOJAJTbHAs 32 UCKIIOUYEHHEM MeINacTHHAIBHOM,
a0IOMIHAIIBHOM U SITUAYPATBEHON TOKAIU3aINH

Il cragus:

® OJIHa dKCTPaHOJaJbHAsl OMYXOJIb C MOPAKEHUEM PETHOHAIBHBIX JTUM(OY3II0B

e 1Be U Oosiee Tpymni JUMGPOY3JIOB 110 OJHY CTOPOHY AHa(parmbl

® Be OAWHOYHBIE OKCTPAHOJANBHBIE ONMyXONH C/0€3 TOpaKeHHs pPErnOHANBHBIX
TuM(OY3JIOB 1O OJTHY CTOPOHY AradparMbl

e [IEPBUYHAS OMYXOJIb JKEIYIOYHO-KHIICUHOTO TPAKTA, JOKAIN30BAHHAS B MIICOICKATBHOM
obacTH ¢/6e3 mopaxeHus: Me3eHTEPHAIbHBIX TUM(OY3TI0B

® JCKIYarTCAa MCOAUACTUHAJIBHEIC, a6IlOMI/IHaHBHBIe U ST AYPAJIBHBIC OITYXOJIN

IR — pe3ennpoBanHas omyxoJib (MAaKpOCKOITUYECKH OTHOCTHIO y/1aIeHA)
IINR — He pe3enpoBaHHas OMyxojb (MAaKpOCKOMYECKH HE MOJTHOCTBIO yaJIeHa)

Il cragus:
e JBE OJIMHOYHBIC 3KCTPAHOAATBHbIE OIYXO0JIU IO 00€ CTOPOHBI JradparMel

e Be u Oosee oOmacteit TuMQOyY3I0B IO 00€ CTOPOHBI TUadpParMbl
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e BCE NEPBUYHBIC BHYTPUTPYAHBIE OITYXOJIU (MEAHACTUHAIILHBIC, IIJICBPAIbHBIC)

e BCce OOIIMPHBIC BHYTPUOPIOIIHBIE OMYyX0JH (Hepe3eKTabeIbHbIE)

e BCe MNapacnuHAIBHBIE M SMHUIYPaJbHBIE OIYXOJIH BHE 3aBUCHMOCTH OT JPYTHX MECT
MOpa’KEHUS

IV cragus:

e m00as U3 MEPEUYUCIICHHBIX BBINIE JOKAIM3AIUNA OMYyXOJIM C WHUIIMAIBHBIM MOPaXKCHHEM
LEHTPAJbHOW HEPBHON CHUCTEeMbl W/MIUM KOCTHOro wmo3ra (Omactel <25%) wu/miu
MyJIbTU(OKATHHBIM MOPAKEHUEM CKeJeTa

Jlumdpoma/neiikos Bepxurra (B-OJIJI mo Tumy L3):

® B KOCTHOM Mo3re >25% OIyXoJeBbIX KJIETOK

Jleuenue

Camas OBICTPO pacTyImas U3 BCeX 3J0KaUYeCTBEHHBIX HOBoOOpa3oBanwuii JIb oTnmyaercs
BBICOKON XMMHOYYBCTBUTEIBHOCTBIO. Y 80-90% OONMBHBIX yHaeTcsi MOJYYUTh UTUTEIIbHBIC
MIOJIHbIE KJIMHUKO-TEMATOJOTHYECKUE M LIUTOTEHETUYECKUE PEMHCCUUM NIpPU IPOBEICHUU
IIpOrpaMM HMHTEHCUBHOM BbICOKOI03HOM mnosuxumuorepanuun (IIXT), onnako Ttepanus
PEIUIMBOB OCTAETCSl HEPEIICHHON TTPOOIEeMOil.

1. Onpe)le.ﬂeﬂne CTpaTeruu Je4cHus

[ToxazaHueM K Havany CHelU(pUYECKON Tepamnuu SBISIETCS YCTAHOBJIEHHBIM JAMAarHo3
JIb. JleyeHue n0JKHO OBITh HAayaTo B KpaTyaillliue CPOKU U TNPOBOJUTHCS B DPEKUME
OKa3aHUsl HEOTJOXKHOM MenuuuHcKkod nomomu. HeobxomauMo 3KCTpeHHOE KyNHpOBaHHE
UMEIOIIUXCS XUPYPTUYECKUX OCJIOKHEHMH (KMILIEYHas HENpPOXOJWMOCTh, KPOBOTEUEHHS,
nepdopanusi), KOPpPEeKUUs 3JIEKTPOJIUTHBIX HApYyIIEHUH, KynupoBaHUE WH(QEKIMOHHBIX
oclokHeHuH, 6oseBoro cuaapoma. [lpu vanmanu OITH xuMuoTepanus qoixHa OBITH HaYaTa
Ha (OHE eXKETHEBHBIX CEAHCOB reMOINAIN3a.

B HACcTOAICEC BPEMA OCHOBHBIM MECTOAOM JICHCHH A JIb aBnsgercs KOpOTKass HMITYJIbCHAA
BBICOKOMHTEHCUBHAsl XUMHOTepanus +/- putykcumald. Ilpu peaxo BcTpedarommxcs
JIOKAJTBHBIX CTaauAX 3a00JIeBaHUS KOJWYECTBO KYPCOB XHWMHOTEPANUU PEAYIIMPOBAHO B
COOTBETCTBUMM ¢ mpoTokoidamu. K ¢akropam 1uIoXoro mporHosa, TpeOyOUIM
MHTEHCU(PUKALMU TEPANUU, OTHOCAT: MOPaKEHUE KOCTHOIO MO3ra W LIEHTPaJbHOM HEpBHOM
cuctemsl, noBeieHue JI/II' > 2 BepXHUX rpaHul] HOPMAJIbHBIX 3HAYECHHH, TOPAXKEHUE MOYEK,
KocTel (MynbTH(OKaIBHBIE OYaru), pazMmep omyxosu 6osee 10 cM. BolbIMHCTBO GOJIBHBIX
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JIb Ha MOMEHT Hayaja JICYeHHUs UMEIOT IreHepaIn30BaHHbIE CTauU 3a00JeBaHus U (HaKTOPHI
IJIOXOT0 IIPOrHO3a.

OcHoBHBIM mpaBwiioM B Tepanuu JIb sBisieTcss coOntoeHre MpUHIMIA “WHTEpBa-
703b1”, T.€. IPOBEACHHUE Kypca B IOJIHBIX J]03aX C COOJIIOJIEHUEM MEKKYPCOBOI'O MHTEpPBAJIA.
3a UCKIIIOYEHUEM CUTYalMH pa3BUTHSI )KU3HEYTPOXKAIOLINX OCIOKHEHUI HE PEKOMEHIYETCs
IIpephIBaTh HAyaThli Kypc XUMHUOTEpanuu. B HCKIIOUMTENBHBIX ClydyasX [pU HAIUYUU
TSDKEJIBIX MH(EKIMOHHBIX OCJIO0XHEHHH, C KOTOPBIMU HE YIAJIOCh CIIPABUTHCA K OKOHYAHUIO
MEXKYpPCOBOTO I1€PEPHIBA, BO3MOXKHO YBEIMUEHUE UHTEPBAIA MEXAY KypcaMu

2. IlepBasi 1uHMA.

B mnepBoii JIMHUM JIe4EHUS PEKOMEHJIOBAHO IPUMEHEHUE WHTEHCUBHBIX ITPOTOKOJIOB
[IXT. B pasHbIX CTpaHax NpPEIJIOKEHBI NPOTpaMMBbl PUCK-aJalTUPOBaHHOM Tepanuu JIb
NPUOIM3UTENBHO OAWHAKOBOM 3()()EKTHBHOCTH, OCHOBOW KOTOPBIX SIBISIFOTCS MPOTOKOJIBI,
pa3paboTanHble B ienuarpuueckoi npaktuke B 80-90 rr. XX Beka.

B wnacrosmee Bpems nisi nedenus JIb mMoryr OBITh pPEeKOMEHIOBAHBI CIIEIYIOIINE
nporokoibl IIXT [Bce — I, B]: R-Hyper-CVAD, JIb-M-04+/-R, LMB 95, CODOX-
M/IVAC+/-R, R-NHL-BFM 90/95, B-HXIJI 2004 ma6. Ilanmentam crapiieii BO3pacTHOM
rpynnsl 6e3 nopaxenus LIHC (we xanaunatam nans uHteHcuBHOM IIXT) moxer ObITh
poBeJieHo JedeHue o npotokony R-DA-EPOCH.

Tepanus JIb y nmanumenTtoB, nHpuuumpoBanubix BUY, npoBoauTcs mo aHaJIOTMYHBIM
nporokosiaM Ha (oHe mnoctosHHoro mnpuema BAAPT. Takke MOryT HCHOJB30BaThCs
nporpammbl R-DA-EPOCH, R-CDE, SC-EPOCH-RR, 0co0eHHO y MalMEHTOB C TSHKEION
CONYTCTBYIOLIEH maTojioruedl. B cBs3M ¢ yBelIWYeHHEM KOJIMYeCTBAa HWH(EKIIMOHHBIX
OCJIO)KHEHUH U BBICOKMM PUCKOM CMEPTH OT HUX PUTYKCUMAO HE PEKOMEH]IYeTCs BBOAMTD
BUNY-nnduumpoBaHHsIM naueHTam npu koaundectse CD4 kinerok menee 100/Mki1.

OO6s3arenbHa TPOQUIAKTHKA HEUPONICHKEMUHU TYyTEM HHTPATEKATHHOTO BBEICHHS 3
npenaparoB (muto3ap 30 mMr, metorpekcar 15 mr, nekcamera3zoH 4 mr) 1 pa3s 3a Kypc B
TEUYEHHE BCEro Iepuoja Tepanuu. JledueHne HeUpoJeHKEeMHUH MPOBOMASIT B COOTBETCTBUE CO
CTaHJAPTHBIMU TIPABUJIAMH: JTIOMOATBHBIE MMYHKIIMH C BBEJIEHUEM ITUTOCTATUKOB BBITOJIHSIOT
3 pa3a B HEIENIO JI0 NOJy4eHHMs 3 HOPMaJbHBIX AHAIN30B JIMKBOpa. Ha mocmemyrommx
0JI0KaxX XUMHUOTEpanuu (Iociie caHaIK JIMKBOPA) JTIOMOaIbHbIE TYHKIIMH C HHTPAaTEKaIbHBIM
BBEJICHUEM ITUTOCTATUKOB MPOBOJAT JBAXKIBI 32 KypC.

Bce manuents! ¢ JIb HyX1ar0TCSl B yCTAHOBJICHUH LIEHTPAJIbHOTO BEHO3HOI'O KaTeTepa.

[Ipu mpoBeAeHWH TEPBOTO Kypca Tepanuu 00s3aTeNbHBI MPOQUIAKTHKA W JICUYCHHE
CHUHJPOMAa MaCCHUBHOTO ITUTOJIM3a OMYXOJIU: autonypuHoi 10 Mr/kr/cyt. p.o. + uHy3HnOHHAS
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2
Tepanus 3 J1/M°/CyT. ¢ 3amenaunBanueM p-pom coabl 40-80 MMOIIB/IT O KOHTPOJIEM JHype3a
U TUIAaHOBBIM Ha3HaYeHHEM (ypoceMujaa, J1adopaTOpHBIM KOHTPOJIEM KHUCIOTHO-OCHOBHOTO

COCTOSAHHA.

[Ipy npumeHeHUM BBICOKMX J03 METOTpEeKcaTa pPEKOMEHJOBaH KOHTPOJIb €ro
SIUMUHALMY (OTIpeeIeHIEe KOHIIEHTPAIIMHU B CBIBOPOTKE!) U KOPPEKIIMS 1036l JICHKOBOPUHA.

JlygeBas Tepamnus U MOJIepKUBArOIIas Tepanus 6oasHbIM JIb He mpoBOAUTCS.
3. Bropas nunus.

[Ipu Hanuuuu nepBuuHO pesucteHTHOU JIb (mporpeccupoBanue 3aboneBaHMsl, paHHUN
peunauB) 3G (HEKTUBHOCT TEpAMK BTOPOH U MOCIETYIONNX JHHANA MUHUMaIbHA. PeruanBel
JIb, xaKk mpaBWJIO, pa3BUBAIOTCS B MepBbie 6-9 Mec. mocie 3aBepLICHUs JICUCHUS, TTO3THHIE
peUMANBBl KpailHe peaku. B kadecTBe Tepanuu BTOPOM JIMHUM BO3MOYKHO HCIIOJb30BaHHE
pexxuma R-ICE (mpu >dexTHBHOCTH MOKa3aHO MpPOBENEHHE TPeX KypCOB), JIMOO IPYrux
KypCOB MHTEHCUBHONM HMMYHOXMMMOTEpAIlMM, COJEpXKAllled IIperapaTsl, paHee He
ucroib3oBasiuecs y 6oasuoro [1V, D].

B Hacrosiiiee Bpemsi ONucaHbl €JUHUYHBIE CIy4yau JOCTH)KEHHS BTOPOH PEMHUCCHH C
nocnenyromed  dPpQPEeKTUBHON  ayTO/aJUIOTEHHOW  TPaHCIUIAHTAIIMEW KOCTHOTO  MO3Ta.
bonbmmacTBO  penmauBoB  JIb  mHKypaOenbHbl.  BbicOkono3Has =~ XuMuoTepanus U
TpPaHCIUTAHTAIMS KOCTHOTO MO3ra MOTYT OBITb PEKOMEHIIOBAHBI MpPU JIOCTHKEHUU 2-i

pemuccun. B nepBoii pemuccuy TpaHCIIaHTAIMsI KOCTHOTO MO3Ta He TIoKa3aHa.

[Ipn nedeHun penuaAMBOB HeoOxoauMa NpPOo(UIAKTHKA HEHpONEWKEeMHH IO TOW XKe

MporpamMme, 4TO U IIPH JICYCHUU TIEPBUYHBIX OOJBHBIX.
4. OueHka pe3yJbTATOB JieUeHUs

B mporecce Tepanuu mepea KaxabIM KypcoM HEOOXOIMMO OILICHHWTHh JIOKATbHBIA W
cucTeMHbIN oTBeT Ha JedeHue. Brimonmnenne KT/MPT mokaszaHo mocie KaXIbIX 2 KypcoB
TepanuM C aKIeHTOM Ha  00JacTH MHMIMaIbHOro mnopaxkeHus. I[Ipu Bosneuenuun KM B
nebroTe 3a00yieBaHUs MPOBOJAT €ro HMCCIEIO0BaHUE MOCEe Ka)XJA0ro Kypca J0 JOCTHKEHUS
reMaToJIoruueckoi pemuccuu (00br9HO caHarus KM mpoucxoauT mocie MepBOTro Kypca).
Kontponbe 00beMHBIX 00pa3oBaHUM TpeOyeTCs 10 JOCTHIKEHHUS TOJTHOW PEeayKIUH, TPHU
COXpaHEHHWH OCTAaTOYHOTr0 OOpa3oBaHUs HEOOXOoAMMO mMpoBenaeHue ero Oworcuu u [19T-
uccienoBanus. IIpu OTCYTCTBMM JaHHBIX 3a AKTHUBHBIM OITYXOJIEBBIM MPOLIECC CIEAYET
MIPOJIOJKATH TEPANUI0 MO IMPOTOKOJY, IPU JUArHOCTHKE OCTATOYHOW OMYXOJIM — PElIUTh
Bonpoc 06 u3MeHeHun tepanuu u nposeaeHun TI'CK.

5. /lmHamMuYecKoe HaOJII0IeHHe
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qepe3 MCCAL] MMOCJIC OKOHYAaHMUA JICUCHUA IJId IMOATBCPKACHUA COCTOAHUSA PEMHUCCUHN
HEoOXOIMMO TIOJHOE KIIMHUKO-IabopaTopHoe obOcnenoBanue, Bkimouatoniee KT/MPT 30n
UCXOJHOTO IOPaKEHHs, HCCIEJOBAHUE KOCTHOTO MO3ra B Cllydae €ro HHUIMAIBHOTO
MTOPaKCHHUSI.

Copnepxanre MMMYHOTJIOOYJIIMHOB KpPOBH HEOOXOAMMO HCCIEN0BaTh PETYJSPHO [0
HOpMaJIM3aluy 0Ka3aTelel, 3aTeM KaK/Ible I10JIr01a-TO/.

JnHamuueckoe Hab0AeHNEe IPOBOAUTCS B EepBHI rox 1 pa3 B 3 Mecsina, Bo 2-3 Toabl
— 2 pasa B roj, aanee 1 pa3 B roa 10 5 JIeT WK 0 KIMHUYECKUM Moka3aHusM. HeoOxonumo
BBITIOJIHEHUE KJIMHUYECKOTO U OMOXUMUYECKOTo aHainn30B kpoBu, KT rpymaHoii, OpromrHoit

HOJIOCTEN U MAJIOTO Tas3a.

IlepBuunas tumMdpoma HEeHTPAJIBLHONH HEPBHOM CHCTEMBbI

[TepBuunas numdoma nertpansaoit HepBHOU cuctembl (IIJILIHC) — »To oaHa U3 cambix
arpecCUBHBIX OKCTPAHOMAIBHBIX JHUM(OM, KOTOpas MOXKET TOpaXkaTb BCE CTPYKTYPHI
ueHtpainbHoi HepBHOHM cuctemsl (LIHC), B Tom umcne 3anHioro creHky riaza. [TJIITHC
coctaBisitoT  okoio 4% oT Bcex mnepBuuHbix omyxoned IIHC wu 4-6% ot Beex
AKCTpaHOAAIBHBIX JIMMpoM. Menuana Bo3pacta OosnbHBIX — 60-65 ner. HambGonee uacto
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[IJIHHC nopaxatoT 0onbHBIX ¢ ocnabieHHbIM ummyHHTeTOM: Tak, [TJILHC cocraBmustor
20% ot Bcex BUY-acconnnpoBaHHBIX TUMQPOM.

[JIIHC B 60onpmmHCcTBE Citydaes (6onee 70%) MaHu(DECTUPYIOT 04aroBoi
HEBPOJIOTHYECKON cuMITOMaTUKOM. YacTo BcTpeyaroTcst u3MeHeHus ncuxuku (43%),

MOBBIIICHUE BHyTpUUepenHoro nasieHus (33%), cymopoxubie npumnaaku (14%).

Juarnocruka
1. Kpurepnu nocraHoBKH JHATHO3A

OO6s3atenbubiM - kputepuem auarHo3a [IJIIMHC sBnsercs mopdornoruyeckas u
MMMYHOTHCTOXMMHUYECKass Bepudukanus ovaroBoro o6Opazosanus [[HC. Bapuantamu
MOJIyYE€HHUsI TUCTOJOTMYECKOTO0 MaTepuana Ais BepuUKalMM AuarHo3a MOTYT ObITh
CTepeoTakcuueckasi Ouoncusi 00pa3oBaHus rOJOBHOI'O MO3Tra, TperaHalus yeperna u Onomncus
WU yJaJeHHe 00pa30BaHUsl TOJOBHOTO MO3Ta, JJAMUHAKTOMHS U OHMOICHUS WM YAaJICHUE
00pa3oBaHMs CIMHHOTO MO3Ta.

VY OONBHBIX, MONYYAIOIIUX CHMITOMATHYECKYIO TEPAlUI0 CTEPOMIAMH, >KEIaTeIbHO
MpeKpaIieHue nmpruemMa cTepouoB 3a 7-10 nHeit 10 mpoBeaeHus OUOTICHH.

Mopdonoruuecku 1o 90% IIJILIHC npexacrasneno aud@y3Hoi KpynmHOKIETOUHOW B-
kieToyHol nmuMpomoi. Penko Berpeuatorcss T-kinetounsle auMoMmbl, JuM@oOIacTHasS
auMmdoma, TMMPOMa U3 KJIETOK MaprUHaAJIbHOM 30HbI, TuMpoma XOIKKIHA.

[uTosornyeckoe, = UMMYHOUMTOXHUMHUYECKOE  HUCCICAOBAHME WA  MPOTOYHAS
nutoMeTpusi crmHHOMOo3roBoi skuakoctu npu [IJIIHC mamomHbOpMaTUBHEI U PEaKO

OBIBAIOT JUAarHoCTUYCCKU 3HAaYUMBI.

2. OOcienoBaHue, CTAIMPOBAHHNE

Ha cerognsmuuii 1€Hb HET OJHO3HAYHOTO MHEHUS OTHOCUTENIBHO CTaJAMpPOBAHMS
ITUILHC. Hanuume onHoro win Heckosbkux ouaroB B LIHC, a Takke mopakeHHe pa3HBIX
crpykryp LIHC He yXyamiaer mporHo3 OOJbHBIX U HE BIMIET HAa BbIOOp jeueHus. OCHOBHOM
HeNbl0  00cieoBaHus OOJBHBIX SIBJISETCS HMCKIIOYEHHE JUM(OMHOIO MOpa)XKeHUs 3a
npeaenamu [[HC (9kcTpaHeBpasibHOE moOpakeHue BbIsABIAETCS y 4-12% OONBHBIX ¢
mogo3peraremM Ha [UJIIMHC), a Takke omeHka HUCXOMHOTO oOOBeMa TOpPaKEHUS IS
nanpHenero onpeneneHus 3QPpeKTUBHOCTH JIeUSHUS.

[Tanmentsr ¢ BepudunmpoBanHol mumdpomoit I[[HC momkHBI OBITH TOJHOCTHIO
oOcnmeoBaHbl B COOTBETCTBHUM C PEKOMEHIAIMAMH IO  OOCIEIOBAaHWIO  OOJBHBIX
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mumdonponrdepaTUBHBIMUA 3a00J€BaHUSMU, MPEICTABICHHBIMU B pa3felie, MOCBSIICHHOM
Oo0IIMM BOIIPOCaM JAHATHOCTUKH JTUMGOM. BEISBIECHHE aHAJOTHYHOTO THUCTOJIOTUYECKOTO
Bapuanta jquMmdombel BHe [[HC uckmowaer aumarno3 ITIJIIMHC, nanapie OOJIBHBIC TOJKHBI
MOJIy4aTh JICUCHHUE B COOTBETCTBHHM C PEKOMEHIAIMSMHU MO JICYCHUIO JAHHOTO BapuaHTa
mumdomsl, ¢ yuerom BoieueHus [[HC. Ocoboe BHMMaHuE Npu 0OCIEIOBAHUU OOJNBHBIX
MY’KCKOTO TI0JIa JOJDKHO YIESThCS HMCCIEAOBAHUIO SMUYEK, TaK KaK MPU UX TOPaKECHUU
HamOosee yacto HabmogaeTcst BropuuHoe Bopneuenue [[HC.

Jlnsi BO3MOXKHOCTH JIajbHEHIIe OIEeHKH 3()()EKTUBHOCTH M OCIOKHEHUH JICYCHUS B
IwiaH oOcnenoBaHuss OOJIBHOTO 00S3aTENbHO JOJDKHA OBITh BKJIIOYEHA KOHCYJIBTALUS

HEBpoOJIOora € OIIGHKOI>'I HEBPOJIOTHUYCCKUX CUMIITOMOB 1 KOTHUTHUBHBIX HapymeHHﬁ.

Bompupiv [IJIIHC HeoO0XoanMo MpoOBeACHHWE MAarHUTHO-PE30HAHCHOW ToMorpaduu
(MPT) rosmoBHOTO ¥ CIHMHHOIO MO3ra C KOHTpacTHpoBaHueMm. Jlomyckaercs, HO
HexenaTesnbHo BeinoiaHeHue KT, a Takxke BbINONIHEHNE UCCie0BaHMs 0€3 KOHTPAaCTUPOBAHUS

B CJIy4ae aJuIepru4eCKUX peaKiuii Ha KOHTPACTHOE BELECTBO.

3. dDaxkTopbl NPOTrHO3a

MexayHapoaHbId TPOTHOCTHUECKUH MHJIEKC, pPa3pabOTaHHBIA U1  HOJAIBHBIX
mumoom, He MoxeT npuMensaTbes npu [IJILICH, Tak kak aABa y4yuTBHIBa€MbIX UM MapameTpa
(KOTMYECTBO 30H JKCTPAHOJAIBHOTO MopaxeHus u craaus 3adoneBanus) npu [IJIITHC ne
u3MeHstoTcs. Ha ceroHsmHui 1eHp yalie BCero NpuMeHseTCsl CIelalbHO pa3paOoTaHHbII
s TUIHC npornoctuueckuit maneke IELGS, omHako ero mpakTtudeckoe NpUMEHEHHE
TpeOyeT JOMOTHUTEIbHBIX UCCIEA0BAHNM.

ITporanocruueckuii uuaeke g IJIITHC IELGS:

e Bospact crapuie 60 jet 0-1 daxrop — Huskmit puck (2-1etr. OB 80%)

e ECOG2>2 2-3 (hakTopa — MPOMEKYTOUHBIA PHUCK (2-
net. OB 48%)

e [loBbimenue JIJIT' 4-5 dpakropoB — BeicOkHi puck (2-netr. OB 15%)

o [loBbimenue 6enKa B TUKBOPE
e [lopaxenue riry0OKUX CTPYKTYp MO3Ta

Jleuenue
B cBs3u ¢ peaxoctrio [IJIITHC, 1o cux mop CyIiecTBYeT JIMIIb HEOOIBIIOE KOJIUIECTBO

pangoMu3upoBaHHbIX HcciuenoBanuid |1l ¢a3pr mo nmedeHWio maHHBIX OONBHBIX. B CBs3HM ¢
ATUM ONTUMabHBIC pexXUMBI JiedeHus nanrenToB ¢ [IJIIHC no cux mop He pa3zpaboTaHsbl.
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Paznuunble NpUMEHSEMbIE CETOHS PEKUMBl XHMHOTEpAalUM M JIy4€BOH Tepamuu
MO3BOJIAIOT AocTHYb dpdekrta y 30-80% OonbHBIX, pu S-eTHel o6mieil BepkuBaemoctu 30-
50%. Opnako OBUIO MOKa3aHO, YTO yBeIHMYEHHE >(PPEKTHBHOCTH PEXKHUMa KaK MPABUIIO
MPUBOAMT K YBEITHUCHHIO HEHPOTOKCUYHOCTH, OCOOEHHO y MOXKUIIBIX OOJBHBIX, B CBA3H C YEM
BBIOOp TAKTHKH JICUCHHUS KaXKIOrO OTICNBHOrO OOJBHOTO JIOMKEH MPOBOIUTHCS
WHIMBUYAIbHO, UCXOJI U3 €ro OOIIEro COCTOSHUS, MPOrHO3a U IeNu JieueHus (1eyeOHas ¢

BBICOKOM TOKCUYHOCTBIO HJIM NaJJIMATUBHAS C HU3KOM TOKCI/I‘-IHOCTBIO).

Xupypruueckoe jiedeHre 0osbHbIX [IJILIHC Ha ceroansmnuii 1eHb He npumensiercs. B
OTJEIBHBIX CIydasX BO3MOXHO IIPOBEICHUE XUPYPIUYECKOM PE3EKLUU OIyXOIu I
YMEHBIIEHUS HEBPOJIOTMYECKOW CUMIITOMAaTUKH, HAIIPUMEDP JIAMUHAIKTOMMS U YACTHYHOE WJIU

IIOJIHOE YAAJICHHUE OILyXOJIU IIPU CIIaBIEHUU CIIMHHOIO MO3ra).

1. Crepouani

Ha3nauenue KOPTHKOCTEPOWIOB BBI3BIBACT OBICTPOE YIIYUIICHHWE HEBPOJIOTHYECKOM
CUMITOMAaTUKA MpPaKTUUYECKU Yy BceX NalueHToB. OAHAKO B CBA3M C HAIWYUEM
LUTOJUTHYECKOTO AEHCTBUS Y 3TUX MPENapaToB, OHU MOTYT 3HAYUTEIILHO U3MEHATh pa3Mep U
TUCTOJIOTMYECKYIO0 CTPYKTYpy omnyxouu. [Toaromy y OonbHbiIX ¢ nono3zpenuem Ha ITJILTHC
IIpY BO3MOXKHOCTH (OTCYTCTBHE BBIPQXKEHHOH MO3IOBOM CHMIITOMAaTHKH, OOYCIIOBJIEHHOMN
00JbIIMMU  OOBEMaMU ONYXOJM) PEKOMEHIYETCS BO3JAEPKHUBAThCS WM TNPUMEHSTh

YMEpPEHHbIE 103bl KOPTUKOCTEPOUIOB JI0 MOTYUEHHs] OMOIICUIHOTO MaTepHuaa.
2. CucremHas Tepanus

Ha cerogusmuuii nens Hanbosnee s¢dexTuBHbIM npenapatoM B sedenun [TJIITHC
aBisgeTcss MeroTpekcar. OH npumensiercs B go3ze 1-10 r/m? Ha ¢doHe aneKkBaTHON ruapaTanuy,
3al1eauuBaHus MOYM U MPO(PUIAKTHUECKOTO BBEACHUS (OIMHATA KaJdblMsi. BBICOKOA03HBIM
METOTpPEKCaT MOXKET BBOJUTHCS KaK B MOHOPEXHUME, TaK U B KOMOMHAILUSAX C BUHKPUCTHHOM,
npokapOa3uHOM, IIUTapabrHOM, puTyKCcuMabom, udpocdamuaom u ap. [I1, B].

Hawmnyumme pe3ynpTaThl U3 ONYONMKOBAHHBIX OBLUTH TIONYYEHBI TMPH MPUMEHEHUU
KOMOMHAIIMM  BBICOKMX JI03 METOTpeKcaTa W  BBICOKMX 103 nurapabunHa. B
PaHIOMU3UPOBAHHOM HCCIIEIOBaHUHU OBLIO MOKa3aHo, YTO J00aBieHre uTapabuHa B 103€ 2
/M2 (4 BBemeHUs1) K METOTpeKcary B 1o3e 3,5 /m? (4 BBeneHUs1) C OCTEAYIOIECH JTydeBOn
tepanueit (JIT) Ha Bech TOJTOBHON MO3T CTATUCTUYECKU 3HAUMMO YBETUYHIIO 3((HEKTUBHOCTh
JIEYCHUST M MPOJOHKUTENBHOCTh ku3HU 00ibHBIX [IJIIIHC mo cpaBHEHUIO ¢ aHATIOTHYHBIM
peXuMoM JiedeHus Oe3 1nuTapabuHa, ©0€3 CYIIECTBEHHOTO YBEJIWYEHHS YacTOThI

HEXKeIIaTeIIbHBIX SBICHHI.

VY GO0JIbHBIX, KOTOPBIM HE MOTYT OBITh Ha3HAYCHBI BHICOKHE JI03BI METOTPEKCATa, MOTYT
. 2
OBITh C TAJUIMATUBHOM II€NIbI0 Ha3Ha4eHbl npokapOaszun (100 mr/m°, 1-14 nHuM, vame B



70

KOMOMHAIMU C Jy4eBou Tepamueit), snomyctuH (80-100 mr/v® 1 pa3 B 6 Henenb),

nukiIopochaMu, BHHKPUCTUH U UX KOMOWHAIIUH.

B HacTosiiee Bpemsi MPOXOJAT KIMHUYECKHE HCCIICAOBAHUS NMPUMEHEHHUs OOJIBIIOTO
yrcia npenapatoB npu [IJIIHC, takux kak puTykcumal, TEMO30JIOMHJ, TOMOTEKaH U JIp.,
OJIHAKO JI0 CUX IOp JIaHHBIX HEJIOCTATOYHO, YTOOBI OJJHO3HAUYHO PEKOMEHI0BaTh Ha3HAUEHUE
9TUX MPENapaToOB B PYyTUHHON IIPAKTHUKE.

Hannbie 00 3¢ (HEeKTUBHOCTH MHTPATEKAILHOTO BBEJICHUS MPENapaToB OJHOBPEMEHHO C
CUCTEMHON XUMHUOTEpamnue HeonHOo3HA4YHbl. (OJHAKO, B CBSI3M C BBICOKMM PHCKOM
OCIIO)KHEHUH M HEJIOKa3aHHOU 3(PPEKTUBHOCTHIO 3TOTO BapHAHTA JICUCHUS HAa CETOHSITHHUMA
JICHb NIPUMCHCHUE MHTPATCKATHHOW WJIM MHTPABEHTPHUKYISIPHOH XUMHOTEPAITMH BHE PaMOK

KJIMHUYECKUX UCCIEA0BAHUI HE PEKOMEHIYETCA.

[IpumeHeHre BBICOKOAO3HOM TEpanmMu C TPAHCIUIAHTAUMEW TIEeMOITOATUYECKUX
CTBOJIOBBIX KJIETOK B KaYECTBE KOHCOJIUJIAUNHN PEMUCCUHN CUYUTAETCS NEPCIIEKTUBHBIM, OJTHAKO
HCCIIEIOBAHUSL 3TOr0 METOJA JICYEHHUsS NPOJOJIKAIOTCSA, W OJHO3HAYHBIX JAHHBIX O €ro
3¢ (HEKTHBHOCTH JI0 CHX TIOp HE MOTYICHO.

3. JlyuyeBasi Tepanus

Jlumpombr ITHC sBnsArOTCS BBICOKO PpagMOYyBCTBUTEIBHBIMH omyxoisiMu. Kak
npaswio, JIT npumeHsercs mocie 3aBeplIeHHs XMMHOTEpAllid U HPOBOAUTCA C LENbIO
KoHconuaaimu. B cBs3u ¢ nuddysno-unpunsrpatuBHoid npupogoi IIJIIMHC u wacteim
BOBJIeueHUEM B mpouecc opoutsl, JIT nomkHa NpoBOAWTHCS Ha BECh T'OJIOBHOM MO3T, C
BKJIroueHueM rias [11, B].

OObIYHO HcIONBb3yeTcsl cTanaaptHoe ¢pakiumonupoanre POMI-2 I'p 5 pa3 B Henmenro.
[Ipyn nocTrkeHUM MOJHOM perpeccuy OINyXoseBbIX y3i10B mocie xumuorepanuu CO/]
coctaBmsier 30-36 ['p; mpu dYacTUYHON perpeccud  TaKTHKa JICYCHHUS OINpeaessieTcs
naauBuayanbHo (moaBeaeHue COJl Ha Bech ToMOBHOW MO3r 36-44 I'p mnpu HaimMuuu
mynbTH(OKaTpHOTO Mopaxenus; COJl 30-36 I'p Ha Bech 00BEM TOJIOBHOTO MO3Tra, 3aTeM
JIOKaJIbHOE 00JTyYyeHHe KPYMHBIX WK YTPOXKAIOUIUX JKU3HH OIyXOJIEBBIX Y3JI0B 110 36-44 I'p).
JIT Ha Bech TOJIOBHOM MO3r HPOBOAMUTCA C JBYX OOKOBBIX MOJE€H C SKpaHUPOBAHUEM

JIJUIIEBOT'O CKEJIECTA, A HA OTACJIBbHBIC OYaru BBIINTOJHACTCSA C HECKOJIBKHX HaHpaBJIeHI/Iﬁ.

B penkux cimydasix mist 60JbHBIX, Y KOTOPBIX HEBO3MOKHO MTPOBEICHUE XUMHUOTEPAITNH,
BO3MOXXHO Ha3HaueHHWe Jy4eBou Tepanmuu B MoHOopexknme, COJl 40-50 I'p. B anamornaaom

PEXKUME MOKHO ITPOBOJUTDH JIT 60J'IBHI)IM, HC OTBCTHUBIIUM Ha XUMHOTCPAIIUTO

[Tozgaum nydeBbiM mOBpexkaeHuemM npu JIT Bcero roiaoBHOro Mo3ra SBISETCS
HEHPOTOKCUYHOCTbH. Prck e€ pa3BuTust HU3KU y 00JbHBIX MoJioke 60 set (okoio 8%).
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Jleuenne peummuBoB u pedpaktepasix Gopm [TJILHC no cux mop He pazpaboTaHoO.

BBI60p J€YCHHUs OOJIKEH 3aBUCCTh OT BO3pacTa U 06IHCI‘O COCTOsIHHMA ITallMCHTA, a TaKXE OT

3(1)(1)CKTI/IBHOCTI/I NpEeAMCCTBYIOUICTO JICUCHUSA U IIPOJOJIKUTCIBHOCTH PEMUCCUU. v MOJIOABIX

OOJIBLHBIX IMO3JHUMHU peUHIUBaAMKU MOXKET HNPUMCHATHCA JICYCHHUE II0 PaHEC BBIITOJTHEHHOM

cxeme. [Ipu pannux (MeHee 1 rozma) peruanBax WM Pe3UCTEHTHBIX (hopMax Hanbolee 4acTo

IPUMCHACMBIM MCTOJAOM JICUHCHUS PCHUIUBHBIX oonpHbIX aBstercs JIT.

Ouenka ypdexra

OI_IeHKa S(I)CI)CKTI/IBHOCTI/I JICUCHUA IIPOBOJAUTCA II0 KPUTCPHUAM, MIPCAJIOKCHHBIM

MexnyHaponHoit oobenunenHoi rpynmnoi no uzyuenuto [IUILICH (IPCG) (Ta6x. 1).

Tabnuna 1
Onenka 3¢ (eKTUBHOCTH Tepanuu nepBuuHbIx Jumdom LTHC
OtBer JlanHbIe ITpuem Hccnenoanue | Llutomornyecko
MPT/KT KOPTHKOCTEPOUIO | I1a3 € UCCIEe0OBaHNE
B JIMKBOpA
ITonnas pemuccus | Her Her Hopma HeratusHoe
HAaKOILICHUs
KOHTpacTa
Heysepennas Her a Hopma Herarusnoe
IIOJIHAsl PEMUCCHS | HAKOIUJICHUS
KOHTpacTa
Munumanensl | [a Hesnauurensusl | Heratusaoe
€ HapyLIeHus € U3MECHECHUS
CeTYaTKu
Yactuunas YMmenbiienue | He umeer Hesnauurensus! | Heratusaoe
pemMuccus pasMepoB 3HA4YCHUS € U3MECHECHUS
OILyXOJIA Ha CeTYaTKU WU
50% HOpMa
Her He nmeer YMeHblIeHUE Coxpansercs
HAaKOILICHHUS 3HA4YCHUS KOJIM4YeCTBa UIIn
KOHTpacTa KJIETOK B [IOI03PEHUE
CTEKJIOBUTHOM
TeJe WIN

UHOUIBTpAIIIN
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CCTUYATKH

[IporpeccupoBanu
e

VBenuueHue
pa3MepoB
OTIyXOJIA Ha
25%

He nmeet

3HaA4YCHUA

Permmnus ninn
HOBOE
MOPaKEHUE TJ1a3

Perminus nian
IMOSIBIICHUE
MTOPAKECHHS

ITosiBnenue ao0oro HoBoro ovara 3adoieBanus, B [IHC nmn

CHCTEMHOI'O

Habawaenne

KOHTpOJ’IBHOG 06CJ'ICI[OBaHI/Ie OOJILHBIX B IOJHOM PEMUCCHHU JOJIDKHO IIPOBOAUTHCA 1 pas

B 3 Mecs1a Ha NpoTsbkeHuu 1 roga mocie Tepanuu, 1 pa3 B 6 MecsieB B Te4eHue 2-3 rojios,

JaJIeC — 1 pas3 B o, Win IIpH IMOABIICHUHU JKaoo.

HpI/I KOHTPOJIbHOC O6CJ'IC,Z[OB8_HI/IC 00513aTeNIHLHO JOJI2KHO BKJIFOYAaTb HeBpOHOFI/I‘leCKI/Iﬁ

OCMOTp TanueHTa, a Takxke MPT ronoBHoro mo3sra (nmpu HeBo3moxkHocTH — KT) ¢

KOHTpPAaCTUPOBAHUCM.
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Hopanbubie T-kieTouHbie JUMGPOMBI

Onpenenaenue U ANMUIEMH 00U

Tepmunom nepudepuueckue T-xnerounsie mumdomsr (ITTKII) obo3HavaroT omyxomnw,
npoucxosimme u3 3pensix (mocrrumudeckux) T-mumdorutoB n NK-knetok. Dta penkas
rpymma 3a001eBaHIi XapaKTepPU3yeTcs TaTOOMOIOTHUECKON ITeTePOreHHOCThIO U COCTABIISIET
okoio 15% ot Bcex nmumdpom. BHe 3aBHCHMOCTH OT OCOOCHHOCTEH CBOEro pPa3BUTHSA U

TCUYCHH, 3a PCAKUM HCKIIIOYCHUEM, 3TO aIrpCCCUBHBIC JII/IM(l)OMI)I C IJIOXHM IIPOTHO30M.

HaubGonee oObexkTuBHas uHdopmanus no 3adoneBaemoctd IITKJI  mpeacraBinena
HarmonansubeiM mHCTUTYTOM paka CIIIA B paMKkax mporpaMMBbl 110 HAA30py, SMTUICMHOIOTHH
u pesynbratam jeuenus (The Surveillance, Epidemiology, and End Results— SEER), koropas
BimroyaeT uHpopmarnuio o Bcex mnoxarumnax I[ITKJI, 3apeructpupoannsix B CIIA. Ilo
naaaeiM SEER 3a0oneBaemocts T/NK-kinerounbivu mumpomamu coctarisier 1.79/100000 B
roa. IITKJI pacnpocTpaHeHbl MPEMMYIIECTBEHHO CpPEIX B3pOCIOr0 HaceleHus. MeauaHa
Bo3pacta coctaBisier 61 rtom (17-91 rom). MyxuuHbI OOJICIOT HECKOJIBKO 4Yalle, 4eM

KCHIIIHNHBI.

[TonpoOubiit  snunemuonornyeckuit  anamu3 [ITKJI  mpoBegen  yyacTHMKamMu
MexnyHapoaHoro npoekrta mno T-kieTouyHbM TuMpoMaM, B KOTOPbIN BKIIOYEHBI 22 HEHTpa
u3 CeBepHoit Amepuku, EBponbsl n Asum c¢ anamuzom 1314 cimyuaeB. Haubonee wacroit
HO30JI0THYecKoi (opMoil siBnsieTcs nepudepruyeckas T-kineTtounas numpoma, HEYTOUHEHHAsS
(ITTKJIn) — 25,9% Bcex IITKJI. Ha BTOpoM MecTe Mo 4acTOTe€ CTOMT aHTMOMMMYHOOJIacTHAs
mumpoma (AWNJI) — 18,5%. Crnenyromias 1Mo 4acToTe - aHAIIACTUYECKas KPYMHOKJIETOUYHAs
mumpoma (AKKIJI), Ha nomo ee BapumantoB ALK+ u ALK- npuxomutcs 6,6 u 5,5%
cooTBeTCTBeHHO. JlnarHo3 skctpanoganbHoil NK/T-kimeTtounoit numpombl, Ha3adbHBIA TUI
(NK/TKJT) ycranosnen B 10,4%, a T-knerouHoit numdomsl/neitkoza B3pociasix (TJIJIB) B
9,6% cmyuaeB. T-knerounas numdoma, acconuupoBanHas ¢ dHreponatueit (TKJID)
nuarsHoctupoBaHa B 4,7% cinyuaeB. Kaxaeiii u3 ocranbubix BapuanToB [ITKJI cocraBnser He
6onee 2% mpenctaBieHHONM  BBIOOpKH. VHTEpeCHBIMH  TPEACTaBISIOTCA — JaHHbBIE
OTHOCHUTENILHO Teorpaduieckoro pacmupoctpaHeHuss toro uiaum uHoro Buma IITKJL. Tak,
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[ITKJIn siBnsiercs Hanbosnee yacTbiM BapuaHToM B CeBeproit Amepuke u Eponie. NK/TKJI u
TJUIB pacnpoctpanens! npeumyiiectBeHHO B A3uu U Jlatunckoit Amepuke. AKKJI, ALK+
yamie Bcero auarHoctupyercss B Cesepuoii Amepuxe. AWJI yamie Bctpeuaercs B EBpore,
HEXEIH B JAPYruX reorpaduueckux peruoHax. BeposTHON NpUYMHON 3TOro SBISIOTCS

OTHUYCCKUC pa3JINiIrA HACCIICHUS YKA3aHHBIX PETHUOHOB.

Kaaccupukauusa M JMArHOCTHKA

1. Knaccupuxanus

Brinenenue pa3nu4HbIX THNOB T-KIETOYHBIX JUM(POM OCYHIECTBISIETCS HE TOJIBKO Ha
OCHOBAHUHU KIIMHHUYECKUX OCOOCHHOCTEW TOTO WJIM MHOTO 3a00JIeBaHUs, a B TIEPBYIO OUYepelb
npearnoiaraeT JACTANbHBIA aHalu3 MOPQOJIOTHH, HUMMYHO(EHOTHIIAa M MOJEKYJISPHO-
TFEeHETUYECKUX XapaKTepucTHK onyxonu. Haubonee nonHoe onucanue pazHosuaHocreil T- u
NK-xierounsix snuMponpoardepaTuBHbIX 3a00J€BAaHUNA C YYETOM BCETO MHOT000pa3us
JaHHBIX O MOP(}OJIOTUU M OMOJOTHYECKUX OCOOCHHOCTSAX MPEACTABICHO B KIACCHU(PUKAITUH
Bcemupnoii opranuzaiuu 3npaBooxpanenus (BO3) 2008 r. (tadu. 1).

Tabmuna 1.
Knaccupukanus BO3 T/NK-JIIT3 (2008 t.).
. Kox
T- n NK- kj1eTouHbIe 0nmyXxoJiu ¢ (peHOTHIIOM Mopdosrornveckunii 6
3a00J1eBaHHA
3peJbIxX JuMGpouuToB kox (MKB-O) (MKB-10)
T-keTo4HbIH MPoaMM(OIUTAPHBIH JIEHKO3 9834/3 C91.6
T- i el 0
KJIETOYHBIH JIEHKO03 U3 OOJIBIINX TPaHyISPHBIX 9831/3 Co17
JTUMQOIUTOB
X
POHUYEeCcKOe TUMPonporugepamusHoe 9813/3 Co17
3a6onesanue uz NK-xnemox **
ArpeccuBHbI NK-KJI€TOUHBIN JI€MKO3 9948/3 Co4.7
Cucmemnoe EBV-nosumusnoe T-knemounoe
aumehonporugepamueroe 3a001e8anue 0emcKo2o 9724/3* C84.5
6o3pacma **
JIumpoma Tuna BakIIMHOPOPMHOI ruapoa 9725/3* C84.5
T-keTOUHBIH JeiKko3/TuMPpoMa B3pOCIIBIX 9827/3 CI1.5
3 NK/T-
KCTpaHOIATbHAS KJIETOYHAas TuM¢oma, 9719/3 C86.0
Ha3aJbHOTO TUIIA
T-
KJIETOYHAs TuMdoma, accciuHHpOBaHHaﬂ c 9717/3 C86.2
SHTEpOIaTHEH
['enato-nmueHanpHas T-kinerouHast TuMQoma 9716/3 C86.1
[ToakoxHas maHHUKYIUTONO00HAs T-KieTouHas 9708/3 C86.3




75

numpoma
['pubGoBUIHBII MUKO3 9700/3 C84.0
Cunapom Cesapu 9701/3 C84.1
[TepBuunsbie koxkabpie CD30-no3utuBHBIC T-
KJICTOYHBIC J;I;Igizzzlc{)ﬁ::q)epaTnBHme C86.6
. 9718/1
JlumpomaTonaHbIN NaIyIe3 9718/3
[lepBrUYHAs KOXKHAsI aHATIIIACTUYECKAsT
KPYITHOKJIETOYHAs TuMpoma
[lepBuyHas KOKHasi TaMMa-JieJIbTa- T -KIeTouHas 9726/3* C84.8
numpoma

Iepsuunas xoocnas CD8-nozumusnas

azpeccusHas HNU0epMomponHas aumpoma c 9726/3* C84.8
¢enomunom yumomorxcuueckux T-kremok **
Iepsuunas xooucrnas CD4-nozumusnas T-
K1emoyHas IUMPomMa uz Meikux u CpeoHux Kiemox 9709/3 C84.8
**
Jlmmpoma ¢ uMMyHO(DEHOTUTIOM TIEpUPEPUIECKIX 9702/3 c84.4
T-mumdonuToB, HEyTOUHEHHAS
AnrnonmmyHno6nactHas T-kinerounast tumpoma 9705/3 C86.5
AHarutacTudeckasi KpyImHOKJIeTOIHas TuMpoma, 9714/3 C84.6
ALK-nio3utuBHas

Anannacmuueckas KpynHoK1emouHas ium@oma, 9702/3 C84.7

ALK-necamusnas **

* Bpemennsbie kogel utst 4 penakiiuu MKB-O. Oxkunaercs, 9To OHU OyIyT BBEICHBI B

crenyromyto penaknuio MKbB-O, B HacTosiiiee BpeMsi OHU OCTAIOTCS MTPEIMETOM JTUCKYCCHIA.

**"MCTOJIOTHYECKHE THUIIBI, ABJIAIOIIHUECA BPEMEHHBIMH KaTCroprusaMHU, 110 KOTOPBIM pa60qa$[

rpynna BO3 He Halia 10CTaTOUYHBIX OCHOBAHUH JJIsl MPU3HAHMS UX B HACTOSIIEE BpEMs

olpeieIeHHbIMUA HO30JIOTHYECKUMHU (pOpMaMHU.

2. XapakTepucTHKAa HauboJee pacnpocrpaneHHbIx ¢gopm IITKJI

Hepuepuueckas T-knemounas aumpoma, neymounernnas (IITK/In)

[ITKJIm saBnsercs cambIM  pacnpocTpaHeHHbIM TunoM IITKJI wu

COCTaBJIACT

npuomuTenbHo 25% Bcex T-kimerounsix aumdom. 3a0oieBaHHE HMEET arpecCUBHOE

TEUEHWE W B OCHOBHOM JIMarHOCTUPYETCA B CTaplied BO3pacTHOM rpynne. B nerckom

BO3pacTe BCTpeyaeTcsl peako. B OonbIIMHCTBE cilyyaeB KJIMHHMYECKas KapTHHA OOJE3HU

XapaKTEepPU3yeTCsl TEeHEepalM30BaHHOW JuM@aaeHomaTue u B-cummromamMu, HO Takke

BO3MOXXHAa U SKCTpaHOJAJIbHAaA JIOKaJIU3alus (HG‘IGHB, CCJIC3CHKAa, KOXKa, KOCTHBIN MOSF).
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I[ITKJIa  npencraBiser coboit  cOOpHYIO  TpymIy  ONyXoJied  pa3iIudHOTO
THCTOJIOTHYECKOTO0 CTPOCHHUS, HE OO0JAJAIoUINX CIEeHU(PUIECKUMHU IPH3HAKAMH, KOTOPBIC
MO3BOJMIIM OBl OTHECTH 3TH OIYXOJIM K JIIOOOW WHOW M3 YeTKO o4epueHHBIX ¢opm T-
KJIETOYHBIX JUM(OM, MEepeyuciaeHHbIX B kiaccupukanmu BO3. Dnuter «HEeyTOUYHEHHAs»
MOJYEPKUBACT OTCYTCTBHE YETKHUX CIEUU(PUYECKUX XapaKTEepPUCTHK. J[pyrumu crioBamu,
JaHHBIA JUArHO3 UCIOJIb3yeTcs Tornaa, koraa Bce npoune ¢opma [TTKII ObutH HCKITIOUEHBI.
Mopdonoruueckuii criektp IITKJIH nmocrarouno wmmpokuii. lluronormuecku OmMUCaHO
MHO>KECTBO BapuaHTOB. Yallle Bcero npeodaaaaroT KIETKH CPEAHEro U KPYIHOIO pa3Mepa ¢
HENpaBUWIBHON (HopMOii siziep, XpoMaTUH ObIBAaET MEJIKOAMCIIEPCHBIM WIIM THIIEPXPOMHBIM, B
KPYIHBIX KJIETKAaX MPOCIECKUBAIOTCS SIPHIIKH. B uyacTu HaOMIOACHUH OCHOBHYIO Maccy
COCTABIISIIOT KJIETKH MENKOTo pasmepa. [lomumMopHbI HHOHIBTPAT BKIIOYAET PEaKTUBHBIC
3JIEMEHTHl (303MHO(UIIbHBIE TPAHYJIOLMTHI, IUIA3MAaTHUYECKUE KIIETKH, SIUTEIHOUIHbIE
ructuouutsl). Ecimm B omyxoneBoM HMHGQUIBTpaTe NPUCYTCTBYIOT MHOTOYHCICHHBIC
SMHUTEIMONIHBIC TUCTHOLUTHI, 00pa3yIoIHe KIacTePhl, TO Takas MOPQOIOrHIecKasi KapTHHA
COOTBETCTBYET TaK Ha3biBaeMoMy JmuMbosnutenuongaomy tumy IITKJIH - mmumdpome
Jlennepra. Beigensercs w npyroid mopdosormueckuii BapuaHT — JmMpoma T-30HBI,
THCTOJIOTHYECKOM OCOOEHHOCTBIO KOTOPOTO SIBISIETCS MEK(OJUIMKYISAPHBIA THIT pOCTa Ha
(doHE COXpaHEHHBIX WIH JaXe THIEPIUIa3UPOBAaHHBIX JTHUM(OUAHBIX (GOUMKYIOB. B
nojapistomeM OosipmrHcTBe cinydaeB [ITKJIH umeer ummyHodenotun CD4+/CD8-,
Bapuant CD4-/CD8+ BcTpeuaercss mpuOiImM3uTesibHO - B 6-12% cinydaeB. Yacto oTmeuaercs
abeppaHTHasl yTpara OJHOTO WM Heckolbkux T-kierouneix antureHoB (CD2, CD3, CD5,
CD7).

Ancuoummynooaracmuas T-knemounas aumgpoma (AHUJ)

Panee cuuranocs, uro AWJI npencrapiser co6oil aHOMAIBHYIO UMMYHHYIO PEaKITHIO,
COTPOBOXK/IAIONIYIOCS ~ T€HEpPAIM30BAaHHON  JTuM(aaeHonaTHE ¢ BBICOKUM  PHUCKOM
TpaHcopmaluu B inMpomy. B nanbHeiiem ObUI0 yCTaHOBIEHO, UTO OOJIBIIMHCTBO CIy4YaeB
AWNJI xapakrepusyercs KIOHAIBHOW NEPECTPOMKONM TIeHOB T-KIETOYHOro peuenrtopa H,
BMECTE C arpeCCUBHBIM KJIMHUYECKHM TEYEHHEM, 3TO SBHJIOCH OCHOBAHHMEM, YTOOBI OTHECTH

3a00JieBaHKE K 3JI0KaYECTBEHHBIM JIUM(poMam.

AWNJI cocraBasier okono 15% Becex IITKJL. 3aboneBanue pacnpoCTpaHEHO Cpeau
B3pocioro HaceneHnus. Ciyqan AWJI B neTckom Bo3pacTe 0 HACTOSIIIETO BPEMEHH HE ObLIH
onucanbl. KnMHUYeckass KapTUHA XapaKTepU3yeTcs TeHepaan30BaHHOW NuM(aeHonaTue,
renaToCIUICHOMEraJIne, KOXXHBIMM BBICBITaHUAMU M B-cumnromamu. Ilpm AWMJI wacro
HaOJI0/1al0TCS MOJIMKJIOHANIbHAS THUIEpraMmarjioOyJuHEMUsT U TeMOJMTUYECKass aHEMUS C
nosioxkutenbHo mpoboit KymbOca. Teuenwe 3aboneBaHus B OOJBIIMHCTBE CIy4yaeB
COIIPOBOXAAETCA UMMYHOJAE(PUIIUTOM U PELUANBUPYIOIIMMH UHDEKIUAMHU.
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HeomnyxoneBsiM ananmorom AMWJI cumraerca cyOnomymsuus T-mumdoruroB — T-
xenneps! Gpomumkyasipaoro neHrpa (Tey). OHu UMEIOT YHUKaTbHBIN (EHOTHUII, SKCIPEcCHpys
HapsaQy ¢ T-KI€TOYHBIMHM aHTHIE€HaMH, MapKephl, XapakTepHble uId B-nmumdouuTtos
repmuHaiIbHOrO 1HeHTpa - BCL6 u CD10. Mx Ouonornyeckas poiib 3aKIII0YaeTCs B BIPAOOTKE
xeMoknHOB (CXCR5 m CXCL13), unnyuupyrommx npoiaudepanuo (GOoUMKYISIPHBIX
JICHIPUTUYECKUX KJIETOK W MUrpanuio B-muMbonutoB B numdarndeckwii y3en 3a cyer
YCUJICHUSI WX aare3ud K SHAOTEIHIO BEHYN, YTO OOJIerdaeT MpoxoxjaeHue B-numdpounTtos
4epe3 COCYIHUCTYIO CTEHKY.

T.e., AWI sBnsiercss onyxonbio ¢ ¢peHOoTUnoM Try accounupoBaHHOM ¢ B-kietounoii
nponudepanuei.

Mopdonorust AWUJI xapakTepusyercsi CTUpaHHEM PHUCYHKa JUM(POY3Ja, XOTS MOTYT
ObITh BUAHBI HeOospmMe coxpaHuBmuecs GoumKynbl. OmyxoneBbrid  auddy3HbIiA
MHOWIBTPAT MMEET MOTUMOP(HBIN XapakTep M COCTOUT 3 T-TMM(OIHMTOB MENKOrO H
CpeIHEro pasmepa, OOBIUHO MMEIOIIMUX CBETJIOOKPALICHHYI0 WM ONTHYECKH IYCTYIO
OUTOIUIa3MYy € YETKUMH TpaHMIAMH  KIETOK. T-muMQommThl  mepeMemansl ¢
H03MHOPWIFHBIMUA  TPaHYJIOMUTAMH, THUCTHOIMTAMH,  IUIA3MAaTHYECKUMH  KIETKAMH,
orMedaeTcst nposmdpepanus (QOINHMKYISPHBIX  ICHAPUTHYECKUX KJIETOK, BCTPEYAIOTCS
OTIeNbHbIE IMMYHOOJACTHI. TUIHYHONW MOP(OIOrHYECKON 4epToi sBisieTcs mponudepanus
MOCTKANWIISIPHBIX BEHYJ, KOTOpbIE 0Opa3ylOT pa3BETBIEHHYIO ceTh. OmyxoJieBble KJIETKU
skcnpeccupytor CD3, CD4, CD10, u CD279 (PD-1), CXCL13, T.e. uMEIOT UMMYHO(DEHOTHII,
xapakTepHblid 1715 Tey. UMMyHOONACTBI, (pOpMUpYIOIIME OMTYXO0JIEBOE OKpPYKEHHE, UMEIOT B-
KJIETOYHBIM (peHOTHN U conepkaT Bupyc OmnimTeilHa-bapp. B penkux ciyuasx 3Tu KIETKU
MOTYT OBITh HCTOYHUKOM TpaHchopMaluu ¢ B-kierounyto aumdomy.

Ananaacmuueckas kpynnoxiemoyunas aumgpoma (AKKJI)

AKKIJI nmpencrasisier co0oil 1Be paznuunbie Hozonornueckue popmel — AKKIIL, ALK+
n AKKJI, ALK-, xirodeBoe paziauuue MeXIy KOTOPBIMU 3aKIYaeTcs B HaJIMYUU WU
orcytctBuM 3kcnpeccuu ALK npotenna. Xumepnsiit 6ennok ALK-NPM siBnsieTcst npoaykTom
TpaHCIIOKaMU MeXay XpomocoMamu 2 u 5. JIokyc p23 Ha XpoMocome 2 KOAUPYET KHUHA3y
aHarutactuueckod  auMmdomsl  (ALK),  TtpancmemOpanHbI  peuentop, — OIU3KUI
JNEHKOIMTAPHBIM  TUPO3MHOBBIM  KHMHA3aM, Ubsid  (U3MOJIOTHYECKass JKCIpeccus B
MIOCTHATaJIbHOM IEPHOJIE OTPAHUYMBACTCS KIETKaMH IIEHTPaIbHON HEPBHOM cUCTeMBbI. JIoKyC
g35 5-ii xpomocombl conepxuT reH HykiaeohocmuHa (NPM), kommpyrommii KHCITBINA
dbochonpoTenH, JTOKATM3YIONIUHCA B SApPe HW B 30HE PACTOJIOXKECHHS  SAPBIIIIKOBBIX
opranuszatopoB. Tak kak Oenok ALK B HOopMme BBISBISETCS TOJIBKO B HEPBHOW TKaHH, TO
oOHapyXeHHe ero mnpu JuMPOMe CBHUIETEIbCTBYET 00 abOeppaHTHOW SKCIPECCHM TeHa,
00YCIIOBIICHHOM TpaHcoKarme 1(2;5).
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JlBe TpeTu OOJBHBIX HAa MOMEHT YCTAHOBIJICHHS JMAarHo3a HMMEIOT IO3/JHUE CTaIuH
3aboneBanuss U B-cumnrombl. bormee YeM y TOJOBHHBI OONBHBIX OOHAPYKHMBAIOTCS
JKCTPaHOAAJIbHBIC MOpakeHUs. Halle BCero nopaxarorcs KOCTH, KOCTHBIA MO3T, CEJIE3€HKA U

MATKHUEC TKaHU.

OcHOBHOI MOP(OJIOTHYECKON YePTOH SBISIETCS HATMUNE «IHArHOCTHUECKUX) KIETOK —
KJIETOK C SKCLUEHTPUYHO PACIOJIOKEHHBIM SIPOM IOJAKOBOOOPA3HOM MM TOYKOOOpa3zHOU
(dbopMBI ¥ 303UHO(UIBHO OKpaIICHHON 30HOH B MapaHyKJIeapHO# obnacTu muToruiasMbl. Ha
pPaHHUX CTaIUAX 3a00JIEBAHUS OIYXOJb MOPAXKAET TUMPATUYSCKUNA y3eT YACTUYHO, HEPEAKO
OTMEYAEeTCsl POCT OIYXOJIEBBIX KIETOK B CUHYCAX, YTO CUMYJIUPYET METACTATUYECKUI pakK.

B onyxos1eBbIX KJI€TKax BBISBISCTCS OMH MK Oojiee T-kiaeTounbix aHTHreHoB — CD2,
CD3, CD7, CD45RO, xoT1st BO3MOXKHA yTpaTa 9acTH WU JaKe BCEX U3 HUX. ITO MPUBOJIUT K
tomy, 4yto 10 30-50% onyxoseid, MO JaHHBIM HUMMYHOTHMCTOXMUMHUU HMMEET «HYJIEBOM»
¢deHotun. B kieTkax omyxoju OOHAPYKHMBAETCSH IKCIPECCHUS ITUTOTOKCHYCCKHX MOJEKYI -
TIA-1, rpar3uma B u nepdopuna.

NK/T-knemounas aumcoma, HazanoHvlil mun

NK/T-knerounast num¢oma, Ha3adbHBI THUI - OIMYXOJIb AHAJIOTOM KOTOPOH CUUTAIOT
aktuBHpoBaHHble NK-kineTku unu nurotokcuueckue T-nmumdountel. HazBanue «HazanbHbIN
TUI» OOYCIIOBJIEHO YacTOW NMEPBUYHOM JIOKAIM3alUeil OMYXOJU B BEPXHUX JbIXaTEIbHBIX
nyTax (yCT: «ieTanbHasl CpeuHHas rpaHyneMa). Omyxoib 4acTo MOopa)kaeT KOxXy, JIETKHUE,
TOHKYIO KHUIIKY, NOouyku. Jlumpoma xapakrtepusyercs Oud@y3HbBIM pPOCTOM, HEPEIKO B
COYETAaHMM €  AHTUMOLIEHTPUYECKUM  (MHQUIbTpalMs  COCYAMCTOHM  CTEHKH) W
aHTUOJECTPYKTUBHBIM (pa3pylIeHHE COCYIOB) KOMIOHEHTaMHu. [lopaxkeHne KpOBEHOCHBIX
COCY/IOB TPUBOJAUT K MACCHUBHBIM MIIEMHUYECKMM HEKpPO3aM TKaHU OMYyXOJH. OTH
Mop¢onoruueckue  OCOOEHHOCTHM  MOTYT TPHUBECTH K  OHIMOOYHOM  JUArHOCTHKE
rpanyiemaTto3a Berenepa. Onyxonp xapakrepusyercs nmmyHopenotunom: CD2, cCD3g +,
CD56+/-, TIA-1; orcyrctByeT skcmpeccust CD4, CDS5, CD8, CD16, CD57. [ns maHHOM
OMYyXOJIM THUNWYHA accoluanus C BHPYCOM ONIUTEeWHa-bapp, BBIABIEHUE KOTOPOTO
HACTOATEIbHO PEKOMEHIyeTCs Ui TUarHocThku 3Toi inMpomel (EBER).

3. O6cyenoBanmne, CTaTUpPOBaHUE, MPOTHO3
[locne mOCTaHOBKM [MarHo3a MalUEHT JOJKEH OBITh TMOJHOCThIO OOCIIENOBaH B
COOTBETCTBUH CO CTaHIAPTHBIM IJIAaHOM 00CIIeI0BaHUS OOJIBHBIX JTUMQPOIpOoIudepaTHBHBIMU

3200JIEBAHUAMMH.

VYcranosnenue craauu [ITKJI npoBoguTcs mo cucreme Ann Arbor.
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bonpmmucTBOo IITKJI MMeroT 1uioxod nmporHo3. MeXIyHapOIHBIM ITPOrHOCTUYECKUI
unaekc (MIIN), taxxke kak u npu Juddy3Hoi B-KineTounoil KpymHOKIETOYHOH JauMdome,
npuMeHuM Juis pazaeneHus 6onbHbIX ¢ [ITKJI Ha mporaoctuyeckue rpymnmsl (Tabmuna 2).
MIIM ne wumeer mnporHocrudeckoi 3Hauumoctd mnpu NK/T kmerounoit mumdpome, T-
KJIETOYHOH JuMdome/neiiko3e B3pOCHbIX, T-KIeTOYHOH JmMpOoMe, acCOLMUPOBAHHOM C

SHTEPONATHEN, U TeNaTOIUECHATBHOMN JTUMpOoMeE.

Ta6ymma 2.
BrekuBaeMOCTh TIPH MMPOBEICHUU CTAHJAPTHON XUMHUOTEPAITNH, BKIFOYAOIEH
AHTPALUKIINHBL.

5-1eT BEDKMBAEMOCTh B
3aBUCHMOCTH OT KOJIMYCCTBA

¢dakropoB prucka MITN

Bapuaunr 5-j1er 5-ser
oo1as oeccoObITHITHAS 0-1 4-5
BbI’)KHBA€MOCTh | BBI)KMBA€MOCTD

I[ITKJIu 32% 20% 33% 6%
ANJI 32% 18% 34% 16%
AKKJI, ALK- 49% 36% 62% 13%
AKKJI, ALK+ 70% 60% 80% 25%

Jleuenue

JIo CerogHsANIHET0 BPEMEHM OTCYTCTBYIOT IPOCIHEKTHBHBIE paHAOMU3HPOBAHHbIE
UCCIIeIOBaHMsI, KOTOpbIe ompenessian Obl BapuaHT Tepanuu nepBod nuHuu IITKIL, w,
CJIE0BATEIBHO, HE CYLIECTBYET €IMHBIX CTaHAapToB jeueHus. [lonoBuHy Beex ciydaeB T-
kiaetouHblx JmMpom cocraBisor IITKJIH, AWJI u AKKJI, ALK-. Hecmorps Ha
CYIIECTBEHHbIE MAaTOOMOJIOTUYECKUE PA3INyusi, B OCHOBE TEPaUM 3TUX HO30JOTMUYECKUX
¢opm nexur mnporpamma CHOP (umxiodochamun, mOKCOpYyOMIMH, BUHKPUCTHH,
NPEJHU30JI0H) C TOCHEAYIOIIel ayTOJOTHYHOM TpaHCIUIAHTAlMed TIeMOMOATHUYECKHX
crBosioBbIX KieTok (ayroTI'CK) B mepsoit pemuccun. AKKJIL, ALK+ saBnsercs ogHoi u3
Haubonee OmaronpuatHsix GopMm IITKII u Tepanust CHOP u CHOP-nogoGHbIMU pexuMamMu
B JaHHOM ciyyae sBisieTcs pgoctarouHoi. [pyrue Bunel IITKII - TJIJIB, NK/TKIJI,
renatoiareHanbHas T-knerounas aumdoma (IJITJI) - oTiMyaroTCs arpecCUBHBIM TEUEHUEM U
IUIOXO OTBEYAIOT HA CTAHJAPTHYIO Tepamnuto. VX jnedeHne MMEET CyIIECTBEHHBIE OTIIMYUS.
Taxk, HarpuMmep, mis npoanenus pemuccuu npu TJUIB u I'JITJI, B kayecTBe KOHCOJIMIALUA
TpeOYIOTCS BBINOJIHEHHE aJUIOT€HHON TPAaHCIUIAHTALMU TeMOIO3TUYECKUX CTBOJIOBBIX KJIETOK
(ammoTI'CK). [ns NK/TKJI HazampHOro THMA OMNpEAESSIOIIMM BapUaHTOM JIEYEHUS MpU
JIOKAJIbHOM TMOPaXKEHUH SBIISAETCS JIydeBas Tepamus, a IpU PaclpOCTPAHEHHBIX CTaaUsAX -
BKJIIOYEHHE B CXEMbl Tepamuu IpenaparoB L-acmaparmHa3el. BOJNBIIMHCTBO HOBBIX

npenapatoB ansa JjedeHust IITKJI 3aperucrtpupoBano B 2009 romy. Mx BiausHue Ha
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BBDKHMBAEMOCTh €lIE€ u3ydaercs. Mcxoas 3 3Toro, NpearnoYyTUTEIbHbIM BAPUAHTOM TEPANUU
IITKJI Ha cerogHaAmIHUN O€Hb SBIACTCS BKIIOYEHHE IIAIUEHTOB B KIMHHUYECKHE
HCCIICIOBAHMUS.

1. TlepBasi TuHMSA Tepanuu

Br16op Tepanuu nepBoil IMHMM 3aBUCUT OT naTtorucroiorudeckoro Bapuanra [ITKIL

Cxemy CHOP Henp3s paccMaTpuBaTh Kak «30JI0TOM cTaHmapt» Ttepanuu. Hambonee
3¢ (HEeKTHBHBIA PEXKHUM TIEPBOM JMHHUH JIO CETOJHSIIHET0 BPEMEHU HE ompenencH. [lombITku
WHTEHCU(PUKAIMU JICUCHUS HE Jalld OXHIAEMBIX pe3yabTaToB. HemenkoW rpymnmnoi o
M3YYEHHIO arpeCCUBHBIX JTUM(OM IMOKa3aHO, YTO BKIIIOUEHHE B cxeMmy xumuorepanuu CHOP
ATOMO3M/IA, YBEIUYHUBACT 3-JIETHIOIO OECCOOBITHIHYIO BBIKMBAEMOCTH TOJBKO y OOJBHBIX
mooxe 60 ster ¢ AKKJI, ALK+ (74,4%-CHOEP u 51%-CHOP).
VY 6oapubIx Monoxke 60 ser (3a uckimoueHueM AKKIL, ALK+), B kauecTBe KOHCOIHMAAINH
1ocjie MpPOBEAEHUS IEpBOM JIMHUM TEpPaluu, MOXET ObITh IPUMEHEHA BbICOKOJO3HAs
XUMHOTEPANUsl ¢ ayTOTPAHCIUIAHTALMENH TE€MOIIO3TUYECKUX CTBOJIOBBIX KieToK (ayToTI'CK).
[To pesymbratam ceBepoeBpomneiickoro ucciemoBanus NLG-T-01, ayroTI'CK mpu ITTKIJI
(ucxirouensl nanueHTel ¢ AKKJL, ALK+) 5-netHsisi BBDKMBaeMOCTh 0€3 IpOrpeccupoBaHuUs
coctaBisieT 44%, a o0mas BEDKUBaeMoCTh 51%.

[Mpu T/NK-kiieTounoii nuMpomMe, Ha3adbHBIN THII, B CIyYae JIOKAJbHOTO MOPAKEHHS B
Ka4yecTBE IEPBOTO dTama JIeUeHHs] PEKOMEHJOBAHO NpPUMEHEHHE JTy4eBOi Tepanuu. [lpm
MIPOBEJICHUH JIy4eBOM Tepamuu S-yeTHss oOuias BBDKMBAEMOCTh cocTaBisieT 83%, a mocie
XUMHOTEPATIEBTUYECKOTO JIEYEHHUS 5 JIET NepekKUBAIOT TOIbKO 28% OONbHBIX.

[Tpu IE-IIE cranusix 3aboneBaHus BO3MOXKHO TPH BapUaHTA JICYCHUS:

e JIydeBas Tepamnus B CaMOCTOSITEILHOM BapuaHTe — HeoOxoaumo noasoautb COJl > 50 I'p
B CBA3M C XapakTepHOM Ui OTOr0 THUINA OIYXOJU PATUOPE3UCTEHTHOCTHIO,
00yCIIOBJICHHOH TKaHEBOW TMIIOKCUEH;

e OJIHOBpEMEHHasl XMMHUOJy4deBas Tepanus — J0CTaTOUYHbIMU J103aMHu siBistores 45-50 ['p. B
nccneposanuu JCOGO0211 npu ogHOBpeMEHHOM XUMHOIydeBor Tepanuun 3 Kypca DeVIC
+ 50 I'p moxkazarenu 2-meTHeW OOMmIEH BHDKUBAEMOCTH COCTaBWIN 78% B CpaBHEHUH C
45% nipu oot JIT;

e TI0CJIeNOBaTENbHAS XUMHUOIydeBast TEPAIUs — JOCTATOUHBIE 10361 00my4eHus - 45-50 I'p.

VY OOJNIBHBIX pacHpOCTPAaHEHHBIMU CTATUSMH MPHUMEHEHHE Kypca MOJUXUMHUOTEPAITUI
SMILE no3Bosiser nonyuutb o0muii otBeT y 79% O07bHBIX, IpU 3TOM 1 rojJ mepekuBaroT
55% nanuenToB. TokcnyHocTs pexkuma (HedTponenus IV crenenu B 92 %) mo3BossieT ero
UCIOJb30BATh TOJBKO y MOJIOABIX OOJBHBIX C YJIOBJIETBOPUTENBHBIM COMATHYECKUM
CTaTyCOM.
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Ilepeasa nunua mepanuu IITKJI (pexomenoayuu):

AKKJI, ALK+
e <60 ner CHOEP-21 +/- JIT [Il1, C]
e >60 ner CHOP-21 +/- JIT [Il, A]

Bce apyrue Bapuants! IITKJI

e <60 ner pexumbl xumuorepanuu Ha ocHoBe CHOP + aytoTI'CK B kauectBe
xonconunaruu [111, B]

e > 60 ser CHOP-21 +/- JIT 30-40 I'p Ha 30HY HMCXOIHOIO MOpakeHHs (TpH
J0KopernoHansHoM nopakerun) [11, A]

L4 Teparu/m B paMKax KIMHUYCCKUX I/ICCJ'IG,I[OBaHI/Iﬁ

T/NK-knerounas aumdboma, Ha3AIbHBIA THUI

e JlyueBas Tepanus npu JokaibHOM nopaxenuu [ 111, B]
e Kypc xummorepanuu SMILE y OonbHbix <60 5eT c yIOBIETBOPUTEIbHBIM
comaruueckum crarycom [ 11, B].

e Tepamnus B paMKax KJIMHUYECKUX UCCIEIOBAHUI
2. PenuauBbl, pe3ucTeHTHbIE (DOPMBI

B Hactosiiee BpeMsi HE CYILIECTBYET YTBEPXKAEHHOIO CTaHAapTa Tepamnuu BTOPOM
nuHUM. B KkadecTBe Tepamuu BTOPOM JMHMM MOTYT OBITh MCIOJB30BAaHbl PEKUMBI
XUMHOTEPANUY HAa OCHOBE reMIuTabKlHa U [UCIUIaTHHA.

[IpennournuTenbHO  BKIIOYEHHE  OOJIBHBIX B KIMHUYECKHE  HCCIEIOBaHUS.
Boicokono3nas tepanust ¢ ayroII'CK  moxer ObITh HCHONb30BaHA B cllydyae
XUMHOYYBCTBUTEIBHOTO pEHUANBA Yy OONBHBIX C YAOBIETBOPUTEIBHBIM COMATHUYECKUM
CTaTyCOM.

[Mpu permauBax u pesucteHTHHIX Gopmax T/NK-kimerounod nmumMQpoMBI, Ha3aIbHBIH

TN Hanbosee 3(h(HEeKTUBHBI PEKUMBI XUMHOTEpAlMM Ha OCHOBE L-acmaparunassl (pexXuMsl
AspMetDex, SMILE).

IIpu cucremnont AKKIJI, BHe 3aBucuMocTH OT 3kcnpeccun ALK, nokasan cBoro
3¢ (HeKTUBHOCTh OpeHTYKCUMa0 BEIOTHH'®, MpeCTaBIsIoNMi co00il konbrorar anTH-CD30
MOHOKJIOHQJIbHOTO QHTUTEJIA C IUTOTOKCHUECKUM IIPETapaToM.

 Npenapar B npouecce peructpaumm
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IlepBu4HbIE KOKHbIE JUMGPOMBI

I'pnGoBuaHBIH MUKO3

320071€BAeMOCTD

I'puboBumubiii mMuko3 (I'M) sBnsiercs Hambosiee Yacto BceTpevaromeics (GhopMoit
KokHOHM T-kietounoit mumdomsl u coctaBnsieT 1% Bcex HEXOKKUHCKHX JTuMdoM, 50%
MEPBUYHBIX JTUMPOM KOXH U 65% KoxHBIX T-kinerounsix auMpom. 3aboneBaemocts I'M B
mupe paHa 0,6-0,7 ciygaeB Ha 100 000 4emoBeKk ¢ peryJIIpHBIM TOBBIIIICHHEM B ITOCIICTHUE
necarunerusi. bonee 75% ciaydaes I'M HaOmronaercs y nanueHnToB crapiie 50 neT, cpeaHui
BO3pacT nedrora 3aboneBanus cocraBiseT 55-60 net. CooTHONIEHNE 3a00€BIINX MYXYUH U
KEHILUH cocTaBiseT 2:1.

QHaFHOCTHKa

1. Kpurtepum ycTaHOBJICHHSI IMarHO3a

Juarno3 I'M ycTaHaBiIMBaeTcsi Ha OCHOBAHMM KOMIUJIEKCHOM OLEHKM KIMHUYECKOM
KapTUHBI 3a00JIeBaHUs, THUCTOJIOTMYECKOTO M HUMMYHO(PEHOTHITUYECKOTO WCCIICIOBAHUS
OMOMNTATOB M3 OYAaroB TMOPAXKEHHUS KOXKH, OMpPEIENICHUs MepecTpoiku reHa T-KJIeTOYHOTo
peuemnropa.

Kananyecknmun CHMIITOMAMM, XapaKTCPHBIMHU JJI1 PAaHHUX cTaaui FM, SABJIAKOTCA:

¢ Brickimanus BapuabenbHOM popMbl, pa3MepoB U 1IBETA

e @OEHOMEH OJHOBPEMEHHOIO IMPOTrPECCUPOBAHUSA M  PErPECCUPOBAHMS  OTHEIBHBIX
BBICBHITTAHUH

o [loitkunonepmus (MATHACTASI TUTMEHTAIINS, TEJICAHTHOIKTA3UH, aTPODUS KOKH)

e MHOXECTBEHHOCTD BBICBHITIAaHUM, HECKOJIBbKO 30H BOBJICUCHUS

e XapakTepHas JIOKajlW3alMs BBICHIIAHUKA HA Y4YacTKaX KOXKH, HE MOABEPrarolnxcs
COJTHEYHOMY OOITy4EHUIO

o  KoxxHbIi1 3yHd, 4aCTO COHpOBO)K,ZLaIOH_[I/Iﬁ BBICBIITAHUA

I'mcrosiornyeckoe 3aKja0YeHHe TOKHO YUYUTHIBATH KJIETOYHBIN COCTAB JIEPMATIBHOTO
nHmIbTpaTa W ero pacnonoxeHne. OCHOBHBIMU JUArHOCTHUYECKUMHU KputepusiMu ['M,
SIBJISTFOTCSL:
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e Haimmuyue B MHQUIBbTpaTre IIEOMOPPHBIX («IepeOprudOpMHBIX») JTUMGPOUTHBIX KIETOK
MaJIbIX M CPETHUX Pa3MEpOB

e Hamyue JUMGPOHUIHBIX KIETOK, pACIOJAraloIluXxcs IEMoYkod B 0a3zalbHOM psay
anuaepmuca (3 u 6osee)

® HaJIMYHE WHTPASIUICPMAIBHBIX JTUM(OIUTOB, OKPY)KEHHBIX CBETIIBIM IEPHHYKICAPHBIM
oboaxom (haloed lymphocytes)

® TIOBBIIIEHHOE KOJHMYECTBO HMHTPASMUACPMAIBHBIX JHUM(OIMTOB TMPH OTCYTCTBUH
CIIOHTH032 ((«IUCIIPONOPLIHUOHAIBHBIN SIHICPMOTPOIIN3M)

® pasmep SMUAECPMATBHBIX JIUMQPOIUTOB OOJIBIIE, YeM JePMATbHBIX

e BHYTPHUAIHUACPMAIbHBIE CKOIUICHUS JIuMpouuToB (Mukpoadcueccsl [lorpue)

e ($ubpPO3 U/WIM OTEK COCOUYKOBOM YaCTH JICPMBI

JIns TOBBIMICHHS JIOCTOBEPHOCTH THCTOJIOTHYECKOTO HCCIEIOBAHUS HEOO0XOIUMO
OTMEHATH JIeYeHHe JIOOBIMH HApY)KHBIMH TIperapaTramMy, OCOOCHHO COJCpIKAIUMH
KOPTUKOCTEPOUBI, & TAK)KE CUCTEMHBIMH KOPTHKOCTEPOHIAMH U UIMMYHOCYIIPECCAaHTaMU 32
2 HeJenu N0 TPOBENCHHsS OHONCHH. B HESACHBIX CIy4asx pPEeKOMEHIYeTCsl IMPOBEICHHE
HECKOJIbKUX OWMOICHH M3 Pa3HBIX 0YaroB M MOBTOPHBIX OwWomncuii uepe3 2-4 nenenu (6e3

Ha3HAYCHUS HAPYKHOU Tepanun).

[Tpu HMMYHOTHCTOXUMHYECKOM HCCJIeJOBAHNY I'M  xapaktepusyercs
uHpunabTparoM u3 o/ T-xenmepos, KOTOpblE UMEIOT CleAyIOIINA UMMYHO(peHoTun: PF1+
CD3+ CD4+ CD5+ CD7+ CD8- CD45RO+. Pexe Bcrpeuatorcst T-uuroTokcuaeckuit (BF1+
CD3+ CD4- CD5+ CD8+) u v/6 (BF1- CD3+ CD4- CD5+ CD8+) denotumsl. B atux ciygasx
TpeOyeTcsl KIMHUKO-MOopdosiorhdeckas Koppemsus s uckimodeHuss CD8+ arpeccuBHOiM
snuaepMoTponHol T-kierounoil numdomel u /6 T-knerouHoi aumdombl. B mo3gHux
cranuax I'M moxeT HaOdroAaTbcsl IMOJIHAs WM YacTM4YHAs IOTeps 3Kcrnpeccuu mnaH-T-
kietounsix aHTureHoB CD3, CD5S wm CD7, mosBieHHe 3KCIPECCHU ITUTOTOKCHYCCKHX
npotenHoB TIA-1, rpan3uma B u nepdopuna, a taxke adbeppantabiii CD4+/CD8+ niu CD4-
/CD8- denotur.

[IIIP-uccnenoBanne sl ONpENEICHHUS peapaHKUPOBKH reHa T-kieTo4yHoro
peuentopa (TKP) sBisercs BcrmomorareiabHbIM METOIOM, TaK KaK MOHOKJIOHAJIbHOCTh
uHpuabTpaTta oOHapyxuBaeTcs B 90% ciydaeB OmsiieyHoi u omyxosieBod ctaauii I'M u

b B 50-60% - B IATHUCTOM CTaauu.
2. CraaupoBaHue U IUIaH 00C/IeI0BAHNUS
CragupoBanne I'M mpoBOAUTCA COMJIACHO PEKOMEHAAUAM MeXAyHapOIHOTO
oOuiectBa no nuMpomam Koxu 1 EBporeiickoil opranuszaiuy no U3y4yeHHuro 1 JICYEHUIO paka

st I'M u curapoma Cezapu (CC) (ISCL-EORTC staging system for MF/SS) (ta6u. 1).

[Tnan oOcnenoBaHus BappUPYET B 3aBUCUMOCTH OT ctanuu ['M.
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e [lpu la u Ib cragusax nqocTtaToyHO MpOBEACHUS (PU3UKATBHOTO OCMOTpa ¢ KApTHPOBAHUEM
KOXXM, peHTreHorpadguum opraHoB rpyaHoil ximetku u Y3U nepudepuyeckux
TUM(ATUIECKHUX Y3JIO0B.

e Jlammenuts: ¢ II, III u IV cramusMu mOIDKHBEI OBITH OOCIENOBAHBI B COOTBETCTBHU CO
CTaHJapTaMHu o0O0cieqoBaHUs OOJIBHBIX HOAAJIbHBIMM JuM@poMamu. Kpome Toro, mpu
HUINYUM TOATEH/OJAeK HeoOXOAMMO ONpeeNeHUe IUIOIAAM IOPakeHHs KOXKHOIO
IIOKpOBa, NPU HAIMYMM Y3JIOB — OIpelesieHne uX OOIIEero KOJMYECTBa, pa3MepoB
HauOOJIBLIErO y3J1a U BOBJIEYEHHBIX 00JIacTeH KOXKHU.

Tabmuna 1
Cranupoanue ['M/CC cornacHo pexkomenaanusm ISLE-EORTC

Koxa
T, OrpanuueHHbIC MSATHA, MAMYIbI, W/WIH OJSAMIKH, MOKpbIBaromue <10% KOXKHOTO MOKPOBA.
T2 — TOIBKO IATHA
T1p — ONsiIKK + TISITHA
T, IlatHa, mamyssl, u/wim OgIIKy, TOKpbIBatome >10% K0XHOro MOKpOBa.
T,, — TOIBKO IATHA
Top - OnsIIKY + IITHA
T3 Opun unu 6omee y3710B (>1 cM B quamerpe)
T, CnuBaromascs spureMa, nokpeiBaromias >80% MOBEPXHOCTH Tea

JIumparuyeckne y3ibl
No Her yBenuuenus nepudepnieckux TumMQpaTudeckux y3JaoB, UX Ouorncus He Tpedyercs
N; Ilepudepuueckue mumparnueckue y3isl yBenuuensl; rucronaronorus Dutch grade 1 wmu NCI
LNo-2
N1a — KJIOH-HETaTHBHBI
N1p — KJIOH-ITO3UTHBHBI
N, Ilepudepuueckue mumbparndeckue y3isl yBenuueHsl; rucronaronorus Dutch grade 2 wmm NCI LN;
N2a — KJIOH-HETaTUBHBI
N2b — KJIIOH-TTO3UTHBHBI
N3 Ilepudepudeckne muMpaTuyeckue y3ibl yBearnueHsl;, rucronaronorus Dutch grade 3-4 umu NCI
LN, KJTOH-TIO3UTHUBHBI UM HETaTUBHBI
Nx Ilepudepuueckue numpaTHUECKUE Y3IIbl YBEIUYECHbI, HET TUCTOJIOTHYECKOTO MOATBEPKIACHUS

Buyrpennue opransl
Mo Her BoBneueHHsI BHyTPEHHUX OpPraHOB
M; BoBrieueHue BHyTpEHHUX OPraHoOB (C yTOYHEHHEM OpraHa U MOp(OJOTHYECKUM MOATBEPKACHUEM )

KpoBb
Bo OtcyrcTBHE 3HAUUTEIHLHOTO BOBJICUEHUS KpoBH: aTunnyHble (Ce3apy) KIEeTKU COCTaBISAIOT <5%
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TuMdOITUTOB TIepUdEePUIECKON KPOBU
Boa — KJIOH-HETaTHBHBI
Bob — KJIOH-TTIO3UTHBHBI

B1 VYwmepennoe BoBneueHue kpoBu: atunuybie (Ce3apu) KIETKU COCTABISIOT >5% 1uMdouToB

nepudepudeckoil KpoBU
B1a — KJIOH-HEraTUBHBI
B1p — KJIIOH-TIO3UTHUBHBI
B, 3nauntenbHoe BoBinedeHue kpou: >1000/uL kinerok Cezapyu ¢ TO3UTUBHBIM KIIOHOM

Craann T N M B
Pannmue

1A 1 0 0 0,1
IB 2 0 0 0,1
IHA 1,2 1,2 0,1
ITo3anue

1B 3 0-2 0 0,1
Il 4 0-2 0 0,1
A 4 0-2 0 0
1B 4 0-2 0 1
IVA; 1-4 0-2 0 2
IVA, 1-4 3 0 0-2
VB 1-4 0-3 1 0-2
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14
Jleuenue

Benenne mammentoB ¢ I'M  3aBucut OT cramuu  3aboneBanus. CoriacHo
nepecmorpennoi s ['M/CC TNM knaccudukanuu, 4 kimHHUecKkux craauu ['M npuHsATo
ycioBHO paszzaensaTh Ha panaue (1A, 1B, 11A) u no3auaue (11B, 11, HIA, 1B, IVAL IVA;, IVB).

Haunbonee BakHbIM (haKTOPOM IpH IJIAHWPOBAHUH JICUCHHUS M ONPEACICHUN MPOTHO3a
SBIISICTCS YCTAHOBJICHHE CTaJuW 3a00ieBaHus. Y OOJNBIIMHCTBA MAIMEHTOB C PaHHUMH
CTalUMU HE MPOUCXOJIUT MPOTPECCUPOBAHUS B MO3/IHUE, CPEIHAS BBLDKMBAEMOCTD JIJIsl 3TOM
rpynnsl paBHa 12 rogam. B mo3gHuMX cTagusx y MalMEHTOB C Yy3JIaMH, 3pUTPOIEpMUEH,
BOBJICYCHHUEM JI/Y ¥ KPOBH, HO 0€3 MOpakeHHUs] BHYTPEHHUX OPTaHOB CPEIHSISI BBKHBAEMOCTh
cocraBisier S5 ner. [lporHo3 y maumentoB c y3namu (T3) Xyxke, yeM y MalMEHTOB C
sputpoaepmueii (T4). BHyTpeHHHE OpraHbl BOBACKAIOTCS PEIKO, CPEIHSS BBDKHBAEGMOCTD IIPH
9TOM MEHBIIIE 2,5 JIET.

Manuenter co cragusamu IB/IIA, umeromue dommukynsapayio ¢opmy I'M, wunm
MalUEeHTHl ¢ OYEHb TOJCTHIMU OJIAIIKAMU MMEIOT 0oJiee IUIOXOW MPOTHO3 M3-3a CHHXKCHHOU
YYBCTBUTEIBHOCTH K HAPYXHBIM BHJAM TEpallid, YTO HEOOXOAWMO YYHTHIBATh NpHU
Ha3HAYeHUW JiedeHus. B mo3gHux  cragusx  Hajduude MHOMKECTBEHHBIX  Y3JIOB,
KPYITHOKJIETOYHOH TpaHchopMmamu U cHIbkeHus koimmdectBa CD8+T-kineTok B qepMaibHOM

MH(QUIBTpATE W/WIN KPOBU TAK)KE aCCOLIMUPOBAHO CO CHMYKEHUEM BBIKHBAEMOCTH.
1. Tepanusa pannux craamii (I1A-11A) I'M

st maruenToB B A craguu ¢ HEOOJMBIIMMU OYaraMy MOPAKEHUST KOXKHU JOMYCKAaeTCs

TaKTHKa «HaOII0aall 1 K I1» MO0 CTPOTUM HaOJI0JIEHUEM Bpaya.
VY nanuenros c |A, IB u llA cragusmu ucnons3ytorcs cinegyrouue suast HT:

1. Tonmueckue kopTukoctepounbl (kmacc |, Geramerasona numnpomnuonar 0,05% wummn
MomeTazoHa (yopar 0,1%) HaHOCSTCS Ha TOBEPXHOCTH BBICHIMAHHWI 2 pa3a B JIEHb 10
MIOJTHOTO pa3perieHusl.

2. Y3koBoiiHOBOe yiabTpaduoneroBoe o60mydenue (Y®O) cmektpa B. OO6aydenwue
MPOBOAMTCS 2-3 pa3a B HEHAENIO, MepBas dKCIO3UIUS Jo/kHa ObiTh He Oonee 70% ot
paHee OMNpenesIeHHONM MHHHUMAaJIbHOW 3SpUTeMHOW A03bl. llocnexyromme >SKCIO3UIMU
MIPOBOJIATCS CIEAYIONIMM 00pa3oM: IMPH OTCYTCTBUH DPUTEMBI — BpPEMS SKCIIO3UIHA
yBenuuuBaercss Ha 40%, nipu cnaboil spureme — Ha 20%, pU BBIpaKEHHOW 3pUTEME —

14 v v

M3-3a3 BbIparKeHHOM reTeporeHHOCTM U HU3KOM pacnpocTpaHEHHOCTM 3ab01eBaHNSA, KOIMYECTBO
KOHTPOJIMPYEMBbIX KNMHUYECKUX UCCAEA0BAHNA HEBENUKO, MO3TOMY BCE PEKOMEHAALMN AAHHOIO pa3aena
MMEIOT YPOBeHb AoKazaTenbHocTwu IlI-IV, C-D
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ocraercs TeM >ke. PekoMeHIoBaHO Al MATEH W TOHKUX Oistmek. Octpble moOOYHBIE
3¢ dEKTHI — dpUTEMAa, 3y, OLIYIIEHUE HOKESHUSI.

3. IIYBA-tepanus (ncopaines + ynprpaduoneroBoe obmyuyenue (YDPO) cmektpa A). 3a 2
yaca 70 OOJydeHHUs MAlMEHT MPUHHUMAET NEepopaibHO 8-MeTokcurcopaieH B aoze 0,6
MI/KT, HadallbHast 703a 00ydeHust 3aBucUT oT Tuna koxu (0.25-1.0 I[)K/CMZ), 3aTEeM C
KaXKIbIM ceaHcoM jio3a IoBeliraercs Ha 0,25-0,5 JZ[)K/CM2 uiIu 0osee B 3aBUCHMOCTH OT
BBIPQKEHHOCTH 3pUTeMbl. Jleuenne mpoBoautcst 3-4 pasa B HENENIO O pa3pelIeHus
BbIchmanmii (30-35 ceancos). OGmas 103a Bapsupyer oT 50 1o 80 Jlx/cM%, 4To GhIBacT
JOCTaTOYHBIM JUIi  JOCTHDKEHUS KJIMHUYEeCKOH pemuccuu. llpumensercs mnpu
pacrpoCcTpaHeHHBIX U 0ojiee MHPUIBTPUPOBAHHBIX AJIEMEHTAX, (QOJUIMKYISAPHON (popme
I'M. IloGounsie 3(QeKThl BKIIOYAIOT JPUTEMY, TOIIHOTY, 3yd, (OTOAEPMATUT H
(boToKapLIHUHOTeHE3.

4. JlokampHas JiydeBasi Tepamlusi HCIOJIB3YEeTCs Yy TMAIMEHTOB C HEOOJIBIIUM KOJIUYECTBOM
Boickinanuii (10-20 I'p Ha Kypc)

5. ToranpHoe o6nydenne koxu (TOK) 0OblYHO TPOBOAUTCA  HAMEHTaM  C
pacrpoCTpaHEHHBIMH BBICHIITIAHUSAMU M MOXET Ha3HAuaTbCs KaK Tepamusl MEepBON HIIH
BTOpOW JIMHUM O00NbHBIX C To W T3 cragmsmu ¢ orcyrcTBUEM 3 (deKTa OT TOMUYECKOH
tepanuu. TOK mpoBoauTCs € HMCMOAB30BAHMEM HECKOJIBKHMX (Yallle BCEro IIeCTH)
AJIEKTPOHHBIX TOJIeH (TIepenHee, 3a/Hee, MPaBOe U JIEBOE MEepPEeIHUE KOCBIE OIS, IPaBble
U JIeBbI€ 3aJJHUE KOChIe 1oJIsl). Bo Bpemst euenus skpaHupyrorcs riasa u Horru. POJI-1-
1,2-1,5 T'p, CO1-30-40 I'p. HeoOx01MMO TOMHHTH O JTyYEBBIX MMOBPEKICHUSIX — dIPUTEMA
KO)KM, YaCTUYHAs WM TIOJHAs aJIoTelusi, JAUCTPOQUs HOTTEH, BBIpAKEHHAs CYXOCTh
KOXH. Y O0JbIIMHCTBA OOJIbHBIX 3TH MpOosiBiIeHUs 00patuMbl (< 2 roga). [IYBA-Tepanus
HCIOJIb3YETCs B KauecTBE MoaaepkuBatoniero jeyeHus nocie TOK.

IIpu orcyrctBum wnu HenocrarouHoM s¢dexkre HT B kauecTBe BTOPOM JMHHUM
Tepanuu Py paHHKUX cTagusax I'M MOryT UCIIOJIB30BaThCA:

1. peruHoumzs! (13-muc-peTnHOEBAs KHCIOTA (M30TPETUHOWH, 3TpeTuHar) B go3e 0,5—1 mr/kr
Macchl TeNla B Te4eHHe 2—3 Mecs1IeB), MOTyT Ha3HauaThcsl B komOuHanuu ¢ [TYBA, IFN-a

2. wuaTepdepoH-a (IFN-a) Takke MOXET HCIIONB30BAThCS KaK Mperapar MepBOd JTUHUH IS
1B, Ill u CC u >dpdexTuBeH B yMepeHHO BBICOKHX no3ax: 3-10 MU exemneBHO mim 3
pa3za B Hezemo. MoxHo koMOuHNpoBaTh ¢ [ITYBA, petuHongamu 1 XuMHOTEpaIien.

3. Hurudutops! ructonaeaneriia3z (HDACIH) (BopuHOCTAT)

4. npocnuaus: 100 mr/cyt B/M unu B/B, Ha Kypc 3-6 T

5. MeToTpekcaT Ha3HA4arT B J03aX OT 25 10 75 Mr B HEJENI0, MOXHO KOMOMHHPOBATH C
IFN-a

2. Tepanus mo3auux craamuii (IIB-IVB) I'M

Jnst nedeHus no3gHuX CTaaui MPUMEHSIOTCS:
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unrubutopsl ructonzaeaneruiaz (HDACIH) (BopunocraT). HazHawaeTcst mepopajibHO 1O
400 mr exxeqHeBHO. JleueHHe MPOBOJAT 10 JOCTHUKEHUS IOJHOIO KOHTPOJIS (OTCYTCTBUE
MPU3HAKOB JalbHEHIIEr0 IPOrPECCUPOBAHUS) MM K€ /O TOSBICHUS IPU3HAKOB
HENPUEMIIEMOM TOKCUYHOCTH.

DJNEeKTPOHHO-Ty4eBasi Tepamnus sBIsETCS KpaiiHe S5((EeKTUBHBIM METOJOM JICUCHUS
I'M/CC u MOXeT NpUMEHSATbCA KaK IMPH pPaHHUX, TaK W IPU TO3IHUX CTaIUsAX Kak
Tepanus MepBOH JIMHUK U TIPU PELUINBAX/TIPOTPECCUPOBAHNY 3a00JIeBaHU

AnnoreHHass TpaHCIUIAHTALlMSl CTBOJIOBBIX KIETOK MOXET OBITh pPEKOMEHIOBaHA
MaIMeHTaM MOJIOAOr0 BO3pacTa B MO3IHUX CTaAMAX 3a00JIeBaHUS TPU OTCYTCTBUHU
s dexTa OT Ipyrux BUIOB TEPATTUH.

PexxuMbI cCHCTEeMHON XUMHOTEpANuH, MPUMEHIEMbIC JUIS JICYCHUSI HOAAIBHBIX JTUMQPOM:
CHOP, EPOCH, CMED/ABV, mneutocratus, ¢uymapadbun + IFN-o wim
ukiodochamu, reMuTaduH.

3. PenuauBbl 4 nocjieayollee Ha0J01eHIe

[Ipu peumause win mnporpeccupoBaHud ['M HEOOXOAMMO BBIIOJHATH HMOBTOPHYIO

OMOTICHIO KOXH ISl UCKITFOUEHHS KPYITHOKJIETOUYHOU TpaHC(POPMAaLuH, IPH HEOOXOIMMOCTH —

MIOBTOPHYIO MPOILENypY CTaaupoBaHus. TakTHKa JIEYEHUs] PELIUIUBOB TaKke Oa3upyercst Ha

OIpCaACIICHUN CTaAuun 3a6OJIeBaHI/I$I, YUYUTBIBACTCA PAa3BUTUC PE3UCTCHTHOCTU K IMPEABIAYIIIUM

BUaM TCpalnu.

Bonbuble 'M 10KHBI IPOXOAUTD PETYISPHBIE 00CIEIOBaHMUS:

00JIbHBIE C PAaHHUMHU CTaJUSIMHU — €XKEroJHO ((PHU3MKaIbHBIA OCMOTP C KapTUPOBAHHUEM
KOXXM, pEHTreHorpadus opraHoB rpyaHod kieTku U Y3U  nepudepnyeckux
TUM(ATUIECKUX Y3JI0B)

OOJNbHBIE C MO3JHUMH CTaIUsIMH — Kaxzable 6 MecsueB ((PpU3MKAIBHBIA OCMOTp €
KapTupoBaHueM koxu, Y3U nepudepuueckux numparnyeckux ysno, KT opraHos
IPYAHON KJIETKH, OPIOIIHOM MOJOCTH M MaJIOro Ta3a).

4. Onpenesenue 3pPpeKTUBHOCTH JTeYEeHUsI

OTBeT Ha JICUCHHE ONnpeacisi€TCA B COOTBETCTBUH C KPUTCPUAMHU, MPCATOKCHHBIMU

ISCL, EORTC u AMepukaHCKHM KOHCOPIIMYMOM 10 KOKHBIM JuMpomam (USCLC).

1)

KoskHbIe TOKPOBBI

Iosunas pemuccus (ITP): 100% pa3penieHrs BbICHITaHUH.

Yacruunas pemuccusi (UP): 50%-99% pasperneHuss BBICHIIAHUKA OT MCXOJHOTO YPOBHS,

OTCYTCTBHUE TOsIBIICHUS HOBBIX y3JI0B (T3) y maruenTtoB ¢ T1, Ty wm T4 cTagusimu.
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Craduwm3sanus 3a6oneBanus: Ot <25% ysennuenust 1o <50% paspenieHus BHICHIIAHUN OT
HCXOJ/IHOTO YPOBHSI, OTCYTCTBUE MOsIBJICHUSI HOBBIX y3710B (T3) y mauuentoB ¢ Ti, Ty umm Ty
CTaIUSIMH.

IIporpeccupoBanue 3a0oisieBaHus: >25% yBEIMYEHHS BBICBIIAHUN OT HMCXOJHOTO YPOBHS;
uiu nosiBieHue HoBbIX y310B (T3) y mauuentoB ¢ Ti, Ty unu T4 cTagusiMu; uiam OTCYTCTBUE
OTBETa — YBEJIMYCHHUE BBICHINIAHUN OT HAUMEHbIIET0 ypoBHs Ha 50% OT UCXOIHOTO YPOBHS Y
6onbHBIX ¢ qocturnyroit 1P wim YP.

PenuauB: nosiBI€HUE KOKHBIX BBICHIIIAHUN Y HAIUEHTOB B IMOJHOM PEMUCCHUMU.

2) JInmatuaeckue y3ibl

IMosnas pemuccusi: Bce muMdarndeckue y3iasl <1,5 cM B HaubobIieM auaMeTpe (JUTMHHAS
0Cb) WJIM TUCTOJIOTHYECKH HETaTUBHEIE, Takxke - 1/y N3 1 <1,5 cM B HaubonpIeM TuamMerpe u
>] cM B HauUMEHBIIEM J[HWaMETPE JOJDKHBI ObITh <] CM B HaUMEHbILEM IUAMETPE WIU
TUCTOJIOTMYECKH HEraTUBHbI

Yacruunasg pemuccusi: KymyisaTuBHoe cHukeHue >50% CIIP (cymma mnpousBeneHuit
MaKCHMaJIbHOTO IPOJIOJIBHOTO pa3Mepa X MaKCHUMaJbHOTO IONEPEYHOro pazMepa KaxkJIoro
MTOPaXCHHOTO JI/y) U OTCYTCTBHE HOBBIX J1/y >1,5 ¢M B [uameTpe 1o JJIMHHON och Ui >1 cM
110 KOPOTKOW OCH

Craduim3anus 3a00J€BaHHS: OTCYTCTBHE KPUTEPUEB JJISl TOJTHOW U YACTUYHON PEMUCCHU U
IporpeccupoBaHus 3a00J1eBaHus

IIporpeccupoBanue 3a6oneBanus: nobieHue >50% CIIP oT ucxoaHbIX 1/y, WA HOBBII
a/y >1,5 cM B AuaMerpe Mo JJIUHHOW OCH WM >1 CM MO KOPOTKOH OCH, MJIM OTCYTCTBHE
otsera: yBennueHue CIIP Ha >50% ot Hu31ero ypoBHs y nauueHTos B YP

PeunauB: mosiBieHWE HOBBIX THCTOJIOTMUECKH JOKa3aHHBIX N3 j1/y >1,5 cm B HamOosbieM
IuameTpe

3) BucriepanbHbie opraHsl

IlosiHast peMmccusi: OTCYTCTBUE YBEIMYEHHUS OpraHa npu (U3MKAIbHOM OCMOTpE U
OTCYTCTBHME MATOJOTUYECKUX U3MEHEHUH Mpu ToMorpaduu, OMorcus J1o0bIX HOBBIX 0Yaros,
MOSIBUBLINXCSA MTOCIIE JICUEHHUS], ISl UCKIIIOUEHUS JIUM(OMBI.

Yacruunas pemuccus: <50% perpeccur o0dYaroB TI€YCHH, CEJE3CHKU WM JIPYTUX
M3HAYaJIbHO MOPAXEHHBIX OpraHax MpH BO3MOKHOCTH H3MepuUTh 00beM mnopaxkenus (CIIP),
OTCYTCTBHE YBEJIMUEHUS OpraHa B pa3Mepax M BOBJICUEHUS HOBBIX OPraHOB

Cradunau3anus 3a007eBaHUs: OTCYTCTBHE KPUTEPUEB JIJISl TOJHOM M YaCTUYHOW PEMUCCHH U
MporpeccupoBanus 3a00eBaHus

IIporpeccupoBanme 3adoneBanus: >50% yBennuyeHUs OopraHa B pa3mepe, WM MOpakeHHe
HOBOTO OpraHa, uiau oTcyrcTBue orBeta: yBenumuenue CIIP wva >50% oT Hu3mIero ypoBHS y
MAlMEHTOB B YaCTUYHOM peMHuCcCUU

PenuauB: BOBJI€YEHNE HOBOT'O OpraHa y MallMeHTOB C MOJTHON peMuccuen

4) Kposb
IMoanas pemuccus: By
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YacTtuyHasi peMuccus: y OOJBHBIX cO crajgueid 3aboneBanus B; - cHuxeHue
KOJIMYECTBEHHBIX IIapaMeTpOB NopaxeHust KpoBU >50% OT UCXOIHOTO YPOBHS
Craduim3anus 3a00J€BaHNS: OTCYTCTBHE KPUTEPUEB JJISl TOJTHOW U YACTUYHON PEMHUCCHUU U
porpeccupoBaHus 3a00eBaHHS

IIporpeccupoBanue 3aboneBanusi: By — Bj; unu noseimenue >50% 0T UCXOAHOTO YPOBHS
(5000 omyxosneBbIx KieTok/pL)

PennuB: MOBBIIICHUE YPOBHS OMTyXOJEBBIX JTUM(OIUTOB B KpOBH Yy manueHToB ¢ [1P > B,

VYuuTeiBass KpPUTEPHUM OTBETa JUIA KOXH, JI/y, BUCIEPAIBHBIX OPraHOB M KpOBH,
OIpeeIsIeTCs OOl KpUTEpUil OTBETA Ha JieueHue (Tad. 2).

Tabnuma 2
Cxema omnpeneneHus 001Iero OTBETA Ha JICUCHUE
Omnpenenenue Koxa Jly  KpoBp  BuyTpennue
OpraHbl
1P [ToHOE MCUE3HOBEHUE BCEX 1P Bce kareropuu B [IP/uHTaKTHBI
KJIMHUYECKUX CUMIITOMOB
0omne3nu
qp Perpecc n3mepsiembix 1P Bce kareropuu He B [IP/uHTaKkTHBI
roKasareJeu u Her [1b
qp s Beex kareropuit Het 11b, ecnu
Kakas-mubo KaTeropusi BOBIEUYEHA
MCXOIHO, 110 KpallHEeW Mepe OJHa
W3 HUX J0JDKHA OBITh B [1P mim YUP
Cb He nocturnyra I1P, YP v I1b | YP Hu B ognoii kateropuu Her 11b,
€CJI KaKas-MuOo KaTeropus
BOBJICYEHA UCXOJIHO, B HUX HE
nocrurnyra 1P wnmn YP
Cb ITP, YP, Cb B nmto0oii kareropuw,
HU B oaHOM HeT [1b
I1b [TporpeccupoBanue 3a6oneBanus | [1b I1b BO BCcex KaTeropusax
Peunnnug | [ToBTOopHOE MOsiBiieHue 6one3nu | PenunuB | PenuauB Bo Bcex KaTeropusix
B [IP

Coxpamienus: [1P — nonnas pemuccus; YP — yactnunas pemuccust; Cb — crabumzanus
6one3nu; [1b — nporpeccupoBanue 601e3HU
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Cungpom Cezapu

Cunnpom Cezapu (CC) cocraBisier MeHee 5% OT BCeX MEPBUYHBIX KOKHBIX JTUM(OM.
BoseloT mpeuMyIecTBEHHO JIOIM IOXKMIIOIO BO3pacTa € MpeodsiaaHueM NalMeHTOB
MY>KCKOT'O T0JIa, CPEIHUI BO3pacT Hauasa 3a0oyieBaHus coctaBisieT 60-65 mer.

QI/IQFHOCTHKQ

1. Kpurtepum ycTaHOBJICHHSI IMAarHO3a

MexaynaponusiM obmectBoM suMpom koxu (ISCL) u EBpomnelickoit opranmnzanmeit
no u3zyudenuto u jedernro paka (EORTC) BeipaboTaHbl crienyromue KpUTEpUN AUArHOCTUKA
CC:

e OrtcyrcrBue npeamecTByomero ['M
e ['eHepanu3oBaHHas 3puTpojepMus (Iuddy3Has spurema, NokpbiBaromas He MeHee 80%
MOBEPXHOCTH TeJa ¢/0e3 MeTyeH s )
e Hammune B KpoBU JOMUHAHTHOrO KiIoHa T-muMdomnuToB (ompenensercss Mpu MOMOIIN
ITLIP wmu Southern blot)
e Hanuuue ogHOro mim 6osee caenyromux NPU3HAKOB:
o aBCONOTHOE KOMM4ecTBO KieTok Cesapr B KpoBH > 1000 k1eTok/Mm°
o mosbimeHo conepxkanne CD3+ mmm CD4+ xietok mepudepudeckoil KpoBU C
ko3 durnentom otHomenuss CD4/CD8 > 10 (ompenmensercs Hpu TOMOIIX
MIPOTOYHOI LIUTOMETPHUN)
o moBbImeHo coaepkanne CD4+ xiretok mepudepuyeckoil KpoBU ¢ abeppaHTHBIM
UMMYHO(EHOTHIIOM, BKJIIOUAIOMIeM OTcyTcTBHe dkcrpeccun CD7 (= 40%
CD4+CD7- knerox) wm CD26 (> 30% CD4+CD26- kierox)

['ucTomornueckoe,  WMMYHOTHCTOXHMHUYECKOE W  MOJEKYJSIPHO-OMOJIOTHYECKOE
(ompenenenne peapaHXUPOBKHU TeHa T-kierouHoro penentopa metoaom [11P) nuccnenoanms
KOXH W JuMpaTthdeckux y3jioB (7/y) (B cilydae uX yBenwdeHws > 1,5 cMm) sBISIOTCS
JOTIOTHUTEIBHBIMA METOJIaMU JTUAaTHOCTHKHA B HESCHBIX JIMATHOCTHYECKUX CHUTYallUsIX ¥y

MallHEHTOB C XPOHUYECKON IPUTPOAECPMHUEN HESICHOW STHOJIOTHH.
2. CraaupoBaHue U IUIaH 00C/IeI0BAHNUS
CragupoBanue CC mpoBoauTcs coriiacHo nepecMorpeHHo TNM knaccudukanumy,

peAIoKEeHHON MexayHapoaHbIM o0mecTBoM 1o JuMdomam koxu U EBpomeiickoit
opranuzanueii mo msydenuio u jeuenuio paka (ISCL-EORTC staging system) (tabm. 2,
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paznen «'puboBuIHBIA MHKO3»). Tak kak 1y naueHToB ¢ CC xapakTepHbI SPUTPOACPMHUS
(T4) n By—BoBneueHue kpoBH, OHM pacueHuBaroTcs kak umeromue VA wmm VB craguro
3a00JIeBaHMUS.

ITamenTtam ¢ CC mnoka3zaHo O6CH€I[OBaHI/Ie B COOTBCTCTBHUHU C IIJIAHOM O6CJI€I[OB3.HI/IH
JJIA 0onpHBIX M. KpOMe TOTO, H€O6XOI[I/IMO BBIIIOJHATL CICAYIOIIUC ITUArHOCTHYCCKUC
HUCCICIOBAaHUA:

® ONpeleNeHWe IUIOMIAM TOPAKCHHUS] KOXXKHOTO TOKPOBA, MPU HAIWYUH Y3JIOB —
OIIpeieJIeHue WX OOINEro KOJWYECTBAa, Pa3MEpPOB HAWOOJBIIETO y3j7a W BOBJICYCHHBIX
o0racTel KOxH1

e ompefeneHue abCOITHOTO KoMu4ecTBa KieTok Ce3apu B KpOBHU, IPOTOYHAS ITUTOMETPHUS
(Bxmouas CD4+CD7- u CD4+CD26-), onpenenenue peapamkupoBku rea TKP B kpoBu

Jleuenne™
1. JleyeOHAA TAKTHKA

PaznuuHbIMU HCCIIEJOBAaHUSMU OBLIO IIOKa3aHoO, 4YTO q)aKTOpaMI/I, BIIMAOIIMMHA Ha
IIPpOTHO3 3a60J’IeBaHI/I${, SABIIAKOTCA:

e BO3pacT NalUEHTa
e noBblimeHue yposHs JIJII" kpoBu
® [OpaxeHue J'y

® CTCIICHDb TAXKCECTU BOBJICYHCHUA KPOBU

Beibop Buma tepanum npu CC pomkeH Oa3upoBaTbCcs Ha OINPEICIEHUM CTENEeHU
TSOKECTH 3a00s1eBaHusl (YUMTBHIBAIOTCSA CTENEeHb MHOWIBTPALMU KOXKH, HAJIMYNE/OTCYTCTBHE
KOXKHBIX Y3JI0B, BBIP@KEHHOCTh JUM(aJeHONATHH, CTENEHb TSKECTU MOPAKEHUS KPOBH,
ypoBeHb moBbimieHuss JIJII' u nedkonuTtoB B mnepudepuyeckoidl KpoBH), CKOPOCTH €ro
IIPOrPECCUPOBAHMUA U BIUSHUS Ha KAa4eCTBO XU3HM NanueHTta. IIpu HasHaueHuu Tepanuu
PEKOMEHI0BAHO COOJIIOIATh CIIEAYIONINE MPUHLIUIIBL:

® 10 BO3MOXHOCTM  H30erarb MOAABICHHS  HMMMYHHOTO  OTBETa, Ha3HAuYEHUE
MMMYHOMOYJIUPYIOIIEN Teparuu SBISETCS MPEANOYTUTETbHBIM

e [poBeleHHWE KOMOMHHMPOBAHHOMW WJIM MYJIbTUMOAANBHOM (Hampumep, COYETaHue
CHCTEMHONH HWMMYHOMOJYJIUPYIOIIEH U HapyXXHOW) Tepanuud TNPUBOIUT K Ooisee
3¢ EKTUBHBIM pe3ysbTaTaM, YeM MPOBEeHHE 10001 MOHOTEpanuu

15 v v

M3-3a3 BbIparKeHHOM reTeporeHHOCTM U HU3KOM pacnpocTpaHEHHOCTM 3ab01eBaHNSA, KOIMYECTBO
KOHTPO/IMPYEMBbIX KNMHUYECKUX UCCNEA0BAHUIA HEBEIMKO, MO3TOMY BCE PEKOMEHAALMM LaHHOTO pasaena
MMEIOT YPOBeEHb AoKazaTenbHocTu llI-IV, C-D
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® CBOCBpPCMCHHAA NWMArHoOCTUKA U JICUCHUC I/IH(i)eKLII/IOHHBIX OCJIOKHCHUM (I/IHOI‘I[a AaXE MpUu
OTCYTCTBHUU KIIMHUYCCKHX ITPHU3HAKOB I/IH(l)eKL[I/IOHHOI‘O nmponecca Ha KO)KC) IMPUBOJUT K
YIYUHICHUIO COCTOAHUA IMALIUCHTA

e 0O0JBIIOE 3HAYEHUE UMEET JICUCHHUE 3y/1a, 3HAUUTEIILHO CHIDKAIOLIETO Ka4eCTBO KU3HHU.
2. Tepanusi nepBoii JUHUH.

Haub6onee 3¢ pexTHBHBIM METOIOM MEPBOIl TMHUU TEPATUU B HACTOSIIEE BPEMS Y
nanueHToB ¢ CC sBgeTcs IKCTpakopnopaibHbiid poTodepes (IKD). [lepen npoBeneHuem
OK® HeoOX0auMO onpeieTuTh UPKyIupyronui ki1oH T-mumdonutos B kpoBu. DK He
[OKa3aH MaleHTaM C MOPaKeHUEM J1/y U BUCLEpaibHbIX opranoB (craauu IVA u IVB).
CeaHchI IPOBOJAT OJMH pa3 B JIeHb B T€UEHHE 2-X JHEH ¢ 4-X HeleTbHBIM EPEPHIBOM.
[IpeumymectBamu MeToaa DK sBISIFOTCS €ro xopoias NEPeHOCUMOCTh OOJIBHBIMU U
OTCYTCTBHE BBIPaKEHHBIX TOOOUHBIX siBIEHUH. [|J11 ycTpaHeHHs OTpULIATEILHOTO
BO3JICHCTBUS Ha OpraHu3M (POTOOKUCICHHBIX MTPOAYKTOB B Mepuoj npoBeaenus hotodepesa
pPEKOMEHIyeTCsl Ha3HauUeHUEe aHTHOKCUIAaHTOB (ToKo(depoia, OeTa-KapoTHUHA, CEIeHA).

HNurepdepon-a (IFN-a) Taxke MOXKET HCIIOJIB30BAThCS KakK IMpernapaTr MEePBOM JTUHUU
st CC, oH apdexTuBeH B Oojiee BBICOKMX A03aX, yeM mpu I'M: 9-18 MU exenHeBHO B
TEYCHHE 3-X MECSIEeB, 3aTeM 3 pa3a B Hejemo. IIpu HemepeHOCHMOCTH BBICOKHX 03
HazHayatoT 3-6 MU exxenHeBHO wiu 3 pa3a B HEZIENIO.

Tepanus HU3KMMH J03amMu MeToTpekcaTa (<100 Mr/Henent0) MOXKET Ha3HAYAThCS Kak
MOHOTEPAIHUs PU OTCYTCTBUHM BO3MOKHOCTEW NMPOBEACHUS APYTHX BUIOB JICUCHHUS.

Buapl koMOMHUPOBaHHON Teparuu, pekoMeHAoBaHHbIe 1iis JieueHus CC, mpuBeeHBI B

Tabimune 1.

Tabmura 1
Butbl KOMOMHUPOBAHHOM TEpAIHH, UCTIOIB3yeMbIe TIpH JieueHrU cuHapoMa Cezapu (Tepamnus

NePBON JTMHHUH)

1)KomOunarms
CHUCTEMHOM Tepanuu Hapy>KHOM Tepanuu
IFN-a ITYBA
MeroTpekcat KopTtukocreponinbie KpemMbl
OK® TOK
IFN-a TOK
2)KomOuHarus
CHUCTEMHOH Teparuu CHUCTEMHOM Teparnuu
OK® IFN-a
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OK® Mertotpekcar

IFN-a MeroTpekcar

ITYBA - ncopanen+ynbrpaduonaeToBoe 00IydeHue cuekrpa A
OK® — skcTpakopriopalibHbIi hoTodepes
TOK — ToTanmpHOE 00ydeHHE KOKHU

3. Tepanusi BTOpOii JUHUM.

Bropas nuHusA Tepanmuu NpUMEHSETCS TMpU OTCYTCTBUM OTBETa Ha JIEUEHHE,
pebpakTepHOM Te4YeHHH 3a00JeBaHUS WJIM €ro MpOrpecCHPOBAHUU, HECMOTpS Ha
MIPOBEJICHHOE JieueHue MepBod JuHMU. BbIOOp mpemapara 3aBHCUT OT BO3pacTa MAlMEHTa,
CTETEeHHU TSHKECTH MOPAKEHUsI KPOBH, OOIIEr0 COMaTHUECKOro CTaTyca U MPEAbLAYIINX BHIOB
JICUYCHUS.

B TCpalnu BTOpOﬁ JIMHUM IIPU JICUCHUU CcC HCIIOJIB3YIOTCA CIICAYIOIIHE ITPCIlapaThl:

1. XnopamOymun (Jleiikepan) B COUETAaHMM C CHCTEMHBIMH TJIFOKOKOPTHUKOCTEPOUIAMU:
xyopaMOynui 2-12 mr/nens + npeaau3onoH 20 Mr/aeHsb.

2. llermnupoBaHHBIA JTUMOCOMAIBHBIN JOKCOPYOUIIMH: BBOAUTCS B no3e 20-30 Mr/M> B/B
Kaxkawle 2-4 Henelu.

3. Huruburopsr rucrongeanerunas (HDACI) (Bopunocrar). HazHauaercst mepopajibHO 1O
400 Mr exemHEBHO [0 JOCTIKEHHUS TOJIHOTO KOHTPOJIsSl (OTCYTCTBHE MPU3HAKOB
JalbHEUIIer0 MPOrPECCUPOBaHUs) WIHM K€ JO TMOSBICHUS MPHU3HAKOB HEMpHUEeMIIEMOU
TOKCUYHOCTH.

4. Temuurtabusn (I'emzap): 1200 MI/M? B 1, 8 u 15 nensp 28-gHeBHOTO MMKIIA (3-6 KYypCcOB).

o

Jeokcukopopmurms (Ilerrocratun): 4-8 Mr/M2/1eHb 3 IHS Kax/bie 28 JHEi.

6. Coueranme ¢aynapabuna (25 mr/M? Kaxapie 3-4 Henenu) u uukinodochamuaa (250
MF/MZ/I[CHL 3 nus 1 pa3 B Mecsn) B TeueHHE 3-6 MECSIEB.

7. AnnoreHHas TpaHCIUIAHTAIMsi KOCTHOTO MO3ra MOXET pacCcMaTpUBaThCsl  Kak

MOTEHIIMAIHFHO BO3MOXKHBIN BUJ JieueHUs y marueHToB ¢ CC ¢ arpecCUBHBIM TEUECHUEM U

orcyTrcTBHEeM () (eKTa OT CTaHJAPTHBIX PEKUMOB TEpPATTHH.

4. TloaaepxuBaiomasi Tepanus

Hapyxupsie u cucremnsie (10-20 Mr mnpenHu30JI0HA/CYT) TIIIOKOKOPTUKOCTEPOUIBI
WCTIONB3YIOTCA B BHJIE mojjepkuBaromieii Tepanuu y namueHtoB ¢ CC. Ilpu mmutensHOM
MPUMEHEHUH UX OTMEHa OOBIYHO acCCOLMHPOBAHA C PELUIUBOM 3a00JIeBaHUS, MOOOYHBIE
3¢ (deKThl BKIIOYAIOT aTpo@uio KOXU (MpU  AJUTEIIBHOM HApPY)KHOM TPUMEHEHHH) U
nojaBiieHue (QPYHKIUM HAANOYEYHUKOB W/WIM OCTeonopo3 (IpuU paclpoCTpaHEHHOM
anIMUIMKAIMKY HApYKHBIX UM JUINTEIIEHOM IPUEME CUCTEMHBIX TTIIOKOKOPTHUKOCTEPOUIOB).
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K nomomHUTENnbHBIM BHIAM Tepanuud OTHOcUTCS Qororepanus: [TYBA-tepamus u

y3koBoJIHOBOE Y DO cniektpa B (311 HM) (cM. rraBy «[ puOOBHIIHBIN MHUKO3Y).

[Ipumenenue nelikadepesa yiydaer pe3ynbTaThl CTaHIAPTHBIX BHUIOB TEpPaAIuH,
YMEHBILAET 3yl U KOJIMYECTBO KJIeTOK Ce3apu B KPOBH.

Toransnoe o6myuenne koxu (TOK) B noze 20-40 I'p pexkomeH10BaHO KOMOMHUPOBATH
C JpyrMMU BUJAaMH CHCTEMHOH Tepalnuu WIM [PUMEHITh KakK MOHOTEpANHI0 C

naJlJIMaTUBHBIMU CIIAMMU.

bonbiioe 3nauenue B BeneHuu nanueHToB ¢ CC mMeeT Tepamus, HalpaBJIEHHas Ha
CHIDKEHHE WHTEHCHBHOCTU 3y/la W Pa3IMYHBIX HeHponatuil (OLIyIIEHWH >XOKEHHS, OOJH,
CTSATUBAHMS KOXH, TNapecte3uid). s yMeHbIIEHHS JTHUX OUIYIIEHWH HCIOIb3YIOTCS
YBIIXHSIOIINE KPEMbl ¥ aHTUTUCTAMHUHHBIC TIpenapatsl. M3BecTHO, uTo Koxa OonpHBIX CC
M30BITOYHO KOJIOHM3MPOBaHA S.aureus, mo3ToMy aHTHUOMOTHKOTEPAIUs MPUBOIUT HE TOJIBKO
K CHIKEHHMIO 3y/a, HO U K YIy4YlEeHUIO0 TeuyeHus 3abosieBanus. [Ipu BbIpakeHHOM 3yJe
PEKOMEHI0BAaHO Ha3HaueHHe ralalleHTUHA — Ipernapara, MCIOJIb3YeMOro Jjs JICYEHUs
Heliporatnyeckux Oonel. Haumnator ¢ nmo3er 900 mr/aenp B 3 mpueMa M TOCTETIEHHO
yBenmuuuBawT 103y A0 3600 wmr/menn. IloGounslii cematuBHBIA 3ddext HO3BOJISIET
MaIeHTaM HOPMaJIn30BaTh HOYHOH coH. [[ns ycunenust cHOTBOpHOTO 3(d(dekra B HOUHOE

BpeMs K Teparuu MOKHO J100aBUTh 7,5-15 Mr MupTaszanvHa H/HOYb.
5. Ompenenenue 3PPeKTUBHOCTH JIeUEeHUS
[Tpu CC nucnonp3yroTcs KpUTEPUH OTBETA Ha JieueHue, npeanoxennsie ISCL, EORTC u

AMEpHUKaHCKUM  KOHCOpIuyMOoM 10 KoxHbIM Jumpomam (USCLC) (cm. TmiaBy
«['prGOBUIHBII MUKO3Y).
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CD30+ aumdponpoaudeparuBHbie 3a001eBaHUA KOKHU: JTUMPOMATOUAHBII namyJie3,
NePBUYHAS AHAIJIACTHYECKAS KPYNHOKJIETOYHAsS TUMPOMA KOKH

I'pynma nepBuunbiXx KoxHBIX CD30+ mumdonpomudepaTnBHbix 3adoneBanuii (JII13)
SBIISICTCS BTOPOM IO 4acTOTE€ BO3HUKHOBEHHS (IOCIIE TPUOOBHIHOTO MHUKO32) M COCTABIISET
25% Bcex mnepBUYHBIX JHUM(oM koxku. OHa mIpeacTaBisgeT coO0OW CHEKTp 3a00JIeBaHUM,
BKIIovaromuil muMdomaronnueid namyie3 (JIull) m nepuunyto anarmactuueckyro CD30+
KpYNHOKJIeTOUHYI0 TuMpomy koxu (AKJIK).

3aboneBaemocts Jlull m AKJIK B wmmpe cocraBmser 0,1-0,2 cmywgas wa 100 000
Hacenenus. Jlull m AKJIK Moryr BO3HHKaTh BO BCEX BO3PACTHBIX KAaTETOPHUAX, CPEAHUU
Bo3pacT nebrota 3aboneBanus ans Jlull 35-45 met, s AKJIK 50-60 ner. CooTHomieHue
3aboneBmux Jull myxuun u sxennwH coctasmuser 1,5:1, AKJIK — 2-3:1.

B GonbmuHCcTBe ciaydaeB JIull xapakrepusyercs XpOHHUECKUM J10OpPOKadeCTBEHHBIM
TEYEHHEM U HE BJIMSET HAa BBDKMBAEMOCTh, OJHAKO ManueHThl ¢ JIull uMmeror BBICOKHUI puCK
pa3BUTHs BTOPUYHBIX KOXHBIX WJIM HOAAJIBHBIX JHUM(pONpoaudepaTUBHbIX 3a00JeBaHUil,
BKJItOYast rpuboBUAHBI Muk03 (I'M), KOXHYI0 WIM HOJAJIBHYIO aHAIUIACTHYECKYIO
KpyImHOKJIeTOUHYI0 JuMpomy u mumdomy XomxkuHa. It Jlull-acconumpoBaHHbIE
muM@ombl pa3BuBaroTcs B 4-25% cnydaeB y manuentoB ¢ Jlull u Moryt mpeamiecTBoBaTh
JIull, BO3HMKATh OJTHOBPEMEHHO C HUM MJIH TIOCJIE €T0 Hadaia, YTO HEOOXOIMMO YUUTHIBATh B
IIPOLIECCE YCTAHOBIJIEHUS AMArHO3a.

AKJIK  Takke xapakTepusyeTcsl ONarompusTHBIM  TPOTHO30M € S-IeTHel
BBDKUBAEMOCTBIO Mexy 76% u 96%.

gnarﬂocn}ma
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Huarnoz CD30+JIII3 ycraHaBnuBaeTcss Ha OCHOBAaHUU KOMIUIEKCHOW OIICHKHU
XapaKTEepHOU KJIMHUYECKOH KapTUHBI 3a00/1eBaHysl, TUCTOJIOTUYECKOTO u

I/IMMYHO(I)CHOTI/IHI/I‘-ICCKOI‘O HUCCICI0BaHUA OHONTAaTOB U3 OYaroB MMOPAKCHUA KOXKHU.

Tabmauua 1
CragupoBaHue MEPBUYHBIX TUMPOM KOKH, OTIHUHBIX 0T [ M/CC, corinacHO peKOMEeHIausIM
ISLE-EORTC

Koxka
T: OauHOYHLIN 3IEMEHT KOKHOU CBIITA
T1a — KOXKHBIN 3JIEMEHT < 5 CM B JUAMETPE
T1p — KOXKHBIMN 2JIEMEHT > 5 CM B THAMETPE
T, OuyaroBoe nopax€eHUe KOXKHU: MHOKECTBEHHBIE BBICHITIAHUS, OTPaHUYEHHbIE | 30HON MIH
JBYMS PSIZIOM PacIoJIOKEHHBIMHU 30HAMU *
T,, — BCe BBICHITIAHUSA pacroiararorcs B 30He < 15 cM B 1uamerpe
Tap - Bce BBICBHITAHUS pacmoaratorcs B 30u€ > 15 cm < 30 cM B quamerpe
Toc — BCe BBICBINIaHUS pacrionararoTcs B 30He > 30 cM B 1uaMeTpe
T; I'eHepann3oBaHHOE NOPAKEHUE KOKHU
T34 — MHOKECTBEHHBIE BBICHITIAHUS, 3aHUMAIOIINE HE PSAJIOM PACIIOI0KEHHBIE 30HbI

T3p — MHOKECTBEHHBIE BBICHIITAHNS, 3aHUMAIOIIHE > 3 30HBI

JIumparuyeckue y3Jbl

No Her yBennuenus nepudepnueckux 1 HEHTPAIbHBIX TUMPATUUECKUX Y3JI0B, UX OUOIICHS
He TpedyeTcs

N; Ilopaxenue 1 rpynnsl nepudepudeckux TMM(PaTUYECKUX Y3JI0B, JPEHUPYIOLUX 00J1acTh
HACTOSIIUX WUJIU MPEAIIECTBYIOINX KOKHBIX BBICHIITAHUIN

N2 Ilopaxkenue 2 niu Oosiee rpymni nepudepruyeckux TuM(paTHIecKuX y3/I0B, WIn
Mopa)keHHe J00BIX nepupepruuecKkux JIMM(aTHIECKUX y3J10B, HE IPEHUPYIOLINX 001acTh
HACTOSAIIUX WUJIH NMPEAIIECTBYIOMNX KOKHBIX BBICHIITAHUIN

N3 IlopakeHue eHTpaibHBIX TUM(ATHIECKUX y3JI0B

BHyTpeHHue opransl

Mo Her BoBneueHUs BHYTPEHHUX OPraHoOB

M1 BoBreueHue BHyTpEHHHX OPraHOB (C YTOYHEHHEM OopraHa U MOp(OI0ruueckum
MO/ITBEPKICHUEM )

Jnst nnarnoctuky JIull ucnonp3yroTcs cnenyromue IMarHoOCTUHYECKUE KPUTEPHH:

1. KnuHu4yeckue KpuTepuu
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® PELMIMBUPYIOLIUE BBICBIIAHMUS CAMOIIPOU3BOJIBHO PA3PEIIAIOIIMXCS CIPYIITUPOBAHHBIX
WIM  JHUCCEMUHUPOBAHHBIX  MaIlyJe3HbIX 3JEMEHTOB  (IIOJ  CaMOIIPOU3BOJIbHBIM
pa3peleHueM OHUMAKOT CIIOHTAHHYIO PErPECCHUI0 KaXKI0I0 MHAMBUAYAJIBHOIO 3JIEMEHTA
B TEYEHHME HEJENIb WIM MECSLEB, HE3aBUCHMO OT IOSIBJICHUS HOBBIX BbICHINaHMii). B
HEKOTOPBIX CIy4asX TMaImyJe3Hble 3JIEMEHThl MOTYT DPa3BHBATbCA B OBICTPO pacTylnue
HEKPOTUUYECKUE $3BBl auaMeTpoM 1-4 cM, KOTOpbIE CaMOCTOSITENIbHO pa3pellaroTcs C
obpazoBanuem pyoua (Jlull tun E).

e B cnyuyae omHoBpemennoro paszsutus JIull m I'M xnmnndeckas xaptuna Jlull Oyner
COIIPOBO’KAATHCS MOSABICHUEM IISITEH, OJISILIEK U Y3J10B (B 3aBUCUMOCTH OT ctaauu ['M)

2. I'mcrosiornyeckue KpUTEPUH

I'mcronornueckue IIPHU3HAKH JIull BapI/Ia6eJ'IBHbI U 3aBHCAT OT CTaAWKU PAa3BUTHA
aJIeMeHTa. Brigenstor 4 THUCTOJOTHYECKHUX noarumna JIull. HCO6XOZ[I/IMO YUUTBIBATH, YTO
pa3HbIC HOATUIIBI MOTYT Ha6J'IIOI[aTBC$I Y OAHOI'0O M TOro K€ IMManueHTa OAHOBPEMCHHO B
Pa3HbIX BBICHIIIAHUAX.

e Jull Tum A (mambosiee YacTO  BCTPCUANOIIMMCSH): JIEPMAJIBbHBIA  OYAroBBIN
«KITMHOOOpa3HbIN» HHPUIBTPAT, COCTOSIIMNA M3 OTIENBHBIX WM CTPYNIHAPOBAHHBIX
CD30+ omyxoneBbIX KJIETOK C TPUMECHI0 MHOTOYHCIIEHHBIX MalbIX JHUM(OIHUTOB,
THECTHUOLIMTOB, HEUTPO(DMITBHBIX M Y03MHO(MMIBHBIX JICHKOIIUTOB

e Jull tun B: smuaepmorponHsiii mHGUIBTpPaT, cocTosmmii u3 atunuuHblx CD30+ wmm
CD30- nuMdonaHbIX KJIETOK MaJlblX U CPEIHUX Pa3MepoB C LepeOpuOPMHBIMU paMu
(rucronornyeckas KapTuHa HarnomuHaeT ['M)

e Jull tun C: cnuBatomuecs nonst CD30+ kpymHbIX aTUMUYHBIX JTUMQOUAHBIX KIETOK,
MPUMECH BOCTIATUTENFHOTO MHPHIbTPaTa HE3HAYNTEIIbHA

e JIull T D: smmnepmoTpornHbiii HHPUIBTPAT, cocTosimuil n3 arununaabix CD8+ nu CD30+
TUMQOUAHBIX KIETOK MalbIX W CpPEeJHUX pa3MepoB (IMCTOJIOTHYECKas KapTHHA
HallOMHHAaeT NEepBUYHYI0  KOXKHYIO  arpeccuBHyr0  snuaepmorponHyro  CD8+
UTOTOKCHYECKYIO T-KIIeTOUHYI0 TuMpOMY)

e JIull Tun E: aHruoueHTpuYecKuii U aHTHOJAECTPYKTUBHBIA MH(OUIBTPAT, COCTOSIIUN U3
atunnuHbix CD8+ (pexxe CD4+) u CD30+ nuMpOUAHBIX KIETOK MalblX, CPEIHHX HU
KPYITHBIX pa3MepOB.

3. UMMyHOrHCTOXMMHYECKHE KPUTEPHH

e B GonmpmmHcTBe ciydaeB CD30+ omyxosneBbie kiteTku 3kcnpeccupyor CD4, pexe MoryT
Habmonarecss CD8+ nimu CD56+ denotuns
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e T-xnerouno-accormupoBannbie aHTHreHbl (CD45R0O) skcnipeccupyroTcst ¢ BapuadenbHOM
norepeit nan-T-kietounbix antureros (CD2, CD3, CD5)

e HeobxomuMo y4uTHIBaTh, YTO KPYIHBIE aTUMU4YHO BeITIsiAsamme CD30+ kieTku MOryT
BCTPEUATHCS MPU PA3IMYHBIX BOCIATUTENBHBIX U HHPEKIIMOHHBIX 3a00JI€BaHUAX

Hnst nuarnoctuku AKJIK ncnonib3yroTes cieayrone 1MarHoCTUYeCKue KpUTEPUU:
1. KiauHu4yeckue KpuTepuun

® COJIUTapHbIE, CTPYIIIMPOBAHHBIC, NI MHOXKECTBEHHBIE BBICHIIIAHUS
e orcyrcTBUe KIMHUYecKuX mpu3HakoB JIull, I'M mmm apyrux T-kieToYHbIX TUME(OM KOXKH

¢ OTCYTCTBHC BHCKOXHBIX O4aroB IIOPAKCHUA

2. T'mcronoruyeckne KpuTepuu:
® TIUIOTHBIM OYaroBeli Wi JIUGQY3HBIH WHOWIBTPAT, COCTOSIIUN W3  KPYIHBIX
IUIEOMOP(HBIX, AHATUTACTUYECKUX KJIETOK MIIM KJIETOK ¢ UMMYHOOIAcTHON Mopdonorueit
e B MHQWIBTPATE MOI'YT OOHAPYKHUBATHCSA CKOIUICHHUS MaJbIX PEAKTUBHBIX JUM(OLMTOB U

903UHO(DHITLHBIX JICHKOITUTOB
3. AMMyHOruCTOXMMHYECKHE KPUTEPHUH:

e okcrpeccusi CD30 nomkHa oOHApYKUBATHCS HE MeHee YeM Ha 75% OmyXO0JIeBBIX KIIETOK

e B OOJIBIIMHCTBE CIIy4aeB OIMyXOJIeBble KIeTKH dKkcnpeccupyror CD4 nnu CD8 anturensl ¢
BapuabenbpHOI moTepeit man-T-kinerounsix anturenos (CD2, CD3, CDS)

e B omianuue oT HopanbHOU Gopmbl npu AKJIK skcnpeccupyercs CLA (HECA-452) u ne
skcrpeccupyercs EMA

e B OoTIMuYME OT HOJaIbHOU (opMmbl 3kcnpeccuss ALK-1 u t(2;5) Tpancimokanusi 0ObIYHO
orcyrcTByroT Iipu AKJIK

CraaupoBaHue M IJIaH 00CJe10BAHUS

CranupoBanue CD30+JII13 mpoBoaUTCS COTNacHO peKOMEHAAUsIM MexayHapoIHOTO
ob1ecTBa 1o JuMpomaM Koxu U EBponelickoil opranuzanuy no U3y4eHHuIo U JICUCHUIO paKa,
KOTOpBIE OBLIN pa3paboTaHbl 11 TUMPOM KOXKH, OTIUYHBIX 0T I'M/cunapoma Cezapu (ISCL-
EORTC staging system for cutaneous lymphomas other than MF/SS) (ta6u. 1).

ITnan o6cnenoBanus nanuentoB ¢ CD30+JII13 BriIroUaer:

1. TmarenwsHBIH cOOp aHAMHE3A
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® pEUUAUBUPYIOIINE BBICHITIAHUS CaMOMPOU3BOJIBHO pa3pelarImxcs
CrpYIIUPOBAHHBIX WM JUCCEMHUHUPOBAHHBIX MAIyJIE3HBIX 3JIeMeHTOB (11st JIull)
® TIPEIIICCTBYIONIME WU CONMYTCTBYIomue JmMdorpoaudepaTuBHble 3a007ICBaHM
(6one3np XopKKIHA, HO/IaIbHAS aHAIIACTHYECKas KPYMHOKIeTouHas tuMdoma, ['M)
e B-cHUMITOMBI (NOBBIIICHHE TeMIepaTypsl Teda > 38°, IPOIMBHEIC HOYHBIE MOTHI,
notepst Beca 6onee 10% 3a nocnegnue 6 MecsiieB)
2. DuBHUKaIBHBIN OCMOTP
® KOJMYECTBO W pa3Mep BBICHIIAHWKA (HaIWMYME TSATEH W OJAIICK YyKa3bIBaeT Ha
BO3MOJKHYIO accoruaiuto ¢ ['M)
e yaeHTU(DUKAINS NAJbIUPYEMbIX JI/Y U OpraHOMeraluu
3. JlabGopatopHble HUCCIIeIOBAHUS
® KJIMHUYECKUN U OMOXMMMYECKUI aHaJIM3bl KpoBH (BKitouas JI/AI')
4, Panuonorndeckoe 00cCiIenoBaHuE
e JIull: pentrenorpadus rpynHoit kierku, Y3U opraHoB OproIIHON MOJIOCTH U MaJIOTO
Ta3a, WM KOMITbIOTepHasi ToMorpadust (s MalMeHTOB ¢ OTCYTCTBUEM YBEIHMYCHHBIX
71/y, TeTaTOCTUICHOMET MK U B-cHMIITOMOB)
e AKIJIK: xommbioTepHass ToMmMorpadusi ¢ KOHTPACTUPOBAaHMEM (IpyAHasl KJIETKa,
OproITHas TI0JIOCTh, MAJIBIHA Ta3).
5. buorncus koxu
® THUCTOJIOTMYECKOE  HUCCIEAOBaHHE,  HWMMYHOTMCTOXMMHUYECKOE  HCCJIEJIOBaHHUE,
BKIIOUarolee cienyrome mapkepel: CD3, CD4, CD5, CD7, CD8, CD20, CD30,
ALK-1, EMA, CLA, CD56, TIA-1, granzim B, perforin)
6. buomcusa n/y: mpu yBenuueHuu > 1,5 cM B IuameTpe W/HMIM TJIOTHOM, HEPAaBHOMEPHOM
KOHCHUCTEHIINH
7. TpenaHoOHOICHS KOCTHOTO MO3Ta
e Jlull: He BoIMONHAETCA
e AKIJIK: BbImonHsIETCA Yy TMAIlMEHTOB C MHOXKECTBEHHBIMU BBICHITAHUSIMU U
MOpaXEHHUEM PETHMOHAPHBIX J1/y

Omnpenesnenne 3¢ GeKTUBHOCTH JIeYeHUS

ISCL, EORTC u AmepukaHCKUM KOHCOPIHYMOM 10 KoXHbIM JIuMdomam (USCLC)
ObUIN TPEAIOKEHBI CIEAYIOIUE KpUTEpUn oTBeTa Ha jedenue npu CD30-+JII13:

1. Koxa

A. JIull:
IHosnas pemuccus (ITP): 100% paspenieHns BbICHITIAaHUI.
Yacruunas pemuccust (UYP): 50%-99% pasperienus BbICHIIaHUI OT UCXOAHOTO YPOBHS,
OTCYTCTBHE HOBBIX 00JIiee KPYITHBIX Y3€IKOBBIX BBICHIMTIAHUHN > 2CM B THaMETpE.
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Cradum3anus 3a0oneBanus: ot <50% ysenmueHust 10 <50% pa3perieHus BbIChITaHNuH
OT CXOJTHOTO YPOBHSI, OTCYTCTBHE HOBBIX 00JI€€ KPYITHBIX Y3€JIKOBBIX BBICHIIIAHUHN > 2CM
B IUaMeTpe.

YTpara orBera: yBeIUMUYEHNE BBICHIIIAHUM OT HauMEHbIIEro ypoBHs Ha 50% MCX0AHOTO
ypOBHS y 00NBHBIX ¢ nocTuraytoi [1P wm YP.

IIporpeccupoBanue 3a00yieBaHMs: TIOSIBJICHWE HOBBIX  Ooyiee  KPYINHBIX U
MIEPCUCTUPYIOLUX Y3€JIKOBBIX BBICBIIAHUNH > 2CM B JHMaMETPEe WM BHEKOXHOE
pacrpocTpaHeHHne 3a00IeBaHusl.

PenuauB: nosiBieHUE KOKHBIX BBICHIIIAHUH Y AI[UEHTOB B COCTOSIHUU MOJIHON peMHUCCUN

3a00JIEBaHUSL.

B: AKJIK:
ITP: 100% pasperieHus: BbICHIIaHUIA.
YP: 50%-99% pa3penieHnsi BBICHIIAHWNA OT HCXOJHOTO YPOBHS, OTCYTCTBHE HOBBIX
Y3JI0B.
Cradniamsanus 3a0oneBanus: oT <25% ysennueHus 10 <50% paspenieHus BHICHITaHUN
OT UCXOJTHOTO YPOBHSI.
IIporpeccupoBanue 3a00JIeBaHM: YBEIIMUCHUE BBIChITIAaHUHN OoJiee ueM Ha 25% oT
MCXOJ/IHOTO YPOBHSI, WJIM YBEJIHMUCHHE BHICHIITAHUI OT HAUMEHBIIETO YpoBHS Ha 50%
HCXOJHOTO YPOBHS y 00JBHBIX ¢ TocTUrHyToil I1P unn YP
PennauB: mosiBJICHNE KOKHBIX BBICHIIAHHUNA y TTAIIIEHTOB B COCTOSTHUH TIOJTHON PEMHUCCHU

3a00/I€BaHUS.

2. Jlumbartnyeckue y3Ibl

IIP: Bce numdaTtudeckue y3ael <1,5 cM B HauOoOJIbIIEM TUAMETPE WJIM TUCTOJIOTHYECKU
HeratuBHble. Kpome Toro, naum@aTruyeckue Y3ibl, KOTOpPble Ha MOMEHT IOCTaHOBKHU
nuarfo3za ObUM MeHee 1,5 ¢M M NpU 3TOM TUCTOJOTHYECKH ITO3UTUBHBI, JTOJIKHBI
YMEHBIINUTHCA 0 | ¢M MM OBITh THCTOJIOIMYECKH HEraTHBHBIMHU.

YP: kymynsatuBHoe cHuxkenue >50% CIIP (cymma npousBeneHuN MaKCHMalbHOIO
MIPOJIOJIBHOTO pa3sMepa X MAaKCHUMAaJbHBIM MOIEPEYHBIM pa3Mep Ka)JA0ro MOpaX€HHOTO
7/y) ¥ OTCYTCTBHE HOBBIX J1/y >1,5 cM B nuamerpe Mo IJIWHHOM OCH uiau >1 cMm 1o
KOpPOTKOH OCH

Crabomam3anuss  3a0oneBaHus: oTcyrcTBue KpurepueB ana I[P wmw YP wu
IporpeccupoBaHus 3a00J1eBaHuUs

IIporpeccupoBanne 3a0oneBanus: noseimenue >50% CIIP ot ncxoaHsix pa3mepos 1/y,
WU HOBBIX JI/y >1,5 cM B IuamMeTrpe Mo JJIWHHON OCH WIH >1 CM 10 KOPOTKOW OCH, WIIH
orcytcTBue oTBeTa: yBenuuenue CIIP na >50% ot Husmiero ypoBHs y nanueHTos B UP
Peuuaus: nosiBiieHuEe HOBBIX TMCTOJOTHYECKH JIOKa3aHHBIX J/y >1,5 ¢cM B HauOoJjbIIeM

JTMaMeTpe y nanueHTos ¢ [1P

3. BucnepajibHEIE OpraHbl
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IIP: orcyrcTBuE yBeIMUYEHHs oOpraHa nHpu (U3MKAIBHOM OCMOTPE U OTCYTCTBHUE
MATOJIOTMYECKHX M3MEHEHUl mpu ToMorpaduu, OHOICHS JIOOBIX HOBBIX OYaros,
MOSIBUBILUXCS TIOCJIE JICYCHHUS, AJIS1 HCKITIOYCHUS JTUM(POMBI.

YP: >50% perpeccuu 0o4aroB INEYEHHU, CEIE3EHKU WIN IPYrUX U3HAYAJIBHO IOPAXKEHHBIX
opraHax Impud BO3MOXHOCTH m3MepuTh 00beM mnopaxkenus (CIIP), orcyrcTBue
YBEJIMUEHUS OpTraHa B pa3MepPax U BOBJIEUYEHHUS HOBBIX OPIaHOB

Craduim3anus 3a0oneBanus: orcyrcTBue kpurepues ais [1P, UP u nmporpeccupoBanms
3aboJieBaHUs

IIporpeccupoBanune 3aboneBanusi: >50% yBenWYeHUs oOpraHa B pa3Mmepe, WIH
[IOpaXKEHUE HOBOI'O OpraHa, WM oTcyrctBue oreera: ysenmdeHue CIIP na >50% ot
HHU3ILIETO YPOBHA y IManueHToB B YP

Peunaus: BoBiieueHNE HOBOTO OpraHa y rnauueHros ¢ [1P

Ha macrosmmii MOMEHT oOCTaeTcs HEPa3pelIeHHBIM BONPOC, MOryT au mnpu Jlull
IOpaxaTbCsl nly U BUCLIEpAJIbHBIE OpraHbl. BozHukHOBEHHE CD30+
auM¢onponpepaTUBHOIO Tpolecca B J/y M BHCLHEPAIbHBIX OpraHax PpPEKOMEHJIOBAHO
pacueHuBaTh ~ Kak  accouumupoBaHHyro ¢ Jlull  BTOpHYHYIO  aHAIIACTHYECKYIO
KPYIHOKJIETOYHYIO TUM(pOMY.

Jleuenne JIull'®

JleueOHas TAaKTHKA

[IpoBenennsie uccnenoBanus 3GPpeKTUBHOCTH pa3HbIX BUIOB JeueHus JIull mokasanwy,
YTO Ha HACTOSIIIMA MOMEHT HE CYILIECTBYET Tepaluu, CIIOCOOHOM H3MEHUTh TeueHue
3a00JIeBaHUs WJIM NPEJOTBPAaTUTh BO3HHKHOBeHHE JIull-acconuupoBaHHBIX BTOPHYHBIX
auM(poM, TMOATOMY TaKTHKa BO3AEpKAaHMS OT AKTUBHBIX TEPaleBTUYECKUX BO3JEHCTBUI

SABJISIECTCA HpGHHOqTHTeHBHOﬁ.

VYuuteiBas npekpacHslid MporHo3 JIull u BRICOKYIO 4acTOTy pPELUAMBOB MPAKTUYECKU
nocJje Jiro0oro BUJa Tepanuy OOJIBIIMHCTBY MAIMEHTOB MPEUIaraeTcs TaKTHKa «HaOIoAal 1

KN,

Tepanus, penuauBbl U NocjaeaAyoIIee HAOII0IeHHE

JUis  nedyeHHs  MAllMEHTOB C  MHOTOYMCIEHHBIMH W JMCCEMHUHHPOBAHHBIMU
BBICBHINIAHUSAMU C HAWIyYIIMMH pe3yinbTratamMu npumensercs IIYBA-tepanus (cMm. riaBy
«['prbOBUAHBIN MUKO3») U JIEYEHHE HU3KUMU J03aMu MeToTpekcara (5-30 mr/uenento, ¢ 1-4-

HeZenbHbIMU niepepbiBaMi). O0a BUJ1a Tepaluy BhI3bIBAIOT CHU)KEHHUE KOJIMYECTBA U OBICTpOE

16 v v

M3-3a3 BbIparKeHHOM reTeporeHHOCTM U HU3KOM pacnpocTpaHEHHOCTM 3ab01eBaHNSA, KOIMYECTBO
KOHTPO/IMPYEMBbIX KNMHUYECKUX UCCNEA0BAHUIA HEBEIMKO, MO3TOMY BCE PEKOMEHAALMM LaHHOTO pasaena
MMEIOT YPOBeHb AoKazaTenbHocTwu IlI-IV, C-D
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paspelieHrie BBICHITIAHUNA y OOJIBIIMHCTBA MALMEHTOB, HO IOJHAS PEMUCCHUS JOCTUTACTCS
penKo, Mmocie MPeKpaieHus JIeUeHUs (UM CHIDKEHUS J103b1) OBICTPO BO3HUKAIOT PELUAMBEI.
N3-3a cknonHoctu Jlull K penuanBUpOBaHMIO MOKET IMOTPeOOBATHCS MOIACPKUBAIOLIAS
Tepanusl A7 KOHTPOJs TeueHHs 3aboneBaHus. llpu 3TOM HEOOXOJMMO YYUTHIBATh, UTO
utenbHoe npuMmeHeHue IIYBA-tepanum MOXKET NpHUBECTH K IOBBILIEHHOMY PHUCKY
BO3HUKHOBEHUS paKa KO’KH, METOTpEKcaTa — K pa3BUTHIO (hrOpo3a MevyeHu.

VY NauMeHToB € y3€JIKOBBIMHU BBICHIIIAHUSAMM > 2CM B AMAMETPE, HE pa3pellatonuXcs B
TEYCHUE HECKOJIbKMX MECSLEB, MOXKET BBIIOJIHATHCA XUPYPrUYECKOE YJAJICHUE JIEMEHTOB
WM JIOKAJIbHAS JTy4eBas Tepanus Kak aJbTepHATUBHBIA MOIXO0Jl BMECTO TAKTUKH «HAOIIOal

u XKIau».

JUinTenbHOE MEPCUCTUPOBAHME Y3EJIKOBBIX BBICHIIAHUN > 2cM B jauameTrpe 0e3
OTCYTCTBHSI MX CaMOCTOSITENIHOTO pa3pelieHusi TpeOyeT MpOBEACHUS MOBTOPHOW OHMOIICHH

KOXH JIJIS1 UICKJIFOUEHHUSI BTOPUYHON aHAIIaCTUYECKON KPYIMHOKIETOYHON JTUM(OMBI.

ITamuents!l ¢ JIull noJDKHBI OBITH IO HAOIIOAEHHUEM B TEYEHHE BCEU XM3HU H3-3a
pHICKa pa3BUTHUS Y HUX BTOPUYHBIX JuMponponudepaTHBHBIX 3a00ieBanuil (4-25% cirydaen)
JaXe 4Yepe3 HECKOJIbKO JecATuieTud mnocne Havana Jlull m mpu OTCYyTCTBHMM KOJKHBIX
Boichinanuil JIull. PekoMeH10BaHbI €XKEroHbIe OCMOTPBI C MPOBEIECHUEM PEHTTeHOTrpadumn
rpynHoit kineTku 1 Y3U opranoB OproIIHON MOJOCTH U MaJIoro Tasa.

Jleuenne AKJIK

Benenne mnaummentoB ¢ AKJIK 3aBucuT OT pa3Mepa, KOJIMYECTBA U CTENEHU
pacupoCTpaHEHHsT KOXHBIX BBICBIIIAHUM W HAIWYUSA BHEKOXXHOTO  PACIPOCTPAHECHUS

3a00/I€BaHUS.

1. Jnsa AKJIK ¢ comuTapHbIMH WIHM CIpYNIHUPOBAHHBIMU BBICHIIAHUSIMH XUPYPTHYECKOE
yAaJeHue WM JydeBas Tepanusl sSBISI0TCA NPEAIOoYNTaeMbIM JedeHreM NepBoi JTUHUH
¢ noctmwkennem [P B 95% cnyuaeB. PeruauBel BozHukaioT y 40% mManueHToOB C
OJIMHAKOBOI 4acTOTOW mociie 06oux BUIOB JeyeHHs. llpu penuauBax, orpaHMYEHHBIX
KOXel, He HaOirofaercs yXyALIEHUS NPOTHO3a, U OHM He TpeOYyIT APYTrUX BHJIOB
JICUYEHUS.

2. s AKJIK ¢ MHOXECTBEHHBIMH pPacCHpOCTPAHEHHBIMU BBICHITIAHUSAMH PEKOMEHIOBAHO
JiedeHre HU3KUMH J03aMU MeToTpekcata (5-25 mg B Henenmto), mpu oTcyTcTBuH 3ddekra
MO>KHO KOMOWHHPOBATH JIEUEHUE C UHTEPPEPOHOM-l.

s AKJIK ¢ BHEKOXKHBIM pacrpoCTpaHEHHEM PEKOMEH I0BaHa MOJIMXUMHUOTEpanus,

Haunboee yacto npumensiercs pesxkum CHOP.

17 v v

M3-3a3 BbIparKeHHOM reTeporeHHOCTM U HU3KOM pacnpocTpaHEHHOCTM 3ab01eBaHNSA, KOIMYECTBO
KOHTPO/IMPYEMBbIX KNMHUYECKUX UCCNEA0BAHUIA HEBEIMKO, MO3TOMY BCE PEKOMEHAALMM LaHHOTO pasaena
MMEIOT YPOBeHb AoKazaTenbHocTwu IlI-IV, C-D
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Hexomxkunnckue mumdpomsl y BUH-unpuupoBaHHbIX 00J1bHBIX

DNUAEMHOJIOTUS

Y  BUY-uHQUIMPOBAHHBIX MAlMEHTOB JUMQPOMBI COCTaBIAIOT 6-18% oOT Beex
BTOpUYHBIX 3a0o0neBanuil. JIumdpomsr npu BUY npenmyiiecTBEHHO BCTPEYAOTCs Y MOJIOJIBIX
MAlMEeHTOB, Yalle y MyX4uH. B OoibIIMHCTBE cly4yaeB JUArHOCTHPYIOTCSl arpecCUBHbIE B-
Kkierounbsle JuMmbomsl: auddy3nas B-kpynHokierounas aumpoma (JIBKJI), mmmdoma
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bepkutra, mnepBuuyHas sauM(pOMa CEpPO3HBIX TMOJOCTeH M TUIa3MoOnacTHas JuMpoma.
Jloctarouno yacto Habmogar0Tes tuMpoma XomxkuHa, nepsuynas muMpoma [THC.

B 70-90% cnydaeB BBISBISIOT TeHEpaTU30BaHHBIC cTaguu 3a0oneBanus. Hambomnee
4acTO IOPAXKAIOTCA HSKCTPAaHOAAJIbHbIE OpraHbl (KemyaouHo-kuumieuHeld Tpakt, ILHC,
[I€YEHb), XapaKTEPHO BOBJIEYEHHE B OIYXOJIEBBIM IIpoLlecC KOCTHOTO Mo3ra. M3 npyrux
9KCTPAHOJAJIbHBIX OPraHOB HEPEIKO IOPAXKAOTCsl POTOBAs IMOJOCTh, YENIOCTH, IUIEBPA,
SWYKH, MOJIOYHBIE KeJNe3bl, JieTkue, Koxa. llepudepudeckne auMQOy3iibl BOBIEKAIOTCS B
OITYXOJIEBBII IIPOLIECC B MIOJIOBUHE BCEX CIIy4YacB.

QHaFHOCTHKa

1. Kpurtepum ycTaHOBJICHHS IMAarHO3a, CTAIMPOBAHHE

Huaruo3 numdomsel y BUY-uHGUIMPOBaHHBIX MALIMEHTOB YCTAHABIUBACTCS TI0 TEM K
KpuTepusiM, 4ro u y HeuH(puuupoBanubix BHY OompHbeix. Cragus 3a0oieBaHus
ONpe/AENsAeTCS Ha OCHOBAaHUU MPUHATOM Uil JAHHOTO BapuaHTa JUM(QOMBI CHCTEMBI
cranupoBanus (Ann Arbor mms JBKKJI, Murphy mis numdomsr bepkurra u T.1.).
DopMyIMpPOBKA AMArHO3a, KPOME CTAHAAPTHOTO PAa3BEPHYTOro AMArHO3a JUM(OMBI, TOJIKHA
BKJItoYaTh B cebs craguun BUY-undexuunm c ykxaszanuem konumdectBa CD4, BupycHoit
Harpys3ky, Hajnuuue comyTcrBymomero remarura B w/mnu C (¢ ompeneneHueM BHPYCHOM
Harpy3kd M TeHOTHIa), MH(OPMALMI0O O BHICOKOAKTUBHOM AHTHUPETPOBUPYCHOW Tepanmuu
(BAAPT).

2. O0caenoBanue

I[Tomumo  crangapTHOro  oOcienoBaHusl  OOJBHBIX  JTUMQOINPOIUPEPATUBHBIMU
3a0oneBanusaMy, BUY-uHpuupoBaHHBIM OOJIBHBIM CIIEIYET BBINOJHATH CIEAYIOLINE
UCCIICIOBAHMUS:

1. Ilpu cbope anamHe3a HEOOXOAMMO y3HaTh, KaK JIOJIFO MAallMEeHT MpeOblBaj B TpyIIe
pHUCKa (HEe3alUIIEHHbIE MOJIOBblE KOHTAKTHI, TI'PYNIOBOE YHNOTpeOIeHUE BHYTPUBEHHBIX
HapKOTUKOB). YTOYHSETCS JaTa TEpPBOTO IOJOKUTEIRHOTO aHanum3a Ha aHTu-BUY
aHTUTENa C TIOJATBEPXKICHHEM B HMMMYHO-050Te, KoiumdectBo CD4 mmumdbonuToB u
BUpycHOU Harpy3ku B IIIIP, nuHamuka >TMX mokasarened mo rogam, Hadano BAAPT,
npenapaThl, 3()QEeKTUBHOCTH Tepamnuu, jaara nocieaHero aHanusza Ha CD4 u BupycHas
Harpyska.

2. OneHka CTENeHH PacCTPONCTB B KOTHUTHBHO-MHECTHYECKOW (peub, IaMsATh, THO3MC,
MPaKCUC, BHUMaHUE) U NICUXUUYECKOI cepax.

3. OcMOTp BCEX KOXHBIX TOKPOBOB W CIIM3HMCTBIX, BKIFOYAs IOAOIIBEI HOT, C IIEIBIO
BBISIBJICHMSI 2JIEMEHTOB CapKOMbI Kamommu, Mpu3HakoB UMEIOLIETOCS WU NIEPEHECECHHOTO
repreca, THOHMHO-BOCHAJINTENBbHBIX IOPAKCHUH KOXKM M MATKHX TKaHEHM B MecTax
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MHBEKIIMY HAPKOTUYECKUX MpEnapaToB, BKIOYAs JIOKTEBBIC CTUOBI, KHUCTH PYK, aXOBBIE
obmnacTH, mero, sroguisl U 6€apa. OCMOTp MOJOCTH pTa MO3BOJISET BHISIBUTH KaHIUIO3,
3JIEMEHTHI capKkoMbl Kamomm BosocaTyro JEHKOMIAKUI0, MPU3HAKH JTUM(POMBI MOJIOCTH
pra u ma3yx Hoca. OcCMarpuBalOT CIHM3HUCThIE OOOJOYKM TEHUTAIMA U aHyca,
NepUaHabHYI0 00JIACTh C IENIbI0 BBIBICHHUS OCTPOKOHEYHBIX KOHIMJIOM, BBI3BIBAEMBIX
BHPYCOM TAaNWJIOMbl YelOBeKa, TIEPBUYHBIX MpOsBICHUN cuduimca. [nasHoe aHO
OCMAaTpUBAIOT C ILIEJIbI0 HCKIIOYEHHUS LIUTOMETAJIOBUPYCHOIO PETHHMTA. VIKTEpUYHOCTH
CKJIEp CBUJETEIBCTBYET O TEKYILIEM I€lIaTUTE, LUPPO3E MEUEHHU.

4. Onmnpenenenne komumuectBa CD4 u CD8 B KpoBM METOJOM NPOTOYHOW LIMTOMETPHUHU.
Omnpenenenue BupycHoi Harpysku metojaom [1LP: PHK BUY B ceiBopoTke kpoBu, JHK
BUY B mononykneapax kpoBu; /IHK remarura C c ompenenenuem renorumna, JJHK
renatuta B, JIHK mapsaBupyca B19, 1IMB, Onmreitn-bapp u HHV8 npu capxome
Kanomm.

5. Ompenenenue a-peronporenna(ADII) u B-xopuonudeckoro ropmona genoseka (B-XI'H)
JUI MCKJIFOYEHUS BHETOHA/JHBIX T'€PMHHOICHHBIX OIyXOJIEH CPEIOCTEHHS] U T'OJIOBHOIO
Mo3ra.

6. KoHcynpramus ruHeKoI0ra BCeM MaIMEeHTKaM; KOHCYJIbTAlHs ypOJIora U MPOKTOJIOTa 110
[IOKa3aHUsAM

7. Koncynpramus opraisMomora

8. IIpoBenenue momOanpHOM myHKIHH B ciaydasx jduMpomsl [THC, mumpomsr bepkurra u
JIBKJL.

B nedyenun OGOJIBHOTO JOJKEH y4yacTBOBAaTh Bpau-MH(PEKLIMOHHUCT, KOTOPBIM LIETUKOM
OTBEYAET 3a JMArHOCTUKY U cTaaupoBanue BUY-undeknuu, a taxke HazHaueHue BAAPT,
KOTOpYI0 O0JIbHOM MPUHUMAET HENPEPHIBHO.

Brisrnenne mumdomsl Ha pore BUY sBnsiercsa mokazanuem aiisi HazHadeHuss BAAPT
BHE 3aBHCUMOCTH OT KosnndectBa CD4 num@ouunTos.

ITo mokazanmsam MOTYT OLITH H€O6XO)II/IMI)I KOHCYJIbTalMM HEBPOJIOra, Irncuxuvarpa u
HapKoJIora.

Jleuenue

Boi6op [1XT 3aBUCUT OT MMMYHOTUCTOXMMHUYECKOTO BapUaHTa TUM(GOMBI U COCTOSIHUS
6oipHOr0. B OOnbBIIMHCTBE CilydaeB MNpPEANOYTUTENbHbIE peXuMbl JiedeHuss BUHY-
MH(ULIMPOBAHHBIX OOJBHBIX KaK B MEPBOM JIMHUU, TaK U IPHU PELMIMNBAX HE OTIUYAIOTCS OT
CTaHJAPTHBIX PEXKUMOB, PEKOMEHIYEeMbIX  JJisi JaHHOro BapuaHta JnuMmdomsl. [Ipu
arpeccUBHBIX JMM(OMaXx y COMATUYECKH COXPAaHHBIX OOJBHBIX OTAAETCS MNPEANOYTEHUE
0ojiee MHTEHCHUBHBIM Iporpammam Jjeudenus. [lpu JIb mpoBonar nedeHue mo mporpammam
CODOX-M/IVAC (modified)+R, R-Hyper-CVAD, JIb-M-04+R, R-DA-EPOCH, R-CDE,
SC-EPOCH-RR. JIns mmasmoOmactHoit mumdpomel  [IXT mo mnporpamme CHOP
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Manod(dexTuBHa; Hambosiee 1ENecOOOpPa3HBIMU  SBJISETCS  HCIOJIB30BAHUE PEKUMOB
CODOX-M/IVAC (momudurmupoBannsiii), Hyper-CVAD, DA-EPOCH. Ilpu JABKKII,
auM@oMe CEepo3HBIX MOJOCTeH, auMdome, acconuupoBaHHOW ¢ Oomne3Hbio Kactiemana
NPEeaNoYTUTEIbHA HMMYyHOXUMHOTepanus 1o mnporpamme  R-DA-EPOCH, Bo3moxxHO
npoBeaenue Kypcos mo nporokoijam R-CHOP, R-CDE. Bcem 6onbuabiv npu  JIBKKIIL, JIb
MPOBOJAT MPOPMIAKTUKY HEHPOICHKEMHHM HHTPATEKAIbHBIM BBEACHUEM TPEX MpenapaToB
(murapabun 30 mr, metorpekcar 15 mr, aexcamerason 4 mr) 1 pa3 B kypc./luarHoctuka u
neuenne nepsuyHbX TuMpom [THC y BUY-unpunpoBaHHBIX OOJIBHBIX OCYLIECTBISETCS MO
CTaHJApTHBIM MPOTOKOJaM Tepanuu nepsuyHbX JuMpom [THC (TVILIHC).

[lokazanust K mnpuMeHeHWI0 purykcumaba y BUWY-uHGUIHMPOBAaHHBIX OONBHBIX
OTIPE/ICIISAIOTCS B 3aBHCHMOCTH OT KojmdecTtBa y OonpHOro CD4+ kieTok: mpu HaIMYuu
6omnee 100 CD4+ keTOK B MKJI PHCK Pa3BUTHs HEXEJIATEIbHBIX SBICHUN HE yBEIHYEH, YTO
MO3BOJISIET WCIOJIB30BaTh MMMYHOXHMHUOTepanuio. [Ipu cHmxkenun ypoBHsi CD4+ xierok
<100/mMK1 puTyKcuMad BBOJUTH HE PEKOMEHAYETCS B CBS3H C YBEIMYECHUEM PHCKA Pa3BHTHUS

MH()EKIIMOHHBIX OCJIOKHEHUH U BRICOKOW JICTATbHOCTHIO.

Hannaue MapKépOB rermatuta B sgBusgercs IIPOTHUBOIIOKA3aHWEM JJIs1I HAa3HAYCHUA

puTykcumaoa.

[Ipu couetanun TyOepkynésa, numpomsl 1 BUU-undexnun naznauenne BAAPT no
HayaJa JieueHus TyOepKyse3a MOKET MPUBECTH K 000CTpeHHIo TyOepKye3a. B cBsa3u ¢ atum
B TaKOW KJIMHMYECKOH CUTYyallUU JIEYeHHE HAUMHAIOT C MPOTHUBOTYOEPKYJIE3HON Tepamnuu, a
3aTeM Kak MOXHO ObicTpee (B mepBble 8 Hezenb JiedeHus) HazHadaroT BAAPT. Cnenyer
MIOMHHTB O TOM, 4TO IpH uucie tuMmdpounutoB CD4+ menee 50 kn./mxn BAAPT nasnauarot B
TEUEHHE MEPBBIX 2 HEAeIb MocJe Hayajla JiedeHus TyOepkynesa. Bo Bpems mposeneHus
kypcoB IIXT pekomennyercs perymsspHoe BbmmogHeHne KT rpygHoi mnomoctd it
HCKJIIOUEHUS IPOTPECCUPOBAHMSI UM 000CTPEHUSI TYOEpKYyI€3a.
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Hexopxkunckue auM¢pomsbl y 60JbHBIX, HHGUUHMPOBAHHBIX BUpycamu renatura B u C

B mocnennue necsatwietus cobpaH Oomnbiioi 06beM uHOpManmmu 00 accoruanuu
BupycoB renatuta B u C ¢ numdomamu. Accouumanyst MexIy BUPYCHbIM renatutoM C u
HEXO/DKKUHCKUMH JTUM(pOMaMH MOJATBEpXkAeHA OOJBIIMM KOJIMYECTBOM HuccienoBaHuid. Ilo
JaHHBIM MeTaaHalln3a, WHQUIMpoBaHUEe BUpycoM renatuta C yBEITMYMBACT PUCK PA3BHUTHUS
mumoomsl B 2-2,5 pasza. Haubonee pacnpocrpanenHsiM BapuantoMm HCV-acconumpoBanHoOiM
TUMQOMBI SBISIETCS JTUM(POMa MAapPTUHAIBHOW 30HBI, OJHAKO CYIIECTBYET PHCK Pa3BUTHS
JPYTUX paclpocTpaHeHHbIX BapuaHToB tumdpom: IBKII, OJI, XJIJI.

Accommanus BHPYCHOTO TemaTuTta B ¢ pasnuuHbIMH BapuaHTamMHu JHM(OMBI Ha
CETOJHAIIHUN JIeHb HW3y4YeHa MeHbIne. MeTa-aHanu3, BKIIOYMBIINN 12 ucciaeqoBaHUM,
nokasain yeenuueHnue pucka pazsutusg HXJI y HBV-undunupoBannubix 60apHBIX B 2,5 pasa.
OpHaKo 3T 1aHHbIE HE YYUTHIBAIOT O0JIbHBIX OKKYJIbTHBIM (HBSAg-HeraTuBHbIM) BUPYCHBIM
renatutoM B. ¥V HBSAQ-no3utuBHbIX OONBHBIX YBEIUUYUBAETCS PUCK PA3BUTHS arpPECCUBHBIX
B-kimerounsix JmMdoM 1O CcpaBHeHHIO ¢ oO0mieid mnomyisimuei. I[lpm 3TOoM pasBuTHE
dbomnmukynsipaot  nmumdomsl,  T-kmetounbix  auMmdom, auMdombl  XOIKKHMHA U

MHOXECTBEHHOM MHEJIOMBI HE BO3pacTacrT.

PeakTuBanusi BUpYCHOro remarurta, MHAYLHUMPOBAaHHAs XHMMUOTepanueil, HaOmogaercs
3HAYUTENIBHO dYalle NMpu HHQUIMPOBAHMM BUPYCOM rematuta B, peako BcTpewaercs npu
HCV-undexmm, 1 MOXET MPUBECTU K PA3BUTHIO TIEYCHOYHON HETOCTATOYHOCTH y OOJIBHBIX
auM(OMOH B INpoLecce XUMUOTEPANUU WM IOCIE €€ 3aBeplIeHHs. JTO OOCTOSATENILCTBO
TpeOyeT crenuanbHOro MOJAXO0Ja K JIEYEHHIO JIMM(OM y NalUeHTOB, WH(UIMPOBAHHBIX
BuUpycamu renaruta B i C.

1. Jleuenue HXJI y 00abHBIX XpoHHUYecKHM rematurom C

Y namuentoB ¢ BbIIBIeHHBIMM aHThTenamu Kk HCV, crmenyer omnpenensts
koimgectBeHHOe coaepxkanne HCV PHK meromgom ITL[P, XOTs HET JaHHBIX O CBS3H MEXKIY
BHPYCHOM Harpy3koit u ucxoaom yieuenus HXJI. ¥V manuenTos ¢ nmonoxurensnoit HCV PHK
U OTKJIOHEHUSMHU JabOpaTOpHBIX IMOKa3arened (YHKIUU IMEYeHH [0 JedeHUs (0COOEHHO
BBICOKOJIO3HOM XUMHUOTEpANNH) HEOOXOIUMO TPOBECTH OHONCHIO TI€UYEHU U ONpEeAeTUTh
CTENeHb AaKTUBHOCTH Te€NaTuTa, cTaauio ¢pudpo3a, a TakKe UCKIIOYUTH APYTUe MPUUUHBI

MMOpaXXCHUA IMCUYCHU.

Y OonbHBIX JTUM(OMON MaprUHAIBHOW 30HBI CEJIE3€HKH, aCCOIMUPOBAHHOM C
renatutoM C, MPOTUBOOIYXOJIEBBI 3(P(PEeKT MOXKeT ObITh JOCTUTHYT MPU MPOBEICHUU
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TOJILKO TPOTUBOBHPYCHOM Tepanuu. B 3Toil rpynmne OONBHBIX B KayecTBE WHIYKIIMOHHOW

Tepanuy MOKET ObITh Ha3HauUeH UHTEp(HEpOoH-0 O€3 100aBICHUS XUMUOTEPATTUH.

Jleuenne OonpHBIX Apyrumu Bapuantamu HXJI, mapummpoBanusix HCV, nomxHO
MIPOBOJIUTHCS B COOTBETCTBUU C PEKOMEHJIAIMSIMHU IO JICYEHUIO COOTBETCTBYIOIIETO BapHaHTa
TUMQOMBI, ¥ BKJIIOYaTh UMMYHOXUMHOTEpanuio. [IpoTHBOBUpYCHOE JIeUeHHE, BKIIOYAIOIICe
uHTephepoH anbpa W puOaBUPUH, HEOOXOAWMO HA3HAYUTH OJHOBPEMEHHO WIIHM TIOCIE

3aBCPUICHUS MTPOTrpaMMbI JICUCHU A JII/IM(bOMBI.

CymiecTByIOT AaHHBIE, 4TO y Oo0yibHBIX, MHpuIupoBanHbix HCV u momywarommux
MMMYHOXHUMHOTEPAIHIO, TOBBIIICH PUCK Pa3BUTHS IMEUYECHOYHOH TOKCHYHOCTH. Kpome Toro,
MIPOTHBOOITYXO0JIEBOE JICUCHNE MOXKET NMPUBECTU K aKTUBAIIUH TeraTuTa. B c¢Bs3m ¢ 3THM nipn
MPOBEJICHUU XUMHOTEpAMKA TI0KAa3aHO CTPOTO€ MOHUTOPHPOBAaHUE (HYHKIIMOHAIEHOTO
COCTOSIHUSI TICUYEHH, a TAKXKE PEryIIIPHOE UCCIIEOBAaHNE KOJMYECTBEHHOTO coaepkanust HCV
PHK ¢ nomomipto IILIP 1151 KOHTpOs BUPYCHOM Harpy3ku. MOHUTOPUHI OMOXUMHYECKHUX
roKaszaresiei KpOBHM M BUPYCHOM Harpy3kd HEOOXOAMMO MPOJOJKATH B TEYEHUE 6 MECSIEB
Mocje 3aBEpIICHHs] MPOTHBOOITYXOJIEBOTO JIEYCHHUS, T.K. OJHUM H3 BAXKHBIX (PaKTOPOB

PCaKTUBALIUU I'CIIATUTA MOXKET OBITH BOCCTAHOBIICHHE I/IMMyHHOI\/JI CHUCTCEMBI.

bompaBEIM XPOHHUYCCKUM I'CIIATUTOM C ne IMIPOTHUBOIIOKAa3aHa TpaHCIIaHTallusA KOCTHOT'O
MO3ra, OJHAKO OHa MOXET OBITh accouMupoBaHa C Oojee BBICOKON YacTOTOM pa3sBHTHUS
BEHO3HBIX TpPOMOO030B, OCOOCHHO Yy OOJBHBIX LHppo3oM redeHu. llocie mnpoBeaeHUs
TpaHCIUIaHTAlUU Y OOJILHBIX C XPOHUYCCKUM TI'CIIATUTOM C YBCINYHUBACTCA PUCK PA3BUTHA

[UPpO3a IEYCHN.

2. Jleuenne HXJI y 601bHBIX XPOHHYECKHM renaTurom B

PeaktuBanus renatuta B BcTpedyaercs y O01IbHBIX, MOTYYAOIIUX XUMUOTEPANTUIO C WU
0e3 purykcumaba, a Takke y OOJIbHBIX, MOJYYalOUIMX MOHOTEpANHI0 PUTYKCUMaOOM.
Pesynbrarom peaktuBanmu rematuta B Moryt ObITh pa3BuTHE €ro (QyJIbMHUHAHTHOW (hOPMBI,
MEYEHOYHO-KJIETOYHON HEOCTaTOUYHOCTH U JlaXke cMepTh OoibHOro. MenuaHa BpeMeHU N0
peakTuBaluu remnatuta B nmocne Hadana npuMeHeHUs putykcumaba coctasiser 4 mecsia. [1o
JAHHBIM TPOCMEKTUBHBIX HccieAoBaHul, y HBSAg-O3UTUBHBIX OOJIBHBIX, MOTYYAOIIMX
XUMHOTEPANNIo, peakTUBallusl renarura pasBuBaercs B 67% cnydaeB. [lpu npumeneHuun
putykcumaba, a takxke BIAXT c ayro-TI'CK puck peaktuBanuu rematura yBeITHYUBAETCS.
Hpyrumu akropamMu pucka peakTHBAIMK renaTura B sBisioTcs Moo10il Bo3pacT, My»KCKOH
IIOJI, BBICOKAs BHUPYCHAas Harpy3ka JI0 Hadaja JIEYEHUS M IPOJOJDKUTENIbHAS
MMMYHOCYTIPECCHSL.

PeaKTI/IBaIII/ISI remnatura B XapaKTEPU3YCTCA BBIABICHUEM W/WINM TIOBBIIIEHUEM B
ceiBopoTke KpoBH ypoBHs HBV JIHK ¢ nocnenyronum (cryctst 1-11 mecsines) yBenndeHuEM
AJIT, oTpakaroIuM OCTPOE MOBPEKIACHUE KJIETOK MEYCHH. Y YacTH OOJBHBIX OTMEYAeTCS
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O0ecCUMIITOMHOE TeYeHHEe peakThBauuu remaruta. Mouutopunr yposHs HBV JIHK B
CBIBOPOTKE KpPOBH HEO0XOAWMO MpoBOAuTH ¢ momouibio I[P He menee 1 paza B mecsu.
JIMarHOCTUYECKUMHU KPUTEPUSMU pEaKTUBALMK renatuta B sBISIIOTCS: NSATHUKpaTHOE
noBbiienre AJIT B ceiBopoTke kpoBu win nosbiiieHue AJIT B Tpu pa3a oT nepBoHaYaIbLHOTO
ypoBHs; noBeimenue yposas HBV JIHK ceiBopoTku kpoBu 6onee yem Ha 1 log xommii/mi ot
MCXO/IHOTO YpPOBHSI; YBEJIWYCHHE BUPYCHOH Harpy3ku cBblie 6 log Komuii/mi; BbIABICHHE
HBV JIHK y 6onbHbIX ¢ nmo3utuBHbIM HBSAgE npu ee oTpuiateabHOM 3HAUYCHUH 10 Havyala
xumuorepanun win BeisBieHne HBsAg u HBVDNA y GonbHBIX ¢ HOJOXKHTEIHHBIMH
mapkepamu antiHBc, antiHBe w/unmu antiHBs. Yeenudenue BupycHoit Harpy3ku HBVDNA B
kpoBH npexumectByet pocty AJIT B cpennem Ha 3-4 Henenu.

Takum obpazom, ounenka HBV JIHK C konuyecTBEeHHBIM ONpeneieHueM BHPEMHH U
AJIT B iMHaMHKE SBJSIOTCS KJIFOYEBBIMU B JUArHOCTUKE U MOHUTOpPUHIE peakTuBanuu HBV -

UHEKIUH.

BoccraHoBieHne MMMYHHOM CHCTEMBI IALIMEHTA II0CIE OTMEHBI XWMHOTEpAaluu B
TEUEHHE HECKOJBbKMX HEJENb WIN JIaXe MECALEB y OONbIIMHCTBA OOJBHBIX NMPUBOAUT K
pe3koMy obocTpeHuto remarura B BeiencTtBue rubenu renarouuToB, UH(GUIMPOBAHHBIX
BUpYycoM renaruta B. Ota cragus xapakrepusyeTcsl HapacTaHUEM LIUTOJIN3A, B TKAHU NIEYEHU
Pa3BUBAIOTCS MaCCUBHBIE HEKPO3bl. KIIMHNYECKH peakTUBaLKs renarura B conpoBoXIa0TCs
BBIDOKEHHOW  JKEITYXOW, TMpHU3HAKaMU JIEKOMIEHCAllMM  3a00JeBaHUS  IE€YEHH U
7a00paTOpHBIMU  TOKa3aTelsIMM  MEYEHOYHO-KJIETOYHOW  HexocTaTouyHocTH.  Yaiue
peaktuBauuss HBV-unpexkuun mnporekaer B BHUJE OCTPOro BHPYCHOTO WM JlaXke
(yJIbMUHAHTHOTO TeMaTuTa C KJIACCMYECKMMHU TpPU3HAKAMH, BKIIIOYAIOUIUMH KEITYXY,
sHIedanonaTHio, caabocTb, aHOPEKCHIO, aCIUT W KOAaryJjolaTHhio, BO3MOXKEH JIETaJIbHbII
UCXO0J 3a00JI€BaHNUS.

@Daxmopuvl pucka peaxmusayuu HBV-ungexyuu y onxkozemamonocuueckux 00bHbIX
OTIPENIEIISIOTCS  BApUAHTOM  3JI0OKAQYeCTBEHHOTO 3aboseBaHus, cTaaue B-kieTounoit
TUMQPOMBI, CXEMOH MPOBOAUMONW XHUMHUOTEpalHel, a TakKe COCTOSIHUEM BUPYCHOU
nH(pEeKIuU. YCTaHOBJIEHO, YTO BUPEMHS > 10° KOMMii /MII SIBISIETCS BasKHBIM dakTopom
pHUCKa, KaKk U cepojiornyeckuil npodmib OonabHOro. bonbHble ¢ mo3utuBHbIMU HBSAg u
HBeAg mapkepaMu UMEIOT caMblii BBICOKUI PUCK peakTHBAIMM remnatuta B, B To BpeMs Kak
oonpHbie ¢ antiHBs > 10 ME/a oTHOcATCS K IpyIIe caMOro HU3KOrO PUCKA PEaKTHUBAIIUU
HBV undexunn. IlpumeHenue puTykcumada SBISCTCS JHUIUPYIOMHM (aKTOPOM pPHCKa
peaktuBanuu HBV undekunu BenencrBue pe3koro cHibkeHus tutpa antiHBs, coxpanstonmx
CBOM IIPOTEKTHBHbIE CBoiicTBa mpu ypoBHe Oomnee 100 MME/mn. Cpean Beex
onmyOJIMKOBaHHBIX HabOmoneHuil peaktuBauus HBV unbexunu y 60abHBIX dUM@OMOI npu
JICYEHUU PUTYKCHMaboM oTMmeuanach B 39% ciiydaeB, CMEPTHOCTh OT NE€UYEHOUYHOKJIETOYHON
HEJI0CTaTOuHOCTH coctaBmia 52%. Bo3moxna peepcust antiHBs B HBsAg u mosiBieHue
HBV JHK y Gonbabix B-kierounoit mumdomoi, monydaromux putykcumad. Heobxomumo
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pUHUMaTh BO BHUMaHuE J000# mpusHak HBV uH}exknuu kak MOTEeHUUAIbHBIA MapKep

BO3MOXXHOHM peaKTHBAllMU renarura B y IMMyHOKOMIIPOMEHTHPOBAHHBIX OOJIbHBIX.

Bcem 60mbHBIM, KOTOPBIM IUIAHUPYETCS XUMUOTEpanus ¢ purykcumadbom min BJIXT,
nepes HayalloM JICYCHUs HEeoOXOAMMO BHIMONHUTH HccinenoBanne HBsAg u antiHBc. B
cillyyae BBISIBICHMS OfHOTO u3 MapkepoB HBV crenyer mnpoBecTu KOJTMYECTBEHHOE
uccneposanne HBV JIHK ¢ nmomomero IIHP mis onpenenenus BupycHoM Harpysku. Ilpu
MPOBEICHUN XUMHUOTEPATUN HEOOXOIMM MOHUTOPUHT BUpYCHOU Harpy3ku u AJIT kaxuapie 3
Mecsana. [Ipu peakruBanuu remarura B pexomenayercs uccienosars HBV JIHK u AJIT
exemecsiyHo. B ciydae, ecnu Iocie Ha3sHA4eHUs NPOTUBOBUPYCHOW TEpaluu BUPYCHas
Harpy3ka He yMEHbBIIAETCs, [I0Ka3aHa KOHCYJIbTALUs I'enaTosora.

OcHoBHast npodunaktuka HBV peakTuBamuu 3akirodaercs B BaKIMHAIIMHA TPOTHB
rematuta B cepoHEraTHBHBIX OOJIBHBIX CO 3JIOKAYCCTBCHHBIMHU OMYXOJSAMHU. Y OOJBHBIX, HE
umeronmx mapkepoB HBV (HBsAg, antiHBc, antiHBs) B kpoBu, B CBSI3U C OTCYTCTBHEM
BpEMEHU [IJIsl TIOJIHOLIGHHOW BakiuHauuu B pexume 0-1-6 mecsieB pekoMeHIyeTcs
BaKI[MHALIUS JBYMsI J03aMU C HMHTEPBAJIOM B 4 HENENW, a TPEThIO /03y BBOJUTH 4Yepe3
HECKOJIBKO MECSIIEB MOCIe OKOHYAHUS XUMHOTEpanuu. Y ClieX JaHHOTO PeXUMa BaKIIUHALINH
orMedaeTcst y 57% OONBHBIX C TEMATOJIOTMYECKIMH 3710Ka4eCTBEHHBIMHU 3a00JICBAHUSMU U Y
15-68% OosbHBIX, KOTOpbIM mTpoBoguTcs TI'CK. B panbHeifimem pekoMeHI0BaH
00s13aTeNbHBIA KOHTPOJIb KomudecTBa antiHBs depe3 rox mocie BakIMHAIMK U €KETOJHO B
Te4eHue 5 eT HaOIoeHHUS.

B OonbmoM KOJMYECTBE KIMHHYECKMX HCCIEIOBAaHHMKM OBUIO IIOKa3aHo, 4YTO
npodunakTHYecKkoe Ha3Hau€HUE MPOTUBOBUPYCHOM Tepanmuu 3HAYUTENBHO CHI)KAET PHUCK
peakTuBaluu renarura B, meueHOUYHOKIETOYHON HEJOCTaTOYHOCTH U CMEPTH OT TenatuTa B.
Bcem OombabiM ¢ HBsAg u antiHBC-mo3uTHBHBIMH MapKepaMu IOKa3aHO Ha3HauCHHE
SMIUPUYECKON NPOTUBOBUPYCHOM TepanmMM Kak MOXHO paHblle (mepes  HadajaoM
MMMYHOXUMHOTEpANNUn), BHE 3aBUCUMOCTH OT pesyiabTaToB [IL[P. ¥ HBsAg-no3utuBHbIX
OOJNIBHBIX TPOTHBOBUPYCHAS Tepanus [TOJDKHA Ha3HAYaThCS NpOQHIaKTHYecKH 3a 1-2-3
HEJeNu /10 Hayala XMMHOTEpANuy U He MOo3XKe MepBoro AHS Hayana jedeHus. [Ipu BeicoKoi
BUpYycHOIl Harpy3ke (6o1ee 2000 ME/mn unmu 6onee 10000 xonwmii/mi) u nossiiiennun AJIT
MIPOTUBOBUPYCHYIO T€PANNI0 HEOOXOANMMO HAaUWHATh HE3aMeIJTUTENbHO.

CoBpeMeHHbIE  PEKOMEHJAlWu  BeleHus OoNbHBIX  JUMdonpoaudepaTUBHBIMU
3a00JIeBaHUAMU C TOJOXHUTEIbHBIMH MapKepaMu BHpPYCHOTo remaruta B otpaior
npenanoureHue aHanoraMm Hykieo3(t)unos (AH). JdnurensHocts Tepanuu AH omnpexnensercs
BApUAHTOM OHKOJIOTUYECKOTO 3a00JIeBaHUsl, JIUTEIBHOCTHIO XHUMHOTEPANUU, CTEHEHBIO
MMMYHOCYIIPECCUM M MOXET ObITh NpOAODKUTENbHOW. EBpomeiickoe coobiiecTBo
renarosnioroB ¢ 2012 roma pekoMeHIyeT MPOBOAWUTH MpoduiiakTuueckoe jeueHue AH B
TE4YEHHUE BCEro Mepruosia XMMUOTEpaluy, He3aBUCUMO OT YPOBHSI BUPYCHOW Harpysku, u 6-12
MECSIIIEB [TOCIIE OKOHYaHMSI XUMHOTEPAIHH.
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BbIcOKHiI pUCK pa3sBUTHA PE3UCTEHTHOCTH K IPOBOAUMOM TEpalMU JIAMUBYIUHOM
oOycnoBnuBaeT au(p(EpPeHIUPOBAHHBIM MOAXO0A K HAa3HAYCHHUIO TPOTUBOBUPYCHBIX
IpernaparoB y OOJbHBIX TUM(OMON U MOJIOKUTENbHBIMU MapkepamMu HBV undexuun.

JlamuBynuH (3eddukce, 100 Mr/cyT.) onpaBan B ciiydae MpeAroIaraéMoro KOpoTKoro
Kypca XMMHUOTEpAllud M HU3KOW BUpycHOH Harpyske (menee 2000 ME/mun). IlanmenTtam c
BBICOKOW BHpYCHOM Harpy3koil (> 2000 ME/Mi), KOTOpHIM IUIAHUPYETCS JUIMTEIbHAs
XUMHOTEpANMsl U NOBTOPHBIE KYypChl JIEUEHHUS, JOJDKHBI Ha3HAYaThCS IPOTHUBOBUPYCHBIE
IIpenapaThl C BBICOKMM 0apbepoM pa3BUTHs PE3UCTEHTHOCTH, T.€. 3HTekaBup (bapaxmon, 0,5
mr/cyt) mu Tenodosup (Bupean 300 mr/cyr).

bonpabie ¢ antiHBc monoxwurensHbiM U HBsAg-HeraTuBHbBIM MapKepamu JOJDKHBI
ob1Th 0OcienoBansl Ha Hammuune HBV JIHK. Ilpu ob6napyxennn JJTHK Bupyca rematura B
MTALUEHTHI JOJDKHBI JICYUTHCS C IIOMOLIBIO IPOTUBOBUPYCHBIX INpenapaTtoB. [Ipu orcyrcTBun
HBV JIHK B CBIBOPOTKE KpOBH, HE3aBUCHMO OT Hauuuus i orcyrctBus antiHBs,
Heo0xomuMo poBOIUTH TiHareabHbId MOHUTOPHHT AJIT 1 HBV JIHK kaxnasie 1-3 mecsia B
3aBUCHMOCTH OT TUIIAa UMMYHOCYIPECCUHU U COMYTCTBYIOIUX 3a0osieBanuid. [lpu BhIABIEHUN
HBV JIHK B ceiBOopoTke KpoBU HE0OX0oaumo HazHayath AH.
JInm¢ombl 1 GepeMeHHOCTH

P.I'. llImakos, E.C. llonywxkuna, E.A. [lemuna

VYcnexu, MOCTUTHYThIE B JIEYEHHH pAJa OHKOJOTMYECKUX 3a00JieBaHUM, MOJIOA0M
BO3pAacT YacTH MAalMEHTOK, XOPOLIMH MPOTHO3 Ha JUIUTEIbHYIO XH3Hb IPH HEKOTOPBIX
3a00JIeBaHUAX, a TaKXKe pa3InyHble MOOOYHBIE 3(PPEKTH MPOTUBOOIYXOJIEBOIO JIEUYECHUS
MIOCTaBWJIM TIepel] OHKOJIOTAaMH W BpayaMH JPYrMX CHEIHAJIbHOCTEW psii BOIPOCOB O
MOBBIIIEHUHN KauecTBa KU3HU 3TUX OONbHBIX. Peanuzanus neToponHoil GyHKIMUM — OAHA U3

COCTaBJIAIOIINX BBICOKOI'O KQ4E€CTBA XKU3HU.

JInmpoma Xomxkrna (JIX) — camoe yacToe OHKOJIOTHYECKOE 3a00JIeBaHUE TTAIMEHTOK
B Bo3pacte OoT 15 no 24 mer. B ommmume ot JIX, GOJBIIMHCTBO HEXOHKKHHCKUX JIUMGPOM
(HXJI) BO3HHUKAIOT TPEUMYIIECTBEHHO BO BTOPOW TMIOJOBHUHE IKU3HH, TIOITOMY UX

pacnpocTpaHEHHOCTD B MOMYJIALNHA O€PEMEHHBIX KEHIIMH MUHUMAaJIbHA.
1. /{uarHocTtuka 1uM¢poM BO BpeMsi HepeMeHHOCTH

Crnenyetr OTMETUTD, YTO OEPEMEHHOCTD MPEMATCTBYET MOJHOIEHHOMY 00CJIeIOBAaHUIO, a
MMEHHO TIOJHOIICHHOMY  TOmorpadUyecKkoMy ONMUCaHWI0 OOJE3HW TpHU  BIEPBBIC
JTUArHOCTUPOBAHHON JuM(oMe, TaKk KaK HEKOTOpbIE JOTOJHUTEIbHBIE WCCIEIOBAHUS
WHBA3WBHBl WJIM TOTCHIIMAIBHO TepaToreHHbl. I[IyHKIMsa c mocneayromeld Ouorcuen
nuMdaTudeckoro  y3ia,  IIUTOJOTMYECKHUM, THCTOJOTHYECKMM  HCCIECIOBaHHEM U
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UMMYHO(EHOTUITUPOBAaHHEM HEOOXOAMMBI M 00s3aTeNnbHBI BO BCeX Ciydasx. Bcem
KEHIIMHAM HEOOXOIMMO YIbTPa3BYKOBOE HCCIIEOBAHUE BCEX TPYNI NepUPEpUIECKUX,
BHYTPHOPIOIIHBIX W 3a0PIOIIMHHBIX JUM(PATUYECKUX Y3JI0B, TEYEHH U CEeNE3EHKH,
IIUTOBUIHOW KeJNe3bl MPH OONBIINX JTUM(PATUYECKHX y3JaX HIeH, a TaKKe peHTreHorpadus
NErkux — 0053aTENIbHO B MPSMOM U OOKOBOI MPOEKLHUAX C MCIIOJIB30BAaHHEM CIIEIHATBHOTO
CBHHIIOBOTO (hapTyKa /s 3amuThl ioaa. [lpu numdpomax oTCyTCTBHE U3MEHEHUHN B TPYIHOMN
KJIETKe Ha CTAaHAAPTHBIX pEHTTEHOrpaMMax, a TaKkKe OdYeHb OOJbIIuEe pa3Mepshl
TUM(ATHYECKUX Y3JI0B CPEAOCTCHUs y HEOEpeMEHHBIX >KEHIIMH TpeOyroT 00s3aTelbHOro
BBIMOJIHEHUST KoMmmbioTepHoii Tomorpaduu (KT) rpynHoit knerku. Jlo3a paauanum,
mojiyyaeMasi IUIOJOM BO BpEMs  pPaJUOJOTMYECKHUX HCCIENOBAaHUM, BKIHOYAIOIIUX
pertrenorpaguio u KT rpynHOi KIETKH, HAaMHOTO HHXKE, YeM IOpOroBas [o03a Juis
MOBPEXJIAIOIMIEr0 BO3JACHCTBUA Ha TUoA. [103TOMY B CIIOKHBIX CIIydasx LEIecooOpa3zHo
BointosiHeHUE KT rpyaHoi KIeTKu ¢ cOOM0IEHHEM BCEX HEOOXOAMMBIX YCIIOBUM JIJISl 3aIIATHI
mnona. Uccnenopanue xe ¢ momombio KT opraHoB OpromHOW MOJIOCTH M MaJIoro Tasa
COIIPOBOKAAIOTCS 00JIee BBICOKMM YPOBHEM OOIYYEHUS TUIOAA U MPOTUBOIIOKA3aHa BO BPEMs
OepeMeHHOCTH. B 3THX ciydasx MpearnodTeHne HeoOXOIUMO OTJaBaTh Oosiee OE30MMacHBIM
MetonaMm wuccienoBanus: MPT u Y3U. Jlng uckiatoyeHHs] MOpak€HUS KOCTHOTO MO3ra
MoKa3aHa TPETaHOOMOIICHSI TTOAB3AOIIHON KOCTH, IPU HEKOTOPHIX BapHaHTax JUM(POM — |
CTepHalbHasl NYHKIMS. J(MarHOCTUYECKHME METOJbl, MCIOJb3YIOIINE pPaJAHOaKTHBHbBIE
nzoronsl (ckanupoBanue, [I9T) y OepeMeHHbIX KEHILUMH NPOTHUBOINOKa3aHbl. Jls
JMarHOCTHKH peluarBa 3a001eBaHMsI UCTIONB3YIOTCS T€ )K€ CaMbl€ UCCIIEIOBAaHUSI.

Pacnipenenenue rucrongornueckux BapuaHToB JIX Bo BpeMsi 6€peMEHHOCTH aHaJIOTHYHO
HeOepeMEeHHBIM JKEHIIMHAM, MPEBATUPYIOMINNA TMCTOJOTUYECKUIT BapHaHT — HOIYJSPHBIN
ckiepo3. UTo kacaeTcsi HEXOKKUHCKUX JUM(OM, TO IS MOMYJISIIUM MOJIOJBIX MallieHTOK
XapaKTepHbl MPEUMYILIECTBEHHO arpecCUBHbIE BapUaHThl, B OCHOBHOM B-KpyIHOKJIETOUYHbIE
win nepudepuueckue T-knerounsie numpombl. Eciu Bo Bpems GepemenHoctu B 70%
Bcrpeuatot JokanbHble (I u I cranun) numdomer XoKKHMHA, TO HEXODKKUHCKas TuMpoma B
70-80% mpencraBieHa, HaoOOPOT, pPacCHPOCTPAHEHHBIMH  CTATUSMH, TPEOYIONTUMHU
a/IeKBaTHOr0 00beMa 00CiIeI0BaHMS!.

2. PexkoMeHaanmuu N0 TMOATOTOBKE K OepeMEeHHOCTH JKEeHIIMH ¢ JumdomMamMu B
aHaMHe3e.

1.  BoJbLIMHCTBO peUUANBOB JUM(OM MPUXOAUTCS Ha MEpBbIe 2—3 roja Nocjae OKOHYaHHUs
crenu(puUeckod Tepanuy, MO3TOMY IJIaHUPOBaHUWE OEPEeMEHHOCTH PEKOMEHIYeTCs
IIOCJIE 3TOTO CPOKa.

2.  Ilpum mpoBeseHUH BBICOKOIIMTOTOKCHYHBIX cxeM nonuxumuorepanuu (ITXT) Bo3MoxkHO
MOBPEXKJACHHE OOJBLIOrO IyJla NPUMOPAUAIBHBIX (OJUIMKYJIOB U HACTYyIJICHUE
MIPEKIEBPEMEHHON MEHOIay3bl, 0COOCHHO Yy KEHILUH cTapuie 25 neT. IMeHHo nosToMy
HEOOXOIUMO JWHAMHYECKOe HaOmoneHne 3a (yHKIHEH SUYHUKOB (OIpeiciiCHHue
KoJin4decTBa (hOJUTUKYJIOB, 00BEMA SUYHUKOB U YPOBHS aHTUMIOJIIIEPOBOTO TOPMOHA).
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3. Ilpu oTCYTCTBHM peluIuBa 3a00JE€BaHUSA U MPEKIEBPEMEHHOM HCTOUICHUU SUYHUKOB
(BciieACTBUE MOBPEXKACHUS HUX NOJUXMMHOTEpANuei) MOXKET BCTAaTh BOMIPOC O
HEOOXOJMMOCTH  peIM3alud  PEHpOAYKTUBHOW  (YHKIMM  C  TOMOUIBIO
BCIIOMOTATENbHBIX PENPOAYKTUBHBIX TEXHOJIOTMHA. Pemenue B 3ToM  ciydae
MIPUHUMAETCS UHAUBUAYAIBHO PEIPOIYKTOIONOM COBMECTHO C OHKOJIOTOM.

4.  Heobxonuma oreHKa (pyHKIUHU IATOBUIHOM jKeJe3bl U IOCTOSHHOE MOHUTOPHUPOBAHUE
MAIMEHTOK C BBICOKMM PUCKOM TMIIOTHPEOUM3Ma (HanpuMep, npu 00JyuyeHUu HIeHHO-
HA/IKJIFOYMYHBIX 00J1aCTel ), KOTOPBII TOKE MOXKET SBIATHCSA MPUIUHON OCCIUIOMS.

5. Jlo 6epeMeHHOCTH HEOOXOIUMO MPOBEIEHUE CEPOIOTHUUECKOTO rccnenoBanus u T11[P-
muarHoctukn JJHK BupycoB npoctoro repmeca I u II Tumos, repmeca 3octep,
LIUTOMETAJIOBUPYCA U BUPYCOB UH(PEKIIMOHHBIX I'€IaTUTOB.

6. Ilpm UCIIOJIb30BAHUU cxeM IIXT, coaepKaIux OosbIIKE J103bI
[JIIOKOKOPTUKOCTEPOUIOB  Iepesl  OepeMEHHOCTbIO, LieJIecoo0pa3HO  IPOBEICHUE
JNEHCUTOMETPUU, U B CIIydae CHM)KEHUS MHHEpAIbHOM IJIOTHOCTH KOCTHOM Macchl
(ocTeomneHus Wik OCTEONOPO3) MOKa3aHO COOTBETCTBYIOILIEE JIEUEHUE.

7.  OusmkambHOE O00CIEIOBaHWE OHKOJOIOM OCpEeMEHHOW IKCHINWHBI, TEepeHECIICH
auM(poMy, T0JIKHO MPOBOIUTHLCS HE MeHee | pa3a B TeueHue OepeMEHHOCTH.

8. He Tpebyercs MOCTOSIHHOTO KOHTpOJII OEpeMEHHOW, €CIM TMpH MOJHOIEHHOM
oOclieioBaHNM B Hayajie OEpPEeMEHHOCTH NMPH3HAKH JTUM(OMBI OTCYTCTBYIOT, a TaKXe
[IPU OTCYTCTBUH CUMIITOMOB 0OJI€3HH BO BpeMs (PH3UKAILHOTO 00CIIeIOBAHUSI.

9.  PopnopaspernieHune y )KEHIIHH ¢ TIOJTHON peMuccuel TMM(OMBI TIPOU3BOIUTCS IO TEM Ke

IOKa3aHuAM, KaK U Y 3J0POBBIX KCHIIIH.

3. TakTuka BeaeHHs OGepeMEHHOCTH Yy KeHIIMH ¢ JumdoMamMu B akTuBHOU ¢a3e
3a00J1eBaHusA

TaxTuka BeneHus 0EPEMEHHOCTH Y KEHIIMH C aKTUBHBIM TE€UEHUEM JTUM(POMBI 3aBUCUT
OT TPEX CararluX: arpecCUBHOCTH JUM(OMBI, BpEMEHH BO3HUKHOBeHUs1 OepemeHHocTH (I,
IL, III TpumecTp) 1 KenaHus KEHIIMHBI cOXpaHUTh pedeHka. [Ipu molbix opmax, crerneHu
arpecCUBHOCTH W CTaAuAX JHUM(OMBI BO3MOXHO TpPH BapuUaHTa TAKTUKUA BEICHHUS:
npepbiBaHle OEpPEeMEHHOCTH, BBDKHMJATENbHAs TaKTHKa WM HAyalo HPOTHUBOOIYXOJIEBOMN

Tepanuu.

1.  Coueranue OepeMEHHOCTH C JIUM(POMONH B PEMHCCUUM HE CIYXHUT IMOKa3aHUEM K
MpephIBaHII0 OEPEMEHHOCTH.

2. llpm BeisBaennn jmMpombr Bo Il wmm Il TpumecTpax BO3MOXKHO, €CIH OTO
HeoOxonumo, npoeaenue IIXT Bo Bpems OepemenHoctu. JKemarenbHO, €clu 3TO
Bo3MOHO, u3berarb cxem IIXT, comepxkammx ankunupyromue npenapatsl. [Ipu
npoBeaeHuu [IXT HeoOXoauMoO HazHAYECHHUE HU3KOMOJICKYJISIPHOTO TeMapuHa C IO
PO UIAKTUKH BEHO3HBIX TPOMOOIMOOINYECKUX OCIIOKHEHUH.
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3. Ilpu BeisiBaenuun JIX B I TpumecTpe OepeMEHHOCTH Y JKEHIIMH C ONaronpHUsITHBIM U
MIPOMEKYTOUHBIM TIporHo30M (OombHBIE ¢ IA u IIA cragusimu 6e3 GpakTopoB pucka —
MAaCCHBHOTO TOPAXXEHHUS CPEeNOCTEHUs] M TopaxkeHus >4 obnacredl nuMpaTHUIECKUX
KOJUUIEKTOPOB) BO3MO>KHA BBDKHJIATENIbHAS TaKTWKa W Hadajo JyiedeHus Bo Il wmm I
TpuMecTpe OEpeMEeHHOCTH.

4.  Ilpu peummgusupytomiem teuenuu JIX u HXJI, a Takke BceM >KEHIMHAM C BIEPBbIE
JIMAarHOCTUPOBAHHOW JMMQOMON ¢ HeOIaronpusTHBIM MPOTHO30M 3a0osieBaHUs,
BBISIBJICHHOU B | TpriMecTpe, MoKa3aHo mpepbhiBaHUE OEPEMEHHOCTH.

5. Bo Bcex ciaydasx BO3MOXHOCTb COXpPaHEHHUS OEPEMEHHOCTH NPU aKTHBHOM TEYCHUU
JIX nu HXJI, cpoku Hayana Je4yeHus, a TaKkKe BOIPOCHI BBIOOpa CXEM JICUEHUS BO BpeMsi
O0EepeMEHHOCTH pelIaeT TOJBKO OHKOJIOT WJIM TeMaTtoyior. B Takoil curyammm Bcerna
HEOOXOMMO CTPEMHTHCS OPraHU30BaTh POJOPAa3pelIeHUE B MEPUHATAIBHBIX LIEHTpPaxX
WM POJIOMAX C HAJIMYMEM JETCKON peaHnMalluu.

6. Bpems pomopaspemieHus JODKHO OBITh OIPENENIEHO COBMECTHO aKyllepamMHu U
oHkosoramu. Korga 310 HeoOXoaumo, IJIOJ JAOKEH OBITh H3BJIEYEH B CPOK
HauOOJbIICH OE30IMaCHOCTH TSI €ro 310poBbs (Tiocne 33-34 Henennb OEpPEeMEHHOCTH) U
310pOBBS MaTepu. B CBA3M C BO3MOKHON MHUENOCYIIPECCUEN KAaK y MATEPH, TaK U IJI0JA
MOJIMXUMHOTEPAINHS  JOJDKHA OBITh OTMEHEHA 32 3 HEJIeJH JI0 MIPEIIToJIaracMoro cpoka
ponopaspemienusi.  Haubomnee ~— OmarompusiTHBIM M O€30MaCHBIM  METOIOM
ponopazpemienusi Ha ¢oHe npoBeneHus [IXT saBusiroTCs poabl uepe3 eCTeCTBEHHbBIE
ponioBele myTH. OnepaTuBHOE POJIOPa3pPEIICHHUE JAOJKHO MTPOBOJUTHCS MO aKyILIEPCKUM

IIOKa3aHUuAM.

IIpu cpaBHeHMM (U3MUECKOTO pa3BUTUS U 3a00JIEBAEMOCTH HOBOPOXKIEHHBIX,
POXKIEHHBIX ~ MaTepsMH, IOJy4YaBUIMMM M HE  TOJYy4YaBIIMMM  clienuduyeckue
MIPOTUBOOITYXO0JIEBBIE MPENapaThl, JOCTOBEPHBIX PA3INYUil HE BbIsBICHO. [IopoKOB pa3BUTHS
y 3THUX HOBOPOXAEHHBIX BbIABIEHO He ObLI0. B mccnenoBanum A. Aviles, N. Neri 0b110
npoBeeHO  oOcienoBaHre 84  HOBOPOXKAEHHBIX, MaTepsiM  KOTOPBIX  IPOBOAMIN
nonuxumuorepanuio  (mo cxemam ABVD, ABD, EBVD wm MOPP) Bo Bpems
o6epemenHoctd, y 10 u3 xoTtopsix - B I Tpumectpe. Bce manmueHTKH pojopaspelieHbl Ha
cpokax 36-40 Hem. Oe3 paszButus aHomanuii y tona. Omgnako B coobmenun D.C. Doll
aHOMaJIMHM Pa3BUTHUS UMeNH 4 U3 7 TUIOAOB, MaTEpU KOTOPHIX MOJy4alld JIEYEHHUE MO0 CXEeMe
MOPP. [Ins neuenuss HXJI Bo Bpemsi O€peMEHHOCTH B HACTOsIIIIEE BpeMs MPEANOoYTHUTEIbHEE
ucnoinbs3oBanue cxemsl (R)-CHOP (purykcumabd [mpu CD20+ numpomax], nuknodochamu,
JIOKCOPYOUIIMH, BUHKPUCTHH, TNpeaHu3oiioH). B wuccmemoBanum A. Aviles, N. Neri 29
OEpeMEeHHBIX MPONUIH Kypchl nmonmxumuorepanuu mo cxeme CHOP (w3 Hux 17 Bo Bpems |
TpuMecTpa). Macca npu pOXKJICHHH, TIaMATh W BO3MOXHOCTh OOy4YeHHUs y JeTed ObLIM B
HOpME, HE ObUIO BBISIBICHO BPOXAEHHBIX, HEBPOJOTHYECKHMX U MCUXOJIOTHYECKUX

HapyIIECHNHN.
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TpchnnaHTaunﬂ réeMOMOITHYECCKUX CTBOJIOBBIX KJIIETOK IPH JJCYCHUHA .]'II/IMq)OM

Bricokono3Has XUMHOTEPAIHS u nocjeayouas ayTOTpPaHCIJIaHTALIHS
reMOMOATHYECKMX CTBOJIOBBIX KieToK (ayroTI'CK) sBnsercs >(QQEeKTUBHBIM METOJ0M
JIEYEHHUs MAllMEHTOB MHO)KECTBEHHON MHUEIOMOM, PELMINBAMU U NEPBUYHO-PE3UCTEHTHBIMU
¢dbopmamu numdpowm . Ilo ganapIMEBponeiickoil rpynmsl MO TpaHCIUIAHTAMKU KOCTHOT'O MO3Tra
(EBMT) O©Oonee mnonoBuHbl Bcex mnepecagok ['CK BbImogHEHB Yy MalMEHTOB C
muMponpommdepatuBabiME  3a00neBaHusIME, a cpeau aytrolTI'CK 87% mpuxomurcs Ha
ManueHToB ¢ TuMpomamu (X0IKKMHA U HEXO/DKKUHCKMMHU) M MHOKECTBEHHOUM Muenomoit. B
MOCJICAHEE JECATWIECTHE YBEINYMBACTCA KOJMYECTBO AJJIOTEHHBIX TPAHCIUIAHTALUN
(amoTT'CK), BBITOMHEHHBIX TPHU pa3auvHbIX JuMdomax. bosee mupokoe MCIoONb30BaHHE
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CBSi3aHO ¢ HanmuyueM 3¢¢ekra “TpaHCIUIAHTAT-NPOTUB-TUM(POMBI’, BIIEPBbIC

IIpoJAeMOHCTpUpoBaHHbIM R. Jones u coaBTopamu B 1991 roay, u ¢ BHEAPEHUEM PEKUMOB

KOHAWUIIMOHHUPOBAHUA CO CHIDKCHHOMN TOKCHUYHOCTBIO.

Heo6xomumeivu  ycnoBusimu  Jutst niposenieHust TI'CK mpu  nmumpomax  sBISIOTCS

HaJIM4Yuec HOKaBaHI/II\/JI, OTCYTCTBUC HpOTI/IBOHOKEBaHI/Iﬁ " JOCTYIIHOCTBb TpaHCIJIaHTAaTaA.

1. Ilokazanmsa k TI'CK npun aumpomax.

EBporeiickoii rpymnmnodl 1O TpaHCIUIAHTallMM KOCTHOro mo3ra u kpou (EBMT)

omnpezesneHsl cneayronpe nokazanus s TI'CK npu mumdomax (tado. 1).

Tabmuma 1

ITokazanms AJId TpaHCIUIaHTaOUK TE€MOIIO3THYCCKHUX CTBOJIOBBIX KIICTOK IIPH JII/IM(l)OMaX

Huarn | Craryc CoBmecTumas CoBmas Hecosmectuma | ayroTI'CK
03 POICTBEHHAsIall | HEPOJCTBEHAs ga1mo 1
10TI'CK amnoTT'CK aHTUTEHY
HEpPO/ICTBEHHAs
WIH
HECOBMECTHMAsI
POICTBEHHAs
amnoTI'CK
XJII ITnoxon Crangapr Cranpmapt Meton TepaneBTuyeck
IIPOTHO3 paspabarbpiBaeT | as OIS
cs
JABKK | IIP1 (mpoMm. n OObIYHO HE OObIYHO HE OObIYHO HE TepaneBTruyeck
J BBICOKMM PUCK | PEKOMEHAYETCSl | pEKOMEHAYETCSl | PEKOMEHIYyeTcs | asi ONLus
IPI)
XumnouyBctB. | TepaneBruueck | Tepameruueck | OOBIYHO HE Cranpapr
pew., >I1P2 as onuus ast oNuHus pEKOMEHAYETCS
pedpaktepHocT | Merton Meton OObIYHO HE OO0bIYHO HE
b paspabareiBaeT | pa3pabaThIBaeT | PEKOMEHAYETCS | pPEeKOMEHIyeTcs
cs cs
JI3M ITP1 Tepanesruueck | Meton OObIuHO HE Cranpapr
as onuus paspabarbiBaeT | peKOMEHAyeTCs
cs
XHWMHOYYBCTB. TepaneBtuueck | Metoxa OObIuHO HE OObIuHO HE
peu., >I1P2 ast Onuus pazpabarpiBaeT | PEKOMEHIYETCS | PEKOMEHIYETCs
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cs
Pedpakreproct | Meron Meron OObIYHO HE OO0b1uHO HE
b paspabarbiBaeT | paspabarbiBaeT | PEeKOMEHIyeTCs | PEeKOMEHAYETCs
cs cs
@JI [1P1 (mpom. u OObIYHO HE OObBIYHO HE OObIYHO HE TepaneBTuueck
BBICOKUU PUCK ) | PEKOMEHIYeTCs | peKoMeHAyeTcs | pekomMeHAyeTcs | asi Omius
XUMUOYYBCTB. Tepanestuueck | Tepanesrnueck | Meron Cranpapr
peu., >I1P2 ast onuus ast omuus pa3pabaTbiBaeT
cA
Pedpakrepnoct | TepaneBruueck | TepameBtuueck | Meron OO0bIYHO HE
b ast onuus ast omuus pa3pabaTbiBaeT | pekoMeHIyeTcs
cA
JIX I1P1 OObIYHO HE OO0bIyHO HE OObIYHO HE OO0bIYHO HE
PEKOMEHYeTCsl | PEKOMEHIYeTCsl | PEKOMEHIYeTCsl | PEKOMEHIYeTCs
XHWMHOYYBCTB. Tepanesruueck | TepaneBruueck | TepaneBtuueck | Cranmapt
pen., >I[1P2 ast onuust ast oINS as ONIuUs
Pedpaxreproct | Meton Meron OObIuHO HE TepaneBTruyeck
b pazpabarpiBaeT | pa3pabarbiBaeT | PEKOMEHIYETCS | as OmIus
cs cA

¢donmukynspHas tumpoma, JIX — mumdoma XoKKHHA.

Cokpamenus: [P — nonmuas pemuccus, XJIJI — xponudeckuit mumdoneiikos, IBKKJI —
mud¢ys3Has B-kpynHoknerounas numdoma, JIM3 — numdpoma u3 kineTok 30Hb MaHTHH, DJI —

[Tokazanusa k amnoTI'CK MeHsIoTCS 10 Mepe HAKOIIEHUS OIbITa U MOJIyYE€HUS HOBBIX

nokaszanust k a0 TT'CK (tabu. 2).

nanHbix. B 2014 rony Ha kondpepenuuu EBMT npennoxeHsl HOBblE peKOMEHIAIMH I10
nposeneHuto aoTI'CK npu muddysHoit B-kpynHOkieTouHOM JMM@OMe - paciIUpeHbl

Tabmwna 2.

[Toxazanus k paznuunbiM BujgaM TT'CK npu quddysHoit B-kpynHokiieTounoit tumpome




Craryc CoBMecTumas CoBmecTumas Hecosmectumass | ayroTT'CK
3a0oJeBaHus POJCTBEHHAs HEPOJICTBEHHAs no 1 aHTureny
amnoTI'CK amnoTT'CK HEPOJCTBEHHAs
WIH
HECOBMECTHMAsI
POACTBEHHAsI
amnoTI'CK
[lepBas OObIYHO HE OO0b1uHO HE OObIuHO HE TepaneBruuecka
pemuccust PEKOMEHIyeTCs PEKOMEHYETCS PEKOMEHIyeTCS s OIS
Bropas nin TepaneBtuuecka | TepameBTuuecka | OOBIYHO HE Crangapt
Oonee S OIS s OILIUS PEKOMEHyeTCsl
MOJIHAs/YaCTUYHA
s peMuccus
XHUMHOYYBCT. Cranpapt Cranpapr TepaneBruuecka | OOBIYHO HE
peL. mociie ayTo s ONUUA PEKOMEHyeTCst
TI'CK
PesucrentHoCcTh TepaneBtuuecka | TepaneBruuecka | Meron OObIYHO HE
s OIS sl ONLUS pa3pabaTbiBaeTCsi | PEKOMEH]IyeTCs

B 2013 rony npunst koucencyc o TI'CK npu pomnukymnspHoit mumdome (Tads. 3).

[Mokazanus qs TI'CK nipu dosumukymsipHoit tuMdome

Tabmauma 3.

KoHcencyc nocturayr

KoHceHcyc He TOCTUTHYT

AyTtoTT'CK He pekoMeHayeTCs B Ka4eCTBE

Cnenyet mu npumenaTts ayto TT'CK y

KOHCOJIUAAINH nepBoﬁ pEMUCCHU

MAIMEHTOB C IEPBbIM PELUANBOM U HU3KUM
PUCKOM

AyToTT'CK siBnisiercsa xopouieit onuuen amis
KOHCOJIUAALMN PEMUCCHH Y TTAIUEHTOB C 1-
bIM XUMUOUYYBCTBUTEIBHBIM PEIHINBOM,
0COOEHHO y MAllMeHTOB ¢ KOPOTKOM MepBoi
peMuccruel 1 BBICOKMM YPOBHEM pHUCKa MO
FLIPI, a Takke, y MalMeHTOB BO 2-M H
MOCJIEeIYIOIUX XUMHUOYYBCTBUTEIbHBIX
peuuauBax

B kakux cinyqasx amtoTI'CK cnenyer
npenanodects ayro TT'CK

AnnoTI'CK cnenyer paccMaTpuBath pu
peruause nocie ayroTT CK

2. IlporuBonoka3zanus k TT'CK.
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OcHoBHoe npotuBonokazanue k ayroTT'CK — 3to nokasaHHas XMMHOPE3UCTEHTHOCTD
ko BTOpoi smHuM Ttepanuu. AmoTI'CK mporuBomokasana mpu akTUBHOW JuMpome ¢
OO0JIBIION OITyX0JIEBON MaCCOM.

Kpome Toro, mpoTuBomokasaHusIMU JUIsl IpoBeAeHUs Kak ayro, Tak U amnoTI'CK
SBIISIIOTCSL AKTUBHBIC WH(EKIUH, B TOM YHUCIIE TPUOKOBBIE M BUPYCHBIC, HECAHUPOBAHHBIC
CKpBITBIC O4ark HH(EKLIUH, pa3InyHble HEKOMIICHCUPOBAHHBIE COMMYTCTBYIOIINE 3a00I€BaHUS
CepACYHO-COCYTUCTOM CHCTEMBI, IOYEK, IICUYEHH, IICUXMYECKHe 3a00JIeBaHUS WU
paccrpoiictBa, cratyc Kapuosckoro menee 80 wiu ECOG craryc Boime 2. CriefyeT OlleHUTh
BO3MO>XHOCTb IIEPEHOCUMOCTH BBICOKO/I03HON XMMUOTEpAIIUU NanueHTaMu crapie 60 jer.
PexomMeHI0BaHO OpPHEHTUPOBAThCA HE Ha (DAKTUYECKHiA, a Ha OHMOJOTWYECKHH BO3pacT

nanyucHTa.

3. O6caenoBanue nanuentos nepex TT'CK.

C uenpl0 BBISBICHUS BO3MOXKHBIX IPOTHBOIIOKA3aHUM U CBOEBPEMEHHOM
npoWIAKTUKA  OCJIOKHEHMH MAaIllMeHTaM pPEKOMEHIOBAaHO  BBINOJIHHUTH  CIEAYIOIIEE
obcnenoBanne B TeueHue Ommxaiimero mecsuna nepen TI'CK: II9T w/mmm KT opranos
IPYIHON KIJIETKH, OpIOIIHOM IOJIOCTH, MAJIOro Tas3a, IMpH IOAO3PEHHMH Ha BO3MOKHOE
BOBJICYCHHE KOCTHOTO MO3ra — TpPEHaHOMOICHI0 KOCTHOTO MO3ra, OpOHXOCKOIHIO C
UCCIIEIOBAaHUEM OpPOHXOAJIbBEOJSIPHOM MKUAKOCTU (ISl BBISIBJICHHE BO3MOXKHOM WH(EKIH),
MaHTOMOIpaMMy 3y0OB, PEHTI€HOBCKOE MCCIIEJ0BAaHHWE MPHUJIATOYHBIX Ma3yX Hoca (IMOMCK
oyaroB MH(QEKIUHU), OCMOTp THHEKoJora, sxokapauorpadpuio, IKI', ¢yHKIMIO BHEUIHETO
IbIXaHus, 00ceI0BaHuEe Ha BUPYCHbIE IrenaTuThl, onpeaenenue turpa LIMB, O9BB, Bupycos
reprieca, TOKCOIJIa3Mbl. BBINOTHUTH KIMHUYECKUH W OMOXMMHYECKUH aHamu3 KpoBu. B
ciryqyae anmoTI'CK gomxken ObiTh momydeH oOpasen JIHK manmenta s manmbHeiiiero
MOHHUTOpHpPOBaHU XuMepu3Ma. C manyveHTaMu IpoBOJAUTCS METUKO-CEMEHast KOHpepeHus
JUIS BBISICHEHMSI BO3MOJKHBIX COLMAIBbHBIX NpOTHBOMNOKa3aHUi. [lanueHTsl 00s3aTenbHO

TAr0T MUCbMeEHHOeE coriiacue Ha BeintoaeHne TI'CK.

4. Mobuau3zanus reMonodTHYeCKNX CTBOJIOBBIX KJIETOK.

[Tonyyenne Ka4eCTBEHHOTO TpAHCIUIAHTaTa SBJSETCS aOCOMIOTHO HEOOXOIUMBIM
ycnopuem mposeneHuss TI'CK. Hcrounmkom I'CK moker OBITh KOCTHBIM MO3T WIIH
nepudepudeckas kpoBb. Mcmonp3oBanne ['CK mepudepudeckoil KpoBH CBSI3aHO C PSAIOM
MIPEHMYIIECTB: COKpAIICHHE CPOKOB BOCCTAHOBJICHHS remorod3a mociie ayroTT'CK na 2-3
JHSI, YMEHBIICHHE MOTPEOHOCTH B aHTHOAKTEPHAIbHON TepamuH, COKpallleHHe CpPOKOB
rOCMUTANINU3AINH, OTCYTCTBHE PHUCKA, CBA3aHHOIO C OOIIMM HAapKO30M, BO3MOXXHOCTh
nosiydeHus: Oonpuioro konumyectBa ['CK.  JInsg momyuyeHus TpaHCIIaHTaTa M3 KpPOBHU
HeoOxonumo npoBecTd MoOmin3anuio ['CK u3 koctHOro mosra B nepudepuyeckyio KpoBb.
OOmenpuHSTH CISAYIONINE METOIbl MOOHIIU3AITUH:
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1. TlpumeHeHHEe rpaHYIOMUTAPHBIX KOJIOHHECTUMYIHpYomuX (akTopoB (I'-KCD).

e OObuHO Ha3HA4YaOT (uUiArpacTUM (HEHNOreH, JEHKOCTUM W JAp.) B J03€ 5
MKI/KT Beca IalieHTa ABaKAbl B JIEHb ITIOJKOKHO B TeUeHHE 4 THEH.

2. Ilpumenenue I'-KC® coBMECTHO ¢ IMTOCTAaTUKAMHU.

e lcnone3yroT nmkiaodochamun B go3e ot 1,5 r/m? no 6 /M2 OJIHOKPATHO
BHYTPHUBEHHO. OnHO3HAYHBIX ~ PEKOMEHJAlMM,  KacallMXcs  J03bI
mukinopochamMuga HeT. BONBIIMHCTBO — TPAHCIUTAHTALIMOHHBIX — IIEHTPOB
npuMensot 4 /M ruknodochamua.

e HekoTopble LEHTPHI C YCIEXOM MPUMEHSIOT Il MOOWJIM3ALMHU STOMO3MUI.
Crumymsanuio remomnonsa [-KC® B noze 10 Mkr/kr 1 pa3 B CyTKH HaYMHAIOT
€O 2-5 IHA IOCJIe BBEACHMS [IMTOCTATUKA.

3. Ilpumenenue I'-KC® coBmecTHO ¢ 00i€3Hb-CIEIU(PUIHON  MOJIUXUMUOTEPAITHECH.
XHWMHOTEPANIEeBTUUECKHE PEKUMBI TEpanuy ‘CIIACeHHS’, TPUMEHSEMBIE IS
neuennss numbpom (DHAP, ICE, GemOx, IGEV), o6magaror Xxoporiei
MoOMIM3annoHHoN crnocoOHOCThI0. [-KC® masznaudaror B 03¢ 10 MKI/KT Beca
nauueHTta 1 pa3 B CyTku, HauuHast co AHsA 2-5 nocie okoHyanus [1XT.

Crumynsuuto remonossza [-KC® npopomxkator 1o 10 -12 nuei. Ilocne noctmxenus
HaJpa B YPOBHE HEUTPO(DUIIOB ClIeyeT eKEAHEBHO ONpenesaTh kKonndectBo CD34+ kinetok
B mnepudepuueckoir kpou. IlepBwiii Jeiikadepe3 mpoBoasaT, koraa kommdectBo CD34+
kieTok B 1 Mki kpoBu gocturHetr 10 kietok mim Oornee. Bosmoxken adepe3 u mpu Oomnee
HU3koM cogepxanuun CD34+ kneTok, HO B 3TOM ciy4ae HE TapaHTHpPYeTCs MOTydyeHUe
TpaHCIUIaHTaTa JOCTATOYHOM KIETOYHOCTH.

OOwmenpuHITO, YTO MHUHUManbHOe KomudyecTBo CD34+ kieTok B TpaHCHIIaHTaTe
JIOJDKHO COCTaBJIATH HEe MeHee 2 X 10%/xr Beca nanuedTa. OntuMmanbHoe yuciio CD34+
KJIETOK 3HAYUTENBbHO BbIme. EAMHOrO MHEHHS MO TMOBOAY HEOOXOIUMOW KJIETOYHOCTH
TpaHCIUIaHTaTa HET, HO mpuoOnusutenbHoe uuciao CD34+ kieTok MOMKHO COCTaBIATH 4-
6x10° kmetox/kr. B cllydae MHEIOMHOW OOJIe3HH TpaHCIUIaHTaT JOJDKeH ObITh Oolee
KJIETOYHBINM, YeM Mpu JTuMdomax, TaKk KaKk 4acTo MAIMEHTaM C MHOXXECTBEHHON MHEIOMOM
TUTAHUPYETCs TPOBEACHUE JIBYX ayTOTpaHCIUTaHTanuid. KiierouHocTh TpaHCIUTaHTata oT 2-X
no 4-x miH. CD34+kieTok/kr cumrtaercss cyOomTuManpHOW. HeagexkBaTHOE KOTUYECTBO
CD34+xnerok B TpaHCIUIAHTaTe MOXKET TMPUBECTH K Ooliee IUTETbHOMY TEpUOAY
BOCCTAHOBJICHHSI TE€MOIO33a B TOCTTPAHCIUIAHTAIMOHHOM TMEPHOJE, TMEePCUCTHPOBAHUIO
aHeMHH, TPOMOOIIMTONIEHUH B TEUEHHUE IMTETHLHOTO BPEMEHM, MHOTJAA 10 Toja u Ooree,
YBEJIIMYEHUIO PHUCKA Pa3BUTUS WMH(OEKIMOHHBIX OclokHEeHWH. Kpome Toro, y mamueHTos,
MOJIYYMBIIUX TPAHCIIAHTAT ¢ CYOONTUMATbHOU KJIETOYHOCTHIO, 3aTPYAHEHO JalbHEHIee
JIeYeHWE B Cllydae pa3BUTHUS peluauBa 3a00ieBaHHs H3-32 OBICTPO pa3BHBAIOMICHCS
MOCTIIMTOCTATUYECKON TITyOOKOM M NIUTENbHON MaHIUTONeHUH. [l ymydlieHus KadecTBa
TpaHCIIJIaHTaTa MOKHO TMPOBOJUTH TOBTOPHBIE MOMBITKH MOOWUIH3AIUU C W3MEHEHHEM
peXHuMa, HampuMep, €CIM paHee CTHUMYJLIIHIO TeMorod3a mepen adepe3oM MpOBOIWIH C
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IMOMOIIBIKO TOJIBKO HHUTOKHHOB, TO IIpU HOBTOpHOfI MOGI/IJII/BaI_II/II/I MOXXHO HCIIOJIB30BaTh

couetanue xumuorepanuu u KCO.

Hns  ynyumienuss moOwmmsauun ['CK B mepudepuueckyto KpoBb HPUMEHSIOT
antaronuct CXCR4 mnepukcadop. CornacHo koncencycy, npuasromy EBMT B 2013 rony,
MOKa3aHWs K Ha3HAYCHMIO Iuiepukcadopa ocHoBaHbl Ha KonmdectBe CD34+ kieTok B MKI
nepudepudeckoit kpoBu nocie crumyssinun [-KC®. Ecnu konmaectBo CD34+ Ki1eToK B MK
6onee 20 kieTok, Ha3HadaTh Tiepukcadop He cienyer. KonmngecrBo CD34+ knetok menee 10
ABIISICTCA TOKa3aHUEM Uil Ha3Ha4deHus 1epukcadopa. [Ipu mpoMeKyTO4HOM KOJIHYECTBE
CD34+ knerok ot 10 1o 20 B MKJI PEKOMEHIYeTCSl YYUTHIBATH JIOTOJIHUTEIbHBIC (PaKTOPHI
pHCKa, a UMEHHO: NPEJICYEHHOCTh NaIMEeHTa, BO3PacT, aKkTHBHOCTh OCHOBHOTO 3a00JIeBaHUs,
JY4eBYI0 TEpamuio B aHaMHe3e, TEepaluio MpernapaTamy, MOBPEKTAIONMMH CTBOJOBBIC
kietkn (Mendanan, GarogapaObuH, JEHATUIOMHI), B aHamHe3e. [lpu Hamuumm ¢akTopoB
pHICKa B aHAMHE3€ CJIeAyeT Ha3Ha4yaTh riepukcadop.

OnTuUMalIbHBI peXUM CTUMYJIALIMU, KOTOPBIM B HACTOSILEE BPEMsI MPUMEHSETCS BO
MHOTHX TPaHCIUIAHTAIIMOHHBIX IIEHTPax, MPEACTaBIsAeT co0ol moakoxHoe BBeneHue I'-KCD
B JI03€ 5 MKI/KT IBaXIbl B JICHb B Te€UeHUE 4 AHEW, Ha 5-bIi ACHb BBOAAT IuIepHKcadop B
no3e 0,24 mr/kr moakoxHo, 3a 12 gacos g0 adepesa. [Ipu HeoOxomumocTu BBenenue ['-KCD
U ieprkcadopa MOKHO MPOJIOHTUPOBATH €IIIe Ha OJIMH —/IBa JHS.

I[Ipu wmoOunmuzamuu ¢ npumenennemM XTI u [-KCD mnnepukcadop HazHayaror
MPEBEHTUBHO, ecimu KoimuecTBO CD34+kinerok B MKI KPOBH OCTaeTCs HHU3KUM IMOCTE
MPOXOXKJACHHUS Haaupa B ypoBHE JieWkoruToB. Jlo3a mnepukcadopa paBusercs 0,24 mr/kr
noakoxHo, BBenenue [-KCD crnenyer mponomkars. Adepe3 npoBoasat uepe3 10-12 ygacos
rocJie BBeAeHUs Tiepuxcadopa.

B cnywae amnoTI'CK TpaHcmiaHTat moiay4daroT OT POJCTBEHHOTO HJIM HEPOICTBEHHOTO
COBMCCTHMOI'0 WJIM YaCTUYHO COBMCCTHUMOTO JOHOpPA. Hcrounmukom TPaHCIJIaHTaTa CIIYXKHUT
KOCTHBIH MO3T (B 3TOM CIlly4ae NPOBOJSAT MHEIOAKCPY3UIO IMOJ OOIMM HApKO30M) WIIH
nepudepuyeckas kposb (I'CK nmonyuaror nocne moounmuzanuu ['-KCD).

B cayuae amnoTI'CK nonopa koctHoro mosra mnonouparor no HLA-cucteme. C
HauOOJbIIeH BEPOATHOCTHIO MOXHO HAWTH COBMECTHMMOIO JOHOpa Cpeau CHUOJIMHIOB
(ponubIx OpaTbeB U cectep). Poautenu u neTu, Kak nMpaBuiio, SBISIOTCS TaryIONI€HTUYHBIMU.
[Ipy oTCyTCTBHM POJCTBEHHBIX COBMECTHUMBIX JIOHOPOB M Hanu4uu nokazanuil Kk amnoTT'CK
BO3MOJKEH ITOMCK HEPOJCTBEHHOI'O COBMECTHMOIO JJOHOPA Yepe3 MEKIYHAPOIHBIE PETHCTPHI
HEPOJCTBEHHBIX TIOHOPOB. ClielyeT IOMHUTH, YTO MIOUCK MOXKET 3aHSTh 3-4 1 OoJee MecsleB.
B oTaenpHbIX cayyasx B Mpo(UIBHBIX HEHTPax MOXKeT ObITh paccMoTpeH Bornpoc o TI'CK ot
HETIOJTHOCTHI0 COBMECTUMBIX TOHOPOB.

5. PeskMMbl KOHIUIITHOHUPOBAHMS



123

IIpu ayroTKI'C oTcyTCTBYIOT paHIOMM3UPOBAaHHBIE MCCIEAOBAHUSA, CPaBHUBAIOLINE
pa3NUyHbIE PEXUMBI KOHAWIMOHWUPOBAHMS, OTCYTCTBYIOT. Hambonee pacmpocTpaHeHb
pexxumbl BEAM, CBV; pexe npumensercs pexum Bu/Cy.

IIpu amoTI'CK  pexxumbl KOHAUIMOHUPOBAHUS JIOJKHBI obecreynTh
MMMYHOJIOTHYECKYIO TOJEPAaHTHOCTb, TO €CTh OBITh MMMYHOAONAaTUBHBIMH. B cBsizu ¢
OONBIION  TPEJICYEHHOCThIO MAIMEHTOB ¢ JuMdomamu, B ToMm uucie ¢ ayrolI'CK B
anamuese, rnpu a0 TT'CK yarie ncnosb3yroT peskuMbl KOHIUIIMOHUPOBAHUS CO CHUKEHHON
TOKCHUYHOCTBIO. Crporux pekOMEHJAIMil 10 peXUMaM KOHAWLMOHUPOBAHUS HET.
PannomMunsupoBaHHbIX HCCIEN0BaHUN, CPAaBHUBAIOIINX pa3iInyHbIe PEXKUMBI
KOHJIMIIMOHUPOBAHUSA, TAKXKE HE MPOBOAWIOCh. Kaxaplli TpaHCIUIAHTALIMOHHBIA LEHTP
BBIOMPAET PEKUM KOHIUIIMOHUPOBAHUS, YIUTHIBAS MPEIIICCTBYIONIYIO TEPAIHIO, COCTOSHHE
nagueHTa W coOcTBeHHbIM  ombIT.  Haubosiee  4yacTo  NOPUMEHSIOTCS — PEXUMBI
kouauimonuposanus Flu/Mel, Flu/Bu, Flu/Cy, Flu/Bu/TT, Flu/TBI.

Tpancranranus I'CK npoBoautes B aess 0.
6. ConpoBoautejibHas Tepanus
a. Hpu ayroTT'CK

JUis  yMeHbIIeHHMs] pHUCKa pPa3BUTHUS HHQEKIMOHHBIX OCJIO)KHEHHUH IalueHTaM
MPOBOAMUTCS ~ JEKOHTaMHUHauus  KkumeyHuka. Ilpu  ¢debOpunpHO  HeHTponmeHUM  —
aHTHOaKkTepuanbHasg Tepanusd. Ilpy  HeoOXoauMOCTH  NAUEHTHl  OOECIEeUMBAIOTCS
MapeHTepaIbHbIM MMUTAHWEM, TEMOKOMIIOHEHTHOH Tepanueil. Bce mpoayKThl KpOBU JOJIKHBI
ObITh 00Ty4eHbl B A03€ 25 ['p i npodunakTuku TpaHCPY3MOHHOM peakluy “TpaHCIUIaHTaT-
NpoTUB-X03siMHa”. IIpu  BBIABIEHUMM  COOTBETCTBYIOLIMX  BO30OyauTesNed WM TNIpU
HeA((HEKTUBHOCTH aHTUOAKTEPUATIBLHOW TEparuy NAlUeHThl MOIY4YaloT IPOTUBOBUPYCHYIO U
AHTUMHKOTUYECKYIO Tepanuto. [IpoBoauTcss Koppekuus >3JeKTpoiauTHoro OanaHca. Ilpu
HEO0XOAMMOCTH MALUEHTHI NTOJIy4ar0T AaHTUIMETUKH, 00€300JIMBAIOIILYIO TEPAIIHUIO.

[Tocne BoccraHOBIEHUs remMonod’3a (Ha 12- 25 neHb B CpeAHEM) CONMYTCTBYIOLIAs

TCpalusi B OOJIBIIIMHCTBE CJIy4acB OTMCHSCTCA.
b. IMpu annoTI'CK

Bce manmentsl ¢ amnmoTI'CK s npoduinakTuku peakiuu “TpaHCIUIaHTaT-NIPOTUB-
X035MHA~ TOJY4al0T UMMYHOCYIIPECCHUBHYIO TEPANMIO, KaK MPABUIIO, TUKIOCIOPUHOM WU
TaKpOJIUMYCOM IOJI KOHTPOJIEM KOHIIEHTPALlUW 3THUX IPENnapaToB B KPOBH. JlOMOIHUTEIBHO
MAIUEHTBI MOTYT MOIY4aTh METOTPEKCAT MU CEJICENT. J[IUTEIbHOCT IMMYHOCYTIPECCUBHOM
Tepanuy WHIWBHIYaJbHA W 3aBUCUT OT CTENEHU BBIPAKEHHOCTU IPOSBICHUN OCTPOM M
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XPOHUYECKON peakUMi “TpaHCIUIaHTAa-NPOTUB-X035IMHA”, XMMEpPU3Ma, CTaTyca OCHOBHOI'O
3a00JeBaHus, IEPEHOCUMOCTH. B OOJBIIMHCTBE CIy4aeB UMMYHOCYIPECCHS MPOBOAMUTCS OT
90 mo 180 mueil. Bcem mamueHTam NpOBOAMTCS MPOQPUIAKTHKA, a MPH HEOOXOIMMOCTH,
Tepanusi OakTepUATbHBIX, BUPYCHBIX M TPHUOKOBBIX HMH(MEKUUH, KOPPEKIHS 3JIEKTPOIUTOB,
IréMOKOMIIOHEHTHas Tepanus o0iaydeHHbIMU B A03e 25 I'p nmpogykramu kpoBu. IIpoBoauTh
TpaHchy3uH  HEOOIyYEHHBIX T'E€MOKOMIIOHEHTOB  KaTErOpHuYecKH 3ampemieHo. Ilpu
HECOBMECTHUMOCTH [0 TPYNIE KpPOBH, SPUTPOLMTHI IEPEIMUBAIOT 110 HHIUBUAYAIbHOMY
noadopy.

HaHI/IeHTaM MMpOBOAUTCA MOHUTOPHUHT XUMCPU3MaA (TO €CTb COOTHOUICHUA JOHOPCKUX U

COOCTBEHHBIX KJIETOK KPOBH), IATOMETAIIOBUPYCHOW HH(EKITHH.
7. OcaoxxHeHHA
a. Ilpu ayroTI'CK:

Hambonee wacto BcTpewaroTcsi HMHQPEKIUOHHBIE  OCIOKHEHUs  ((eOpuiabHas
HEUTpOTieHUsT y OOJBIIMHCTBA TAIMCHTOB), MYKO3UTHI PAa3JIMYHON CTEMEHU THKECTH,
reMopparuueckue OcloXKHeHHs. Kak TpaBWilo, 3TH OCIIOKHEHHS pa3pemaroTcsi IOocie
BOCCTAHOBJICHHMSI Te€MOI033a. MOryT ObITh [MO4YeYHas, IIEYCHOYHAss TOKCHYHOCTb,
KapJIMOTOKCUYHOCTh. TOKCHYHOCTh KpHOKOHCepBaHTa auMmetwicyinbdokcuaa (AMCO).
OcTtpast moveyHass HEJIOCTATOYHOCTh IMPH TPAHCIUTAHTAIMK KpHOKOHCepBHpoBaHHBIX ['CK
KOCTHOT'O MO3Ta BCIICJICTBUE TPAHC(Y3UH TeMOJTU3HPOBAHHBIX SPUTPOIIMTOB.

b. Ocnoxuenns npu annoTI'CK.

OcnoxHEeHUsl, CBA3aHHbIE C UMMYHHBIM KOH(JIMKTOM: OCTpasi U XPOHUYECKasl peaKkluu
“TpaHCIUIAHTAT-IPOTUB-X034MHA, TE€MOJM3, MaplHalbHas KPACHOKJIETOYHas aruiasus,
BbI3BaHHas1 HECOBMECTUMOCTBIO 110 ABO-CI/ICTCMC, I/IH(i)eKHI/IOHHI)IC OCJIOXKHCEHHS BCICOCTBHUEC
I/IMMYHO)Ie(i)I/IHI/ITa, MNpeKAC BCEro, acnepruiiyic3 U BUPYCHBIC I/IH(i)eKHI/II/I, TOKCHUYHOCTb
MMMYHOCYTIpECCOPOB  (IIOY€YHast),  BEHOOKKJIO3MOHHAs  Oo0Jie3Hb,  TUMOQYHKIIUS

TPpaHCINIaHTaTa, HCIPHUXKUBJIICHHUE WUJIM OTTOPXKCHUE TpaHCIIJIaHTaTa.

[Tpu mporpeccupoBanuu win peuunguse JuMdomsl nocie anoTI'CK mposogst
Tepanuio JOHOPCKUMHU JHUM@oOUUTaMH B BO3pacTaroulel go3e mociae OTMEHbl 0a30BOM
MMMYHOCYTIPECCHH. JIONOJHUTEIPHO MOXHO IPOBOJAWTh XHMHOTEPANUIO WIH TEPAIHUIO
TapreTHBIMH TpeNapaTaMi, HAIPUMEp, PUTYKCHMAGOM WIIH OPEHTYKCHMAGOM BEIOTHHOM',

B 3aBUCUMOCTH OT THIIA J'H/IM(l)OMI)I.

*® Npenapar B npouecce perncTpaumm



125

IIpumenenne IIIT y GoabHBIX JUMOMaMu
O.B.Myxopmosa O.B., Acnanuou U.11., U.B.Exaesa U.B., /lemuna E.A.

[TozutponHo-3Muccuonnas Tomorpagust (II9T) — oauH U3 COBpEMEHHBIX METOJIOB
PaIMOHYKIIMTHOM  JMAarHOCTUKH, MO3BOJIAIOIIMN  OIEHUTh  AKTHUBHOCTh  Pa3iIMUYHBIX
MeTabonuueckux mnpoueccoB. Jlig 3Tol  1enu  Hambojee IIMPOKO  HCHOJIB3YeTCs
¢dbropae3okcurimokosa, medeHnas 18-propom (18F-DOI'). Knetkn MHOTHX 3JI0Kau€CTBEHHBIX
omyxosie B OOJBIIMX KOJMYECTBAX HCIOJB3YIOT TJIIOKO3y, TaK KaK OHa SBISIETCA
HWCTOYHUKOM DHEPTUH, HEOOXOTUMBIM IS WX OBICTPOTO JENeHUS € POcTa. YPOBEHB
TJIMKOJIM3a B KJIETKaX 3JI0KaYeCTBEHHBIX OIYXOJIeH, a 3HAUUT U MHTEHCUBHOCTH HAKOIIJICHHS
18F-®/II" B Hux mpu [13T, mponopuroHaabHBl CTENIEHH arpecCUBHOCTH OMYXOJIH, TO €CTh
0oJiee arpecCUBHbIE OITYXO0JIM XapaKTepU3yIOTCs 00Jiee aKTUBHBIM HAKOIIJICHHEM Ipernapara.

Opnaxko 18F-®JII" He sBigeTcs TYMOPOTPONHBIM IpernapaToM. B ¢usnonornyeckux
YCIIOBUSIX IpernapaT aKTUBHO HAKAIUIMBAE€TCS B TOJIOBHOM MO3re, paOOTaloIIMX MBIIIIAX, B
(GYHKIMOHUPYIOIIUX SIMYHUKAX, JKEIyIKe, KHUIIEYHUKE, YalleuHO-JIOXaHOYHOH cucreme
IIOYEK U MOYEBOM ITy3bIpe. Takxke mpenapar akTHBHO HAKAILJIMBAETCS B OYaraXx BOCHAJICHHS U
HHPEKIUUA. DTO MOXKET SIBIATHCA MPUUNHON CIOKHOCTEH nuddepeHInanbHON THarHOCTHKA
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YKa3aHHBIX IIPOLIECCOB M 3JI0KAa4eCTBEHHBIX omyxoiei. Kpome toro, tounocts IIOT ¢
npumeHeaneM 18F-OJII" cHmkena y OONBHBIX € HApyUICHUSMHU YIJIEBOJHOTO OOMEHa
(caxapHbIM 11a0ETOM, BBIPAKECHHBIM META00INYECKUM CHHIIPOMOM).

[Ipenen paszpemarorieit ciocooHocTu coBpeMeHHbIX [I9T ckanepoB 5-7 MM, mo3TOMY
MeTa0OIMYeCcKasi aKTUBHOCTh CTPYKTYP MEHBIIMX pPa3MEPOB HE MOXKET OBITh OILIEHEHA.
Crannaptroe I19T uccrienoBanue y OHKOJOTHUECKUX OOJIBHBIX BBIOJIHIETCS OT MOYKH yXa
70 BepxHEW TpeTu Oeapa, MpU HEOOXOAMMOCTH yKa3aHHBIM OOBEM HCCIEAOBAHUS MOKET

pacCIIMPSTHCS.

Tounocts IIDT B nmuarnoctuke JUMGOM pa3IHMYHBIX THCTOJOTHYECKUX BapHUAHTOB
HeoquHakoBa: ymMpoma  XOMKKHMHA,  (QomukyaspHas — (MIPEeMMYHIECTBEHHO  3-TO
LUTOJIOTUYECKOTO THIA), a TaKXKe pAd APYTUX arpecCUBHBIX HEXODKKHHCKUX JIMM(OM
(mubdy3Has  KpynmHOKIETOYHas  B-kinerouHas, ©3  KJIETOK MaHTHH, bepkurra,
MMMYHOOJIaCTHAs, aHaIulacTUYecKash KPYMHOKJIETOYHAsl) XapaKTEpU3YyIOTCS HHTEHCHUBHBIM
HakorieHueMm 18F-®JII" u Bwicokoit TouHOCTHIO [IDT mmarnoctukm. Ilocnennuwe naHHbBIS
CBUJETENLCTBYIOT 0 BbICOKOM TouHOCTH [IOT ¢ 18F-®/II" Takxke y O0NIbHBIX arpecCUBHBIMU

T-xnerounbimu (B yactHocTH, NK/T-kieTounsiMu) siumdomamu.

JIJiss MHIOJICHTHBIX JTUM(POM THUIIUYHOHN SBIISETCS HU3KAs WHTEHCHUBHOCTh HAKOILICHUS
18F-®/II", a 3HauuT HEBBICOKAs TOYHOCTh [IDT-aumarHoCTHKH. Y OOJBHBIX HHJIOJICHTHBIMH
mumpomamu 13T He HalIa MUPOKOTO MPUMEHEHUS: OTAEIbHBIE pa0OThl CBUIETEIHCTBYIOT
0 BO3MOXXHOCTH HCIOJB30BAHHUS METOJAA ISl JUATHOCTUKH TpaHcpopManuu JTUM(POMBI —
nosiefieHne ouaroB HakoruieHuss 18F-®JII" BBICOKOW MHTEHCHUBHOCTH Y OOJBHOTO
MHJIOJICHTHOM JINM(OMOI ¢ BBICOKON BEPOSTHOCTBIO CBHUJIETEILCTBYET O €€ TpaHC(HOopMaluu
U 11e71ecO00pa3HOCTH BBIMIOJHEHUs] OWMOTNICMHM W3 OYaroB MaKCHUMAJIbHOTO HAaKOTUICHHS

nperapara.

bonbHbIM ¢ nuMdpoMON XO/KKHHA U arpeCCUBHBIMM HEXOKKMHCKUMH JUMpOoMaMu
[I9T pexomeHyeTcs BBIIOIHSATH:
1. 1o Hauana jedeHus AJIs yTOUHEHHUs CTauu 3a00JIeBaHMS;
JUTsL OLIEHKU (P (EKTUBHOCTH JICUeHUS (XUMHUOTEPANIUU WIIH XUMHOIY4YEBOTO);
JUTSL OLIEHKU PacIpOCTPaHEHHOCTH Tpoliecca IpU peluiuBe (pecTaiupoBaHus);
JUTs OLIeHKU 3 (EKTUBHOCTH JICUEHUS PEIUINBA ;

e wN

IpY TIOJI03PEHUH Ha TpaHC(HOpMALHIO TUM(OMBI;

Y OGompHbix ¢ BUY-undeknumeit auddepeHumanbHas IUarHocTUKa aKTHBHOTO
npoiiecca, o0yciosiaeHHoro auMmpomoit 1 BUY-undekuueit, no pesynasraram [19T ¢ 18F-
@/II" HEBO3MOXKHA.

3a UCKJIIOUEHHEM OTIENbHBIX rpynn 00ibHBIX, [I9T He pekoMeHIyeTcs: UCT0Ib30BaTh

JIIsL HaGHIO,Z[eHI/ISI 3a MaguCHTAMU IOCJIC MCPBUYHOTO HWHAYKIMUOHHOI'O JICUCHUS, TAK KakK
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METOJA HE HMCCT Y6€III/ITGJIBHBIX npeumMymeCTs 1Mo CpaBHCHHUKO C TPaaULUOHHO

HCIOJIb3YCMBIM JHATHOCTUYCCKUM KOMIIJIICKCOM.

Bo3mokHocTh ucnonb3zoBanus pe3ynbratoB [I9T, BeINMOIHEHHON B Mpolecce JIeUeHus,
JUTSE KOPPEKIIUHM TepaIuu, a Takke JUIsi 0TOOpa MAIlMEeHTOB Ha MPOBEJICHUE TPAHCIUTAHTAIIUU
ayTOJIOTUYHBIX CTBOJIOBBIX KJIETOK KPOBU U MPOTHO3a €€ A (HEKTUBHOCTH B HACTOSAIIEE BPEMS
TOJIBKO U3y4aeTcs.

1. IIDT mo HavaJa JedyeHUd

Pesynprater [I9T, BbIMOJHEHHOW [0 Haudajga JICYCHHS, MO3BOJSAET YTOUHHUTH CTAIUIO
rpoiiecca B CTOPOHY KaK TOBBIIICHUS, TaK U TOHMXCHHUS MPUMEPHO y TPEeTU OOJBHBIX.
YacToTa akKTHBHBIX BOCHAIATEIBHBIX MM HH(DEKIIMOHHBIX MPOIECCOB y OOJIBHBIX JI0 HaJala
JICYCHUST OOBIYHO HEBBICOKA, IMO3TOMY KOJHUYECTBO JIOKHOTIOJOKUTEIBHBIX PE3yJIbTaTOB

[IDT, BEIITOTHEHHOM 10 HaYala JICUCHHS, TAK)KE HEBEIIMKO.

HauGonee s¢dexruBHO npumenenne 19T mis TOYHOTO CTamupoBaHUS y OOJBHBIX C
HCXOJHO BBIBJICHHBIMH pPAaHHUMH CTaJWsAMHU 3a00JIeBaHUS IS MCKIIOYCHHs Oosee
PacIpoCTPaHESHHOTO MpoIlecca MM ¢ HAJIMYMEM B OpraHax WM TKaHAX CIMHUYHBIX OYaroB

HESICHOM 3THOJIOTUH, HO C MOJ03PEHUEM Ha OIIyXO0JIEBOE ITOPAKEHHE.

Bremonnenne I[19T no Havyama JiedyeHUs MO3BOJIIET HE TOJBKO YTOYHHTH CTaJIHIO
3a00J7€BaHMsA, HO M TIOBBIIIAET TOYHOCTHb OIIEHKH pe3yibTaToB mocuenyroumx [19T
WCCTIEIOBAaHUM, BBIMOJHEHHBIX 711 OIEHKUA A()(PEKTUBHOCTU JICUCHHUS W OMPEIEISIONUX
BO3MOXKHOCTh €70 3aBEpIICHUS; TAaKXKE ATO BAXHO IS TUTAHUPOBAaHUS OOBEMa JIy4eBOU

Tepanuu.

19T HeoO6XOAMMO BBHIMONHATH Y OOJBHBIX C MPEANOJOKUTEIbHBIM JIMarHO30M Tepe
IIPOBEACHUEM JIONIOJIHUTEIBHBIX HHBA3UBHBIX JUATHOCTUYECKUX BMEIIATENBLCTB, IOTOMY YTO
HeratuBHble pe3ynbTaThl [I9T MOryT MCKIIOYMTH HEOOXOAUMOCTH NMPOBEIECHUS WHBAa3UBHBIX
BMELIATENbCTB, a No3UTHBHBIE [IDT-maHHbIE MOTYT MOMOYL B BBIOOpPE ONTHUMAILHOTO
OITyXO0JIEBOrO oyara Juisi Ouorcun. Takoi mopsaaok oOciIe10BaHUsl CYIIECTBEHHO MOBBIIIACT
ToyHOCTh [IOT-nmMarHocTHKH, T.K. HCKIKOYAET JIOKHOIIOJOKUTEIBHBIE  PE3YJbTaThl,

06YCJ'IOBJ'IGHHI)I€ MOCTMAHUTTYJIAOVMOHHBIM BOCIIAJIIMTCIBHBIM IIPOIECCOM.

Y OonbHBIX JAUMQPOMaMHU, KOTOPbIE XapaKTEpU3YIOTCS HHTEHCUBHBIM HAKOIJIEHUEM
18F-OAI (mumdoma XOmKKHMHA W TIEPEUYHCICHHBIC BBINIC arpeCCUBHBIC HEXOJDKKHHCKHE
nuM(GOMBI), IO TOYHOCTH JHMAarHOCTUKU MopaxkeHus kocTHoro mosra 19T mpeBocxoaut
TpenaHoOMOICHI0 KOCTHOrO Mo3ra. Mcnonbs3oBanue coBmemeHHbIx Texnonorut (II9T/KT) y
00JbIIMHCTBA OOJIBHBIX MO3BOJISIET TOUHO JU(depeHIIMpOBaTh MOpaXKEeHHE KOCTeH CKeleTa 1
KOCTHOT'O MO3Ta, YTO TPOOIEMaTHYHO 10 pe3yabTaraM n3ojaupoBanHoro 19T ckanupoBanms.
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IMpu Bxmouenuu [I9T B 1uan mepBUYHOro 0O0CIENOBaHUS OONBHBIX YKa3aHHBIMHU
TUIaMHU JTUM(POM HEOOXOAUMO YUUTHIBATH, YTO:

1. mposenenue IIOT nOMKHO mNpeAIIECTBOBATh BHIIOJHEHUIO TPENaHOOMOIICUU
KOCTHOI'O0 MO3ra — IIPU JAaHHOM IIOCJIEOBATEIbHOCTU MCCIEAOBAHUM PE3YJIbTATHI
I15T, xak NO3UTHBHEIC, TAK U HEraTUBHBIE, 00CCIICUNBAIOT KIIMHUI[ICTOB BaKHOM
JOTIOTHUTEIBHON HH(OpMAIIHeii;

2. wueratuBHble pe3ynbTarthl [IOT C BBICOKOW TOYHOCTHIO CBHICTEILCTBYIOT 00
OTCYTCTBHHM TOPaXEHUsT KOCTHOTO Mosra. [loatomy OoibHBIM JTUMQOMON
XomxkuHa ¢ IIOT-moaTBEep)KACHHBIMM pAaHHUMHU CTaJusIMU 3a00J€BaHUS U
MOpakeHWeM  BblIe  auagparMbl  HET  HEOOXOAMMOCTH  BBINOJHATH
TPETaHOOUOIICHIO KOCTHOTO MO3Ta,

3. mo3uTHBHBIE pe3ynbTarhl [13T:

e uddy3HBI THI MOpPAaXEHUS KOCTHOrO Mosra 1o JaHHeiM [I9T
CBUJECTEIBCTBYET O BBICOKOM BEPOSATHOCTH IIOJIYYEHHs ITO3UTHUBHBIX
pe3yibTaTOB  TPEMaHOOMONCHM KOCTHOTO MO3ra IpU BBINOJHEHUU
IpoLEeypbl U3 TUIIMYHOIO MecTa (KpbLIa MOB3IOLIHON KOCTH).

® OYaroBbIM TUI MOpakeHUsd, BbIABIEHHBIM npu IIOT, modyru uckmoyaer
BEPOSTHOCTb TMOJYYEHHUS MO3UTHUBHBIX pPE3YyIbTaTOB TPEMaHOOMONCUU
KOCTHOT'O MO3ra IpU BBINOJIHEHUM INPOLELYpPhl U3 TUIIMYHOIO MECTa.
[Tpu HeobxoaumocTu Bepudukanuu pesynbratos 19T (npu BbIsiBIEHUN
€IMHCTBEHHOTO oOuara TMOpaXXeHHs B KOCTHOM MO3re) cleayeT
BBINOJIHATH NpulenbHyto MPT niamn TpenaHoOHONCHIO KOCTHOIO MO3ra
13 04aroB NOPAYKEHUs, COOTBETCTBEHHO NaHHbIM [I1OT.

VY OO0HBHBIX WHOOJICHTHBIMHA J'II/IM(i)OMaMI/I JJI1 OOC€HKH COCTOAHHA KOCTHOI'O MO3Tra

«30JIOTBIM» CTAHJAPTOM OCTAETCS TPENAaHOOMOICHS KOCTHOIO MO3Ta.
2. TIDT past oueHku P PeKTUBHOCTH JIeYeHH

B Hacrosimee Bpemsi y OONBHBIX € JMM(OMaMu SBISETCS CTaHIAPTOM BBIIOJHEHUE
[I9T nocne 3aBepiieHUs JeyeHUS (XUMHUO- WJIM XUMHOJIYYEBOTO) IJsl MOJATBEPKIEHUS
MOJIHOTBHI pemuccu. OCOOEHHO 3TO Ba)XKHO JJIsl MAlMEHTOB C HAJIMYUEM pPe3UIyalbHBIX
omyxoneBblx Macc: [I9T mno3Bomsier wuneHTUGUUIUPOBATH OONBHBIX C  (HUOPO3HBIMU
pe3uayaabHBIMU MaccamMu (He HakaruiuBaroT npernapaT — [I9T-HeraTuBHbIe pe3ynbTaThl) U C
pe3uayaabHBIMA MaccaMu C HAJIMYMEM OCTaTOYHOM OIyXoJyH (HakariuBaeT npenapat — [19T-

MTO3UTUBHBIE PE3YJIbTATHI).

BricokonH(opMaTUBHBI U CBUIETENBCTBYIOT O MOJIHON pemuccuu 3aboneBanus [19T-
HETaTHUBHBIC PE3yNbTaThl, HE3aBUCUMO OT OTCYTCTBHUS WM HAJMUUS PE3UIyaTbHBIX Macc
mo00ro pasmepa, y OonbHBIX JuM(PoMON XOKKWHA, arpeCCUBHBIMU HEXOKKUHCKHUMH W
dbommukynspHot (3 Tuma) naumdomamu. B Hacrosiee Bpems MPOBOAUTCS OOJBIIOE
KOJMYECTBO MCCIIEI0BaHUM, H3yUYaIOIINX BO3MOXHOCTh OTMEHbBI KOHCOIMIAIIMOHHOM JTyueBOi
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Tepanuu y OOJNBHBIX C HAJTMYKEM pe3uayaabHoi mMacchl U [19T-HeraTUBHBIMH pe3ynbTaTaMu
mocjae  3aBepuieHUs — xuMHoTepanuud. OKOHYATEIbHBIE  PE3yNbTaThl  OOJIBIIMHCTBA

WCCIICIOBAHMI e111e He OITyOJIMKOBAHBI.

Y OonbHBIX JuM(OMAMH pPEIKUX THIIOB C BapuabeIbHOW WM HEU3BECTHOMH
TJIUKOJIMTHYECKOW aKTUBHOCTBIO OLIEHKa 3((GEKTUBHOCTH JieueHus: mo pesynbratam [I19T
MPOBOJIUTCS. TOJBKO MPH HAJTHMYUU MHPOPMALUU 00 HMCXOAHOM BBICOKOM WJIM YMEPEHHOM
HAaKOIUICHUH TMIpemnapata B omyxonw. B maHHo# moarpymme OonbHbIX [1DT-HeraruBHBIC
pe3yibTaThl IIOCJIE 3aBEPILUCHUS JICYCHMs] TAKXKE CBHUIETEIBCTBYIOT O IIOJHOW PEMUCCHUHU.
Ecan 19T no nHauana nedeHus: He npoBoAwiIach win AaHHbie [IDT Obuin HEraTUBHBI, OLIEHKA
5pGEKTUBHOCTH Tepanmuu OOJBHBIX yKa3aHHOW moArpymmbsl 1o  pesyiabratam [19T

HCIIpaBOMOYHA.

Brissienne npu [19T MHTEHCHBHOTO HAKOTUICHHS MpeTapaTa B KPYITHON pe3uIyabHON
Macce I0CJI€  3aBEpLICHUs] JIEUEHUS  MOXKET ObITb  OOYyCIIOBIEHO HE  TOJBKO
MIPOTrPECCUPOBAHUEM 3a00JIEBaHUS, HO U HAIMYMEM B HeM Hekposa. [loaToMy onuHOYHBIE
OoYard WMHTEHCHMBHOI'O HAKOIUICHWs MpernapaTa, BeisiBieHHBbIE npu [19T y GonbHBIX mocie
3aBEPIICHUs JICUCHMs, 0€3 HAJIWYUs JAPYTrUX MPU3HAKOB IMPOTPECCUPOBAHUS 3a00JICBAHUS

AOJDKHBI ITOABCPraThbCa OHoICHH.

[Tocne neuyeHUsT NPOrHOCTHYECKOE 3HAYEHHE TMO3UTUBHBIX pe3ynabraTtoB [IOT
CYLUIECTBEHHO HHW)XE€ H3-3a BBICOKOIO MPOLEHTa JIOKHOMOJIOXKHUTEIbHBIX PpEe3YyJbTaToB,
OOyCIIOBJICHHBIX BBICOKOM 4YacTOTOM BOCHAIUTENbHBIX (ACENTUYECKUX, MHKPOOHBIX U
IpUOKOBBIX) IMPOLIECCOB, a TaK)K€ CBOMCTBAMHU caMOil Tepamuu  (JIO)KHOMOJIOKUTEIbHbBIE
pesyabTatel  [I9T B OIlGHKE COCTOSHUS YAaCTMYHOM PEMHCCHHM TOCTEe  JICUCHUs
PUTYKCUMaOOM).

3. Ilpomexyrtounoe I1IT ucciienoBanue

[Tpomexxyrounoe [19T uccrnenoBanue BHIMOIHAECTCS TOIBKO OOJIBHBIM, BKIIOUEHHBIM B
Hay4HbBIC MCCJICIOBAHUSI, TaK KaK Pe3yJbTaTbl MHOTOYHMCIICHHBIX HCCIEIOBAHUN KOPPEKIITNH

Tepanuu 1o pesyiabtatam [19T eme He OmyOIMKOBAHEI.

[Ipu HeocnoxHeHHOM TeueHuu 3abosieBanusi u jedeHus [1DT wmccremoBanme mocie
3aBepmeHH51 Tepam/m MOXKECT HC HpOBO}II/ITBCZ IIaIMueHTaM 663 HaJIn4uid pesnnyaﬂLme Macc.

4. MOT npu peuuausax

[I9T nyst oneHKM PAcCHpPOCTPAHEHHOCTH PEIHMAUBHOTO Tporecca U 3(P(HEKTUBHOCTH
€ro JICYCHHS IPUMEHSETCS TI0 TeM K€ IMOKAa3aHUSIM M UMEET Te€ )K€ CIIOKHOCTH TPAKTOBKH, UTO
W y TEPBUYHBIX OOJBHBIX. Y OOJBHBIX C TMO3AHUMH pEUUIMBaMH TOYHOCTH [IDT-
JTUArHOCTUKU B OIIEHKE PACIPOCTPAHCHHOCTH PEIUANBHOTO TMpOIlecca BBICOKAasS W HE
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OTJIMYACTCS OT TAKOBOMW MPH MEPBUYHOM CTAAMPOBAHUU. VICKITIOUCHNE COCTABIISIIOT OOJIbHBIC
C paHHUM pCHUIUBOM 3a00JIEBaHHUS, Yy KOTOPBIX HAJIMYUE [MOCTTEPANICBTHYCCKHX
BOCMAJIMTEIbHBIX M3MEHEHHH MOXET CHHXXATh TOYHOCTh [1DT-muarHocTuku (AMarHOCTHKA
PCLMIUBHOIO IMpoOIecca B JIETKHX, JKCIYAOYHO-KUIICYHOM TPAKTEe, IMOAUYCITFOCTHBIX
muMQoy3nax, MUHIATNHAX ).

5. II9T npu nopo3penun Ha TpaHchopmanuio TUMEPOMBI.

Pesynbrarel [19T maroT BO3MOKHOCTH BBISIBUTH HanOoOJiee METa0OIMYECKH aKTHUBHEIE,
TO eCTh HauboJjiee arpecCHBHbIC o4ard 3aboneBanus. Ilpu mogo3peHnn Ha TpaHCHOPMALIUIO
TUM(OMBI MMEHHO O4Yard ¢ MAaKCHMAaJbHBIM HAKOILJICHHEM IIpenapara JOJIKHBI SBISTHCA

00BEKTOM JUIsI TPOBEACHUS TOCIIEAYIONICH OHMOTICHH.
6. Ouenka pe3yabtatoB I[19T.

VY OonbHBIX JUM(pOMaMH B PYTHHHON KIMHUYECKOW TNpaKTHKE Haubojee TOYHOU

SIBJISICTCS] BU3YyaJibHas OlleHKa pe3yibTaToB [1OT.

B Hacrosimiee Bpemsi 00JbIlIOe BHHUMaHUE YAENsieTcs cTaHaaptu3anuu oueHku [19T
JaHHBIX. ITO OCOOCHHO Ba)KHO JIJIsl aHAJIM3a PE3YJIbTaTOB OOJBHBIX, BKIIFOUCHHBIX B HAYYHBIC
WCCIICIOBAHMS TI0 W3YYEHHIO BO3MOXXHOCTH KOPPEKIMHW JICYCHHS Ha OCHOBAaHHMH JAHHBIX
npoMexyrouHoro II9T ckanupoBanus. PesynpraThl mnpomexxyrounod II9T OGonbHBIX,
BKIIIOYCHHBIX B  HaydYHbIe WCCIENOBAaHMS, TAaKXe OICHUBAIOTCS BH3YyalbHO, HO C
UCIoJib30BaHueM S-0anpHoii mkansl (Deauville, 2009 r.):

1 6amn — vet HakorieHus: 18F-O/II" B pe3uayanbHOil Macce;

2 Oaiia — HaKOIUIEHHE IIperapara B pe3uyaabHOW Macce HUXKE, UeM B CPEJIOCTEHUN;

3 Oanya — HaKOIUIEHHE IpernapaTa B pe3uaAyalibHON Macce BbIIIE, YEM B CPEAOCTEHHH,
HO HW)KE, YeM B IPABOH JI0JIC TICUCHH;

4 Ganna — HaAKOIUIEHHE IpernapaTa B pe3UAyallbHOH Macce yMEPEHHO BBIIIE, YEM B
MIeYCHHU;

5 6amtoB — Hakoruienne 18F-®JII" B pe3uayanbHON Macce 3HAYUTEIHHO BHIIIE, YeM B

MECYCHU, UJIN OMIPCACIIACTCA MOABJIICHUE HOBBIX IMTATOJIOTMYCCKHUX O4Yaros.

[IpuMeHeHne yka3aHHOM MIKAJIbI MOAPA3YMEBAET, YTO PE3yJIbTaThl, OLEHEHHbIE B 1 U 2
Oanna, onHo3Ha4yHO ABIAIOTCH [IDT-HeraTMBHBIMH, TOrJa Kak 4 U 5 0aJJIOB — OJHO3HAYHO
[I9T-nmo3utuBHbIMU. OreHKka pe3yabTaToB B 3 Oamia (Korjga aKTUBHOCTh HAKOTUICHHS
npenapaTa B pe3uayajbHOW Macce BbIIe, YeM B CPEJOCTEHHUH, HO HUXKE, YEM B IEUEHU)
OCTAaeTCsl HEOJHO3HAYHOM W JHUCKYCCHS 10 JAaHHOMY BONPOCY OCTA€TCs OTKPBITOM.
Hcnonb3oBaHre ykazaHHOM 5-0allbHOM MIKaJIbI MOAPAa3yMeBAaeT COMOCTABICHUE PE3yIbTaTOB
HCXOJHOTO U npomexytogHoro [I9T-ckaHnpoBaHus — aHAMM3y MOJJIEXKAT MAaTOJIOTUYECKHE
oYaru, BbISIBJIEHHBIE B 00JIACTSIX UCXOJIHOTO OPAKEHMSL.
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Pesynbrarel momykonuuectBeHHOU oneHkn [1DT (mokazarens SUVMmax) 3aBucsat ot
pa3IUYHBIX (PAKTOPOB, CBSI3AHHBIX HE TONBKO C A(P(HEKTHBHOCTHIO JIeUCHHS. Pe3ymbTaTsl
MOJIYKOJIMYECTBEHHON OLICHKU TPHU BBIMOJIHEHUH HUCCIIEIOBAHUM Ha PA3IMYHBIX CKaHEpax
HECOMOCTaBUMBI M TO3TOMY HE MOTYT HCHOJb30BaThCA KIMHULUCTAMU [JISl TPUHSTHS

peLieHui.

Heo6xoauMo mOMHUTB, YTO OAMHOYHBIE OYard, BbIsABICHHBIC npu [I9T u umeromue
MPUHIUIHATIBHOE 3HAYEHUE [Tl BBIOOPA JICUEHHUS, TOJDKHBI OBITh BepU(DUIIMPOBAHBI APYTHMHU

METOAaMU JUArHOCTUKU.

7. Cpoxu BpinosHeHus [T nocie neuyenus

[IpaBuiibHbIi BeIOOp BpemeHH BbinosiHeHUs [19T uccnenoBanus CyliecTBEHHO BIUSET
Ha TOYHOCTb ITOJIy4EHHBIX PE3YJIBTATOB.

OnTuMallbHBIMHM IIPU3HAHBI ciienyromue cpoku nposenenus [I19T: He panee, yem uepes
2 HezeNH MOCye 3aBEepIICHHs] XMMHUOTEPAIUy 1 4epe3 3 Mecsla Mociie 3aBepIIeHuUs JTy4eBOn
tepanuu. CoONOACHUE YKa3aHHBIX CPOKOB OOCJIEIOBAHHUS TIO3BOJISIET CYIIECTBEHHO
MOBBICUTh TOYHOCTh [IDT-nIHarHoCTHKK B OLIEHKE PE3UAYyaTbHBIX OIYXOJEBBIX IMPOIECCOB,
4TO SABJIACTCA KIHOYCBBIM MOMCHTOM IJId IMPUHATHA PCUHICHHA O BO3MOKXHOCTH 3aBCPUHICHUA

Tepanuu.

OdunuanbHbple peKkoMeHJaluu o cpokax BboimosHeHus [IOT OonbHBIM moOcie
TPaHCIUIAHTAI[MM CTBOJIOBBIX KJIETOK KpPOBM B HACTOSIIEE BpEMs HE OIyOJMKOBAHBI.
[lepBoHayaNIbHBII OMBIT CBUJIETENBCTBYET O 11€1€CO00pa3HOCTH COONIOICHUS MHTEpBajia He
MeHee 3 MecCsIIeB.

[Ipy nnaHuMpoBaHMM HMHBA3UBHBIX AuarHoctuyeckux mnpouenyp IIOT nomkna um
npenuecrBoBarb. [Ipu HeoOxomumoctu BbimonHeHust [I9T mocine MHBa3WBHBIX MpoOLELYP
cienyer Bbyiepkarb uHTepBan 10-14 1gHell A CTUXaHUS MOCTMAHUIYJISILMOHHBIX

BOCTTAJIUTCIIBHBIX ITPOLECCOB (B TOM YHCJIE B PETHOHAJIBHBIX J'II/IM(i)aTI/I‘-IeCKI/IX ysnax).

B Hacrosmee Bpems [I9T crana HeOTheMIIEMOI YaCThIO TMArHOCTUYECKOTO ajJropuT™Ma
y OOJNBHBIX JIUM(POMaMH, KOTOPBIE XapaKTePU3yIOTCS CTAOUIBLHO BBICOKOW MHTEHCUBHOCTHIO
HAaKOIUIEHUS 18F-OAI" (mumboma  XomkkuHa,  QommukymspHas,  Audy3Has
KpyImHOKJIeTOuHass B-kjeTouHas, wu3 KJIETOK MaHTHH, bepkuTra, HMMYyHOOIAacTHa,

anaruactuueckast, NK/T-kneTounsie 1TMM(pOMBI).
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Xponuyecknit JumMdpoaenko3

320071€BAeMOCTD

Xponuueckuit mumponeiiko3 (XJIJI) — camplit 4acTblii BUA JICMKO30B y B3POCIBIX.
Yacrora ero B EBponelickux crtpanax coctasisier 4:100 000 B rox M HENOCpeICTBEHHO
CBsi3aHa ¢ Bo3pacToM. Y jun crtapuie 80 et oHa cocraBiser >30:100 000 B rox. Mennana
BO3pacTa Ha MOMEHT YCTaHOBJIEHUS AuarHo3a B EBponeiickux crpaHax cocrasisier 69 ner. B
Poccun XJIJT BbIABIsieTCA peke M MeIMaHa BO3pacTa HAa MOMEHT YCTAHOBJIEHHUS JUArHo3a

MCHBULIC, COPASMEPHO MECHBIIICH MMPOAOIZKUTCIIBHOCTH ) KU3HU POCCUAH.

QHaFHOCTHKa

1. Kpwurepuu nuarnosa

JImmpormrapras mumpoma/xpoHndecKrii TuMpoIeiiko3 — 310 B-kietouHas omyxoJb
U3 MEJNKHX JUM(OUIHBIX KJIETOK C TMPUMECHIO NMPOIMMQOIUTOB U MapauMMYyHOOJIACTOB.
KommaktHOe  pacnonokeHHe  HpOoaUM(OIHUTOB ¥ MapauMMyHOOJAacToB  oOpa3syeT
NICeBI0POIUIUKYIISPHBIE CTPYKTYPHI.

JlumdouuTtapHast TuMpOMa/XpOHUYECKUI auMQposeiko3 XapaKTepU3yeTcs
rereporeHHort akcrpeccueir CD20, xoakcmpeccueit CDS, CD23, CD43. PesynbTaTh
MMMYHOJIOTHYECKOTO oOKpammBaHusi ¢ aHtutenamu k CD38 u ZAP-70 koppenupyioT ¢
IIPOTHO30M.

['MaBHBIM  IUTOT€HETHMYECKHM  MAapKepOM, HEMOCPEICTBEHHO  BIHUSIONIMM  Ha
TEpaneBTUUECKYI0 TaKTHKY, sBIseTcs neneuus 17p. PekomeHayeTcs mpOBOAUTH CKPUHHHT
Ha genenuio 17p y Bcex OONBHBIX, HMMEIOMIMX [OKa3aHWs K Hadany Tepanuu. He
peKoMeHIyeTcsl TpoBOUTh uccienaoBanre FISH mamumentaM, y KOTOpBIX HET TOKa3aHHM K
Havany Tepanuu. Kpome toro, xenatenbHo uccnenoBars Hamuuue t(11;14), t(11q;v), +12,

del(11q), del(13q).

JlJis OCTaHOBKM JTMarHo3a XpoHU4eckoro JumMoreiiko3a Tpedyercs aHalu3 KPOBH U
MMMYHO(EHOTHIHYECKOE UCClleJoBaHKe. J[narHo3 ycraHaBiMBaeTcs MpU BBIABIECHUU Oojee
5000 xnoHambHBIX B-mumdoruroB B 1 Mkn mepudepuueckoir kpoBu. Kmerkm XJIJI
skcnpeccupyroT antured CDS u B-kierounsie mapkepsr CD19, CD20, n CD23. YpoBens
IKCTPECCUN TMOBEPXHOCTHBIX UMMYHOTII00ymrHOB, CD20 m CD79b Ha xietkax XJIJI Huxe,
4yeM Ha HOpMallbHbIX B-numdonurax. [Ing numdombl U3 KIETOK MaHTUHHON 30HBI TakkKe
xapaktepHa okcnpeccus CDS5S, Ho He xapaktepHa »skcnpeccusi CD23.B-kneTouHblit
MPOJUMQOIMTAPHBIN JIEWKO3 XapaKTepuzyeTcs BhICOKOH dkcrpeccueit CD20; Ha knetkax B-
I B 50% cnywyaeB orcyrctByer CDS. B maske kpoBu knetkm XJUJI BeImagsT kak
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TUMQOIUTHI C Y3KUM 000 JKOM LUTOILIA3MbI M IUIOTHBIM SIIPOM M YaCTUYHO arperupoOBaHHBIM
XpOMAaTUHOM, 0€3 OTUETIIMBOTO sIpbIKa. Bo3MoxkHa mpumech 6ojiee KPYMHBIX aTHIAYHBIX
KJIETOK, KJIETOK C PpAaCIICIUICHHBIMHU SIpaMd M MPOJIUM(OIMUTOB, 3TO HE MPOTUBOPEUUT
muarHo3y XJUL. Ilpu BeisiBaenun 6onee 55% nponuM@onuToB B KpOBU JHarHOCTHpyeTcs B-
KJICTOUHBI TpoiuMdonuTapabiii neiko3. s XJIJI xapakTepHO BBISBICHHE B KpPOBHU
pa3pyLIEHHBIX KJIETOK — TeHel ['ymnpexra.

Jlumdpomy u3 Manblx JUM(OIUTOB AUATHOCTUPYIOT MPH HATWYHH JTUMGBAICHONATHH,
CIUICHOMETAJINH, IUTOMCHUNA TIPU YCIOBHH, 4YTO YHUCIO B-TMMQOUUTOB B KpOBU HE
MpEBBIIIACT 5 X 10%/n. Jluartos momkeH GbITH MOATBEPKICH Ouorcuel TuM(aTHIecKoro
y3ma. B rucromormyeckux mpenaparax Mopdosiorndeckuid  cyocTpar IpeACTaBiICH
TG Gy3HBIM POCTOM HEOOJBIMUX JTUMGPOHUIHBIX KIETOK ¢ OKPYIJIBIMU SAPaMHU, KOMKOBATHIM
XpOMaTHHOM, 0€3 OTUETIMBBIX SIPBINICK. B cpe3ax TkaHW TUMQPATHYECKOTO y3JIa HEPEeIKO
MPUCYTCTBYIOT (DOJLTUKYIIOTIOOOHBIE CTPYKTYpPhI — TCEBAO(DOUIMKYIBI, TaKk Ha3bIBaCMbIC
30HBI POCTA, MPEICTABICHHBIC YBEIMYCHHBIM KOJMYECTBOM IMapaMMYHOOJACTOB, KJICTOK C
Mopdonorueir mporuMAOIUTOB € Pa3TUYUMBIMH SAPLIIKaMHA. [IceBIoQOUHKYIBI MOTYT
JEMOHCTPHPOBATh clladyto saepHyto akcnpeccuto Cyclin D1.

XJUI vmu nmumpoMy M3 MalbIX JTUMQOIUTOB MOXKHO 3allOI03pPHUTh Y MAIlMeHTa C
HEGOMBIIAM JTHM(OIHTO30M, HO uncioM B-mumdormro <5 x 10%1 B kpoBn. Ecmu 1o
naHHbIM (¢u3ukanbHoro odcnenoanusi, KT y manuenta He BbIABIsAeTCS NUMQaneHONAaTHH,
CIUJICHOMETAJIMH, a TaK)Ke HeT IUTONCHUH, JUArHOCTHPYIOT MOHOKJIOHANBHBIH B-KIeTouHbIi
mumponuros (MBKIT). MBKJI — ne 3aboneBaHue, a COCTOSHHE MPEIPACIIOIOKEHHOCTH K
XJUI ¢ gacroroii mporpeccun B XJIJI 1 — 2% B ron. Kpurtepun nuarnoza XJUJI, JIMJII u
MBKII rpaduuecku npeacTaBieHbl Ha cxeme 1.

Cxema 1.
Kpurepun auarnosza XJIJI, MBKIJI, JIMJI
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‘ B-numM§omuT I ’

I I
‘ <5000 /MEn ’ ‘ >5000/MEn ’

Jlnmbanenonarug,
CTILJIEHOMET AN, IMTOTeHUH,
UHQUIBT pAT UBHBIE UJIH

HMMYHHbBIE
HET ECTh
MoHOKMOHANBHBIH B- Jlumdoma U3 MaNbIX
KJeTOYHBIH THMQOIHTO3 JUMPOIUTOB

Y 3-5% oOompHbix XJUUI m smmdomoir w3 mambix jmmdonuToB (aHamora XJLT)
pa3BuBaeTcs KpymHOKJeTouHas JuMmpoma wimm gumdoma XomkkuHa. [losiBieHue
KpynHokieTouHOH auMdomsl Ha (one XJIJI HazpiBaeTcst cuHapomoM Puxtepa. IlosBnenue
mumdombl XomkkuHa Ha (ore XJIJI Ha3wpIBaeTcs XOMHKKUHCKON TpaHchopMmarueii. Bo Bcex
CllydasixX —JIOKaJbHOTO YBEJIWYEHUS JMM(OY3I0B WIH CYIIECTBEHHOTO HM3MEHEHUS
KJIMHUYECKOW KapTHHbI OO0JIe3HM HEoOXoauMo JenaTh Ouoncuio Jaumdoysna WU
AKCTpaHOJANIbHOTO oyara. bez Mopdoiornueckoi BepupuKauy 3TOT TMarHo3 He CTaBUTCSL.

2. Ilman o6ciaenoBaHus

1. Ocwmortp ¢ nanpnanuen TMMQGOy3JI0B, IEYEHH, CEIIE3EHKH, OCMOTPOM MUHIATNH

2. COop aHaMmHE3a: KOHTAKT C TIOTEHIIMAIBHBIMH MYTarceHaMH, HACJICJCTBEHHOCTH I10
OHKOJIOTMYEeCKUM  3alonieBaHusM, Hamuuue ciaydaeB HXJI/XJIJI y  KpoBHBIX
POJICTBEHHUKOB. BbIpakeHHass TeHeTHUYecKas MPeapacioNioKEHHOCTh MPOSIBISETCS TEM,
YTO BEPOSTHOCTH BBIABJICHHUS 3a00J€BaHUSI y HEMOCPEACTBEHHBIX POJCTBEHHUKOB
nanuenta pocturaer 10%. CemeiiHble ciaydad OMPENENSIOTCS KaK HaJIW4YWe JUarfHosa
XJIJI'y >2 poacTBEHHUKOB B OJTHOM WJIA B COCETHUX MOKOJICHUSX.

Ouenka comarnyeckoro cratryca no ECOG

Onenka komopouaHocta o mkaine CIRS

OO6muit aHaIM3 KPOBU C ONPEIETICHUEM YPOBHS TPOMOOLIUTOB M PETUKYJIOIUTOB
HccnenoBanue koaryiaorpaMmabl

OO0mui aHaIn3 MOYH

OKT

1
VIMMYHO(EHOTHITMPOBAHHE KPOBH, €CITH HE BBIONHSIOCH paHee

© oo NGOk

¥ MuHuManbHas naHenb MMMYHOEHOTUNNPOBAHMUA AO0/IXKHA BKAoYaTh: CD19, CD5, CD23, CD79b, Kanna um
nambaa, FMC7, CD20, CD10, CD38, ZAP70
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10. Muenorpamma

11. buoxumuueckuii  aHanu3 KpOBM,  BKJIIOYAIOIIMKA  ompeiencHue  Oeka,
KpeaTuHuHA,0MIupyOrnHa, MOYEBOW KUCIIOTHI, Tpancamunas u JIJII.

12. KonnyecTBeHHast OIIEHKA KOHIIEHTPALUU UMMYHOTI00YTMHOB A, M, G CBIBOPOTKH

13. IIpsamas npoba Kymb6ea

14. Y3U opranoB OprOLIHON ITOJIOCTH.

15. YapTpa3BykoBoe HccieaoBaHue epudepudecKkux TuMQpOoy3IoB

16. KT opranoB 3-x nosocreit

17. Pentrenorpadus rpyAHO# KICTKH

18. Onpenenenne MapkepoB BUPYCOB T'€IIaTUTOB B® Cu LIATOMETAJIOBUPYCA

19. LluTorenernyeckoe uccnenosanne u/min FISHA

20. UnpexunoHHbI CKPUHUHT: 00BEM OOCIEIOBaHMS ONPEACISIeTCS HHIMBUAYAJIbHO B
3aBHCHUMOCTH OT KJIIMHUYECKOW cuTyanuu. OH MOXKET BKJIIOYaTh, HO HE OTPAaHUYHUBATHCS -
MoceBaMH OHMOJIOTHYECKHX Cpel Ha OaKTepHalbHYI0 W MHUKOTHYecKyro ¢uopy, ITIP-
JIMAarHOCTUKOW BHUPYCHBIX HMH(MEKIWH, OIpeaesieHHeM acHeprijUIe3HOT0 aHTUTEHa,
Tectamu Ha npokanbuuToHuH U CPB, onpenenennem TokcunoB A u B Cl. difficile B xane
U T.J.

21. TpenaHoOHWONICHsT TIOKa3aHa ISl TOATBEPXKICHHUS PEMHUCCHH, NPU IOJ03PCHUU Ha
CHHIIpOM PuxTepa, a Takke Mpu HESCHOCTH JHATHOCTHYECKOW CHUTYaIlHH

22. HLA-tunupoBanue manueHTta u noTeHnuanbHbeix goHopoB ['CK, mowmck monopa I'CK B
perucTpax mpu Hajau4Yuu nokasanuii k ayutorenHord TKM (del 17p)

OcranbHble HUCCIICA0BAHUA BBIMIOJHAKOTCA HUCXOAA K3 KIIMHHUYCECKUX OKa3aHUil. HpI/I
MOJAO3PEHUH Ha TpaHCPOpMALMIO TOKa3aHa Owuorcus JauMQoy3ia, KOCTHOTO MO3ra,
HKCTPaHOJAITLHOTO OUara.

% Bcem 60/1bHBIM, KOTOPbIM MJIAHUPYETCA Ha3HAYeHWe PUTYKCMMab-coaeprKallmMx pexxnmos, Heobxoammo
NpoBOANTb Pa3BepPHYTOe BMpPYCOsiorMyeckoe obcnegoBaHWe Aaa BbIABAEHUA MapKepoB BMpyca renatuTa B,
BKAtoyatowee Hbs-aHTUreH n aHTUTena K BMpycy renatuta B (anti-Hbs, anti-Hbe). Mpw BbiABAEHUU aHTUTEN K
BMpycy renatuta B (anti-Hbs) nokasaHo uccneposaHue AHK Bupyca renatuta B B cbiBopoTKe. Hanuume Hbs-
aHTUreHa uamM Hanumume [HK Bupyca renatuta y CeponoO3MTMBHONO MNaUMeHTa ABAAETCA OTHOCUTE/bHbIM
NPOTUBOMOKAa3aHNWEM K NPOBeAEHUI0 Tepanuu putykcumabom. [na nauueHToB ¢ renatutom B neyeHune
PUTYKCUMab-coaepKallMmMn  pPeXXMmamMn  [LO/MKHO NPOBOAWUTLCA MNPU  MPOOUNIAKTUYECKOM  HasHauyeHWUK
NPOTUBOBMPYCHbIX CPEACTB — CM. pasfen no sevyeHno AMMeom y 60nbHbIX, MHOULMPOBAHHBIX BUPYyCaMu
renatuta B u C. JHTeKaBMp Ha3HayaeTcA Ha BeCb Mepuof /leYeHUa U He MeHee rofa nocse 3aBeplueHun
Tepanuu Npu HeOAHOKPATHbIX OTPUUATENbHbIX pe3ynbTaTtax TectTuposaHua JHK supyca renatuta B B KpoBM.
OnNTUManAbHaA NPOAOCNKUTENBHOCTb TEPANMUM SHTEKABMPOM MOC/E 3aBEPLUEHUA Tepanun puUTyKCMmMabom He
onpeaeneHa.

2! [nasHbImM LMUTOreHeTUYeCKMM MapPKepoOM, HEnoCpeACTBEHHO B/MAIOWMM Ha TepaneBUYECKYI0 TaKTUKY,
asnsaetca geneuma 17p. PekomeHayeTcAa NpoBOAUTb CKPUHUHE Ha Aeneunto 17p y Bcex B0MbHbIX, MMEKLLNX
NoKasaHWA K Hayany Tepanuu. He pekomeHayeTca npoBoauTb nccnegosaHme FISH nauneHtam, y KOTOpbIX HeET
NoKasaHWi K Havany Tepanuu. Kpome Toro, XenatenbHo wuccnegosatb Hanuume t(11;14), t(1iqg;v), +12,
del(11q), del(13q).
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CragupoBaHue OCYLIECTBISICTCA IO pe3yjibTaTaM OOCIEIOBAaHUS B COOTBETCTBUU C

Kputepusimu kinaccudukanuu J.L. Binet (tabdxn. 3)

Cramguu XJUI oo Binet

Tab6muna 3.

Cranus | XapakTepucTuka Menuana % OONBbHBIX B
BBDKHMBAEMOCTH, MecC. | Ae0roTe
A Hb >100 r/a, TpomoormTel >100 X > 120 60%
10%/n
[Topakeno < 3 muMdpaTUIECKUX
oOacreit
B Hb >100 r/a, TpomoormTel >100 X 61 30%
10%/n
[Topaxkeno >3 numdbaTHIECKUX
oOnacreit
C I'emorno6un < 100 r/n UJIN 32 10%
YpoBeHb TPOMOOLIUTOB < X 10%/n

[Ton mumpaTrueckumMu 00IaCTIMU TOHUMAIOT:
e [IeiHbIE TUM(OY3IIBI
® TOAMBIIIEYHbIE JTUM(DOY3IIbI (C OHOM WK ABYX CTOPOH)
e maxoBble TUMGOY3Jbl (C OJHOM UM IBYX CTOPOH)
® TIICYEHb

® (CCJIC3CHKAa

4. DopMyJMPOBKA IHATHO3A

I[I/Ial“HOS XPOHHUYCCKOTO HHM(i)OJICf/'IKOSa JIOJDKEH CKIIQAbIBAThCA M3 5 COCTABISAIOIIMX:

1. Cragus mo knaccudukanum Binet ykaspiBaeTcs Ha Tekymmid MOMEHT. B muarnose

PCKOMCHAYCTCA OTMCTUTHL HAJIWYUC MaCCHUBHOM J'II/IM(paI[CHOHaTI/II/I (pasMepLI >5 CM,

o0pa3oBaHKe KOHIJIOMEPATOR)

2. VYKa3aHuMe Ha HaJW4Me BBICOKOTO pHUCKa (Hammuue xaeneuuu 17p, myrammid TP53).

Huxaxux APYyrux MNpPOrHOCTHYCCKHUX KaTer OprI, KpOMC YyKa3aHUd BBICOKOTO pPUCKa B

JAUardHo3¢c HE Tpe6yeTc;L NupiMu CJIOBaMH, €CJIH OCIICIHHA 17p HC Haﬁl[eHa, 9TO HC HYXKXHO

yKa3bIBaTh CIIEUAIBHO B JMAarHO3e
3. Hudopmanus o npeaniecTBYOMEH Tepanun
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4. daza: 0e3 MOKa3aHWl K TEpaNUU, PEMUCCHS, PAHHUN pPEHHUIUB, MO3THUN pPELUUIUB
(nepBblii, BTOPOM, N-HBII), MPOrpecCUpPOBaHUE
5. OcnoxHenus

B nmarnose ykasbIBaeTcs TO, YTO CYIIECTBEHHO I ONMCAHMUS TEKYLIEH CUTyalluu U

IPUHATHA PCUICHUA O TCpaIllH.
[Tpumeps! popMyIUpPOBKH AMATHO3A!

o XJII, cranusa A, 6e3 roka3aHui K Tepanuu.

e XJIJI, cranusa B, MmaccuBHast abgoMuHAIbHAS JIUM(a eHOIATHsI, BBICOKHIA PUCK.

e XJUIL, cranus B, coctostnue nocie 6 kypcoB FC, pemuccus

e XJUI, cramus A, cocTosHUE MOCJIE TEpalnuu XJIOpaMOyLWiIoM, cTaOuIu3anus,
MPOTrPECCUPOBAHUE

o XJUI, cramus C, ayroumMMmyHHas reMoiutudeckas anemus |l crenenu TsxecTu.

e XJUI, cragus C, cocrosinue nocie 5 kypcoB FCR, 6 kypco R-CHOP, monotepanuun
aneMTy3ymMadoM, TPETHI peluanuB. ACIepruiies Jerkux.

Jleuenue
1. Tloka3anus Kk Hayaay Tepanuu B-ki1eTouHoro xpounueckoro aumdoJieiikosa.

Oxono 40% nareHToB (IBe TpeTu OOJTbHBIX, UMEIOIINX CTaaui0 A B J1e0I0TE) UMEIOT
MeJIeHHO-TIporpeccupyomiee Teuenue XJ1JI, mpuueM npo1omkKUTeNbHOCTh UX KHU3HH OJIM3Ka
K OOIIenonyasqUOHHONW. Y HeOOJdbIIOW Tpynmnsl OOJbHBIX C TieroumM TedeHueM XJIJI
HE00XO0/AMMOCTh B JICUCHUH HE BO3HHMKaeT HUKOrAa. Hanndue Takoil rpynmbl OOJIBHBIX AeiaeT
000CHOBAHHOM TaKTUKY BBDKHUJATEIBHOIO HAOIIOIEHUS 10 MOSBICHUS MOKa3aHUH K Teparuu.
[Toaromy Tepanus XJIJI qomkHa HAUMHATHCS TIPU HAMYUH CIIEYIOMINX ToKa3anuii (1a):

1. Opun unm Gosiee CUMIOTOMOB HHTOKCHUKAIIHH:
e moTeps Beca >10% wmaccel Tema 3a 6 MecsleB (ecid TAlUEHT He
MPEANPUHAMA MEp K TTOXYAaHHIO)
e ECOG2=>2
e cyOdeOpuibHas Tuxopaaka 6e3 MpU3HAKOB UH(EKLIUU
® HOYHBIE MMOTHI O€3 TPU3HAKOB UH(EKITUN
2. Hapacraromass aHeMusi W/WiIM TPOMOOITUTOIICHUS, OOYCIIOBJICHHAs WH(HUIbTpamnuen
KOCTHOTO MO3ra
3. AyToMMMYyHHAas aHEMUS W/WUIH TPOMOOIIMTOIICHHSI, PE3UCTCHTHBIE K TIPETHU30JIOHY
4. bospmue pa3Mepbl cene3eHKH (>6 cM HIKe peOepHOM Iyru), SBHOE YBEITUUYCHUE
CEJIE3eHKHU
5. MaccuBHas u Hapacrtaroas JuMbaaeHOIaTHs
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6. Bpewms ynsoenus (BYJI) numdponuroB menee 6 mecsien

[TanmenTs! B craguu A ¢ AVUTI'A nnu UTII noskHel ony4aTs J€4€HHE 10 TIOBOY ITHX
OCJIO)KHEHUH, a HE IPOTUBOJIEHKO3HYIO Tepanuio. beccuMrToMHasi TMIIOraMMaryio0yJIMHEMHUSI

U HaJIMY1e€ MOHOKJIOHAJIbHOM CCKpPCLIMH CaMH 110 cebe He ABJIAIOTCS ITOKAa3aHUEM K JICUCHHIO.

BrisiBneHre MapkepoB OTpPHULATENBHOIO NPOTHO3a, B TOM 4uUCie Jeneuuu 17p npu
HEBBICOKOH Macce OIYXOJU M OTCYTCTBHM IIPU3HAKOB IIPOIPECCUPOBaHUS 3a00JEBaHUSHE
SBJIAETCS IOKa3aHUEM K Hayaly TEpaInu.

2. O6ocHOBaHUe JeYeOHOI TAKTUKH.
Br16op tepanu y 6obpabIX XJIJI 6azupyercs Ha Tpex rpymnmnax GakTopoB:

1. xapakrep OONE3HM: TSHKECTh KIMHUYCCKHX TPOSBICHHUHA, Haimuuue (HakTopos
HeOJaronpUATHOTO Mporuo3a (aenenus 17p, myranus TP53);

2. cocrosHuEe OOJTBHOTO: BO3PACT, COMATHUSCKUN CTATyC, COMYTCTBYIONINE 3a00JICBaHNUS,
OoXXHuAaeMas MpoJOJLKUTENBHOCTD JKU3HU HE cBsizaHHasa ¢ XJLJI;

3. (akTopbl, CBSI3aHHBIC C JICUCHUEM: HAJIWYUE MPOTHBOINOKA3AHUNA K JaHHOMY
npenapary, KadyeCcTBO M NPOJOJDKUTEILHOCTh OTBETa Ha pPaHEE IMPOBOAMUBIICECS
JIeYeHUE, XapaKTep TOKCUYHOCTH paHee MPOBOIUBIIIETOCS JICUCHUS.

4,

XpoHudeckuit IUMGOIEHKO3 B HACTOSAIIEE BpPEMs HE W3JIEUUM, U OOJBITUHCTBO
3a00JI€BIINX — MOXKHWJIbIE JIIOJIA. B 9TOM CBSI3M BO3pACT, YUCIIO M TSXKECTh COMYTCTBYIOIIUX
3a00eBaHUl B OOJBIIEH Mepe OMpEeNessioT IEId JICUCHUs, HEXeIU OuoJorhuueckas
XapakTEepUCTHUKAa  OIMyXOJeBbIX KieTok. IloaTomMy pacmpeneneHue MalMeHTOB  Ha
TEpaneBTUUECKUE TPYIIbl OCHOBBIBAETCS HA COMATHYECKOM CTaTyce OOJIbHBIX |
koMmopOuaHoctu (tabnuna 4). CymecTByeT 0ObEKTUBHAS IIKalda ONEHKH YHCIa M TSHKECTH
conyrcTByronux 3aboneanuii — CIRS (Cumulative Iliness Rating Score).

Tabmwnia 4.
[Toapaznenenue Ha rpynibl 60abHBIX ¢ XJIJI
Bo3spact Momnopoii [IpexnoHHBIH Crapuecknii
KymynsatuBHbIN <6 >7 Oprannas
UHJIEKC HEJ0CTaTOYHOCTh
KOMOPOHTHOCTH
enp Tepanuun Honrocpounas Kontpoinb Han 6onesnbto, | [lanmuaTuBHast
pemuccus HU3Kasi TOKCUYHOCTh
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Br16op Tepanuu FCR/BR BR NunuBunyanexn

B peasbHON KJIMHUYECKOHN MPAKTHKE OIlEHKA KYMYJSTHBHOTO MHJIEKCAa KOMOPOHUIHOCTH
He TpeOyercsi. OpUEHTHPOBOYHOE paclpe/eiicHUE MAIlMEHTOB HAa ATH TPHU TPYIIBI UMEET
0OJIBIIIOE 3HAYEHHWE, IOCKOJIBKY OINpeNessieT e JICUYCHUS. Y MaIMeHTOB C XOPOIINM
COMATHYECKUM CTAaTycoM 0€3 CONMyTCTBYIOIIMX 3a00JICBaHUN HEOOXOIUMO CTPEMHUTHCA K
JTOCTH)KCHHIO TTOJTHOM PEMHCCHH, 110 BO3MOXKHOCTH MOJIEKYJISIPHOM, TIOCKOJIBKY TOJIKO TaKast
TaKTUKa MOXET TPHBECTH K YBEIWYCHHUIO MPOAODKUTEIBPHOCTH JKU3HH. Y OOJBHBIX
MPEKJIOHHOTO BO3pacTa HEOOXOJIUMO CTPEMHUTHCS K JOCTHIKEHUIO d(PPEKTUBHOTO KOHTPOJIS
HaJl OIyXOJIbl0, 30eras HeONpaBAaHHOW TOKCHUYHOCTH. Y TAaIlMEHTOB CTapuYeCKOro BO3pacTa
C OpraHHOM HEJIOCTATOYHOCTHIO IIEJIb JICUCHHS — MaUTHATHBHASI.
OO6mass cxema Tepanmv NAIMEHTOB C XPOHUYECKUM JIMMQOJICHKO30M IMpEACTaBICHA Ha
cxeme 2.

3. JleueHHe MOJIOABIX MAIMEHTOB

CrangaproM Tepanuu TMEpPBOM JIMHUKM Y MOJIOABIX MAIlMEHTOB C XOPOIIMM
coMatuyeckuM cratycom sBisercs pexum FCR  (pnynmapabun, uuxiodochamun,
putykcumad) (Ib). DTa pekoMeHOalus OCHOBBIBACTCS Ha peE3yNbTaTax HCCIEIOBAHHM,
MOKAa3aBIIUX MPEBOCXOACTBO pexkuma FC Han MoHoTepamnued (mymapaOuHOM, a Takke Ha
panznomusupoBaHHoM uccienosanun CLLE, B kotopom Bnepssie B ucropuu XJIJI nokasano
yBenu4eHue oOI1iel BbKMBAEMOCTH OOJBHBIX. Bhicokast 3((eKTUBHOCT KOMOMHUPOBAHHBIX
pexuMoOB ¢ (urymapaOWHOM W PUTYKCHMAOOM TPOJIEMOHCTPUPOBAHA B PETPOCIEKTUBHBIX

CpaBHCHUSIX.

[Ipu Hamuuum NMpOTUBOMOKA3aHUKN K (iynapaOuHy, ONTHUMAIBHBIM BBEIOOPOM TEparmuu
sBisieTcs cxema BR (6enmamyctun + putykcuma0) (11a).

Cxema 2
OO0mas cxema Tepanuu XpOHUYECKOTro TuMdoeiiko3a
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Her BrpkunarensHoe

HaO0JII0IEHUE

v

ESy

IloxazaHus x JIeUCHUIO

* Peructpauus ubpyruauda B PO oxunaercs B 2015 rogy

No6pyTuano*

** Peructpauus oounyryzymaoda B P® oxunaercs B 2015 rony

% AmeMTy3ymMal B HACTOSIIEE BPEMsI IOCTYIEH TOJIBKO B paMKaX KOMIIACCHOHATHOM

MIPOTrpaMMBbI

4. JleyeHue MAIHEHTOB MPEKJIOHHOT0 BO3pacTa

v v v
[IpeknoHHbIN BO3pacT, ‘BBICOKI/II?I pI/ICKl Mononoii Bo3pacT, XOpOoIIui
KOMOPOUJAHOCTh 4 COMAaTHUYECKUH CTaTyC
[IporpeccupoBanue l
BR,XopamOyiui, , < FCR/BR
x®
E bennamycTtus, Penunus <24 mec.
2 R-Clb, G-Clb**, FCR-Lite, l
— GB**
l l OTtBet >24 mec.
OTtser Her otBera l
l i JnHamuyeckoe
HaOJIFOIEHUE
AnpTepHaTUBHAA
I[TosTOp tepamus: FCR-Lite, v
Teparuu BR, 6enmamycTuH,
P e BR, FCR,
NIEpPBON JIMHUH No6pyTuHno*,
GB** FCMR,
2 7y Nopytunn6*
S
= l - v
[
- Her otBera
Odarymymad, AnemMty3zyma0™**, A |
| JUTOT€HHAS |
CambDex, RHDMP, FBR, e ;
| TpaHCIUIAHTalus |
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Panee B 93TOHl KareropuM NAaNMEHTOB HEPEAKO NPUMEHSIIACh MOHOTEpaIus
¢bnynapabunoM. B Hacrosiiee BpeMs 310 JieueHue He pekomenayercs (1b, A). MoHoTepanus
baynapabuHoM B 5-nHeBHOM (popmare MeHee 3P deKTUBHA, IO CpaBHEHHIO ¢ pexxnuMoM FC u
OKa3bIBaeT Oosiee BBIpAXEHHBIH MMMyHocymnpeccuBHbIH 3¢ dekt (Ib, A). B uccinenoBanun
CLLS5 memenkoii TpyIiibl TOKa3aHO, YTO MOHOTEpAIUs XJI0paMOyIiiIoM Oojee Ge3ormacHa 1mo
CpPaBHCHHUIO ¢ MOHOTepamuei (iaynapaObuHoM. B Je4eHWHM TOXUIIBIX TMAIMEHTOB MOXKET
NPUMEHATHCS XJopaMOyumi. JloGaBiieHMe MOHOKJIOHAJBHOTO AHTHTENA K XJIOopamMOyLnuity
yaydllaeT pe3yibTaThl JiedeHWss mnpu gonyctumoin TokcumuHoctu (Ib, A). B aByx
HepaHIOMU3UpOBaHHBIX HccienoBanusx P. Hillmen u R. Foa moka3ano, uro mobaBieHue
purykcumaba k xiopamOymmiy (pexum Chl-R) yBenmuuuBaer menuany OecrporpecCHBHOM
BbDKMBaeMocTd ¢ 18 nmo 24 mec. (lla, B). B pannomusupoBaHom ucciieoBaHM HEMELKON
rpynmsl CLL11 moka3aHo, 4To KOMOMHALIMS PUTYKCHMa0a M XJI0paMOyIiiIa MPEeBOCXOAUT IO
3¢ (HEKTHBHOCTH MOHOTEPAIUIO XJIOPAMOYIIHIIOM, HO pa3iuuuii B OOIIel BEDKHBACMOCTH HE
JIOCTHUTHYTO. B 3TOM jKe HCCiIeoBaHMU MPOJEMOHCTHPOBaHA BBICOKAsA 3((EeKTHBHOCTH
obuHyTy3ymaba. KomOuHamus oouHyTy3ymMada ¢ XJIopaMOyIUIOM MPEB30IIIa MOHOTEPAITHIO
XJIOpaMOYIIMIIOM TI0 BCeM IMoKa3aTelsiM 3(h(HeKTUBHOCTH, BKITIOUYAs OOIIYI0 BEKUBAEMOCTD.

VY rpymnne noXwibIX MalueHTOB MOXKET IPUMEHATbCA OeHAaMyCcTHH. B uccienoBanuu
CLL10 moxka3zaHo, uro pexxuM BR conocraBum mo >QeKTHBHOCTH, HO MEHEe TOKCHYEH II0
cpaBHeHHIO ¢ pexxumoM FCR y mamueHToB crapmie 65 yieT. Y 4acTH MOKHIIBIX ITAIlHEHTOB
MOTYT IPOBOAMTHCS OCHIaMycTHH-coiepkainue pexumsl (1V, C).

B HeckosbKUX UCCIIEJOBAHUSIX, ONYOIMKOBAaHHBIX B MOCIEAHHUE TObI, ObUIO MOKA3aHOo,
yro MoAuduuupoBaHHble BapuaHThl pexuma FCR sddexktuBHBI u ymoBIETBOPUTENHHO
MEPEHOCATCS MOKWIBIMU TMalMeHTaMHu. Tak M0 IpeaBapUTENbHBIM JaHHBIM Poccuiickoro
PaHIOMHU3MPOBAHHOTO HCCieI0BaHUs npuMeHeHne peskuma FCR-Lite mo3Boiuio yBeIHnuuTh
MeraHy BbDKMBAEMOCTH 0e3 mporpeccupoBanus noxuibix 0onbHbIX XJUT 1o 37,1 mec. (1o
cpaBHEHHIO ¢ 26 Mmec. npu npumeHeHuHn pexuma Chl-R) 6e3 craructuyecku 3Ha4MMOTO
yBenudeHus: Tokcuanoctu (11, B).

B EBponie u CIIIA Ttepanueil BbiOOpa y HalMeHTOB MPEKJIOHHOIO BO3pacTa SIBISETCS
KOMOWHammsi oOMHYyTy3yMaba ¢ xmopamOyrmiaoMm. OO0mHyTy3ymad — antuteno |l tuma x
CD20. DTa pekoMeHanwsl OCHOBBIBACTCS HA JIAHHBIX, IMOJYICHHBIX B uccienoBannu CLL11,
I7Ie CpaBHMBAJIMCh MOHOTEpamus XJopaMOylIuiIoM, KOMOMHaAmus XjopamOylmia u
puTykcuMaba ¥ KoOMOWHaIus xJjopamOymuiaa ¢ obuHyry3ymamOom. KomOuHarus
xjopamMOynuia U oOMHYTy3ymMaba 3HAYUMO TPEBOCXOIUT IPYrHE€ BAapUAHTHI JICUCHHS TIO
4acTOTE PEMHCCHI W OecrporpecCMBHON BBDKUBAEMOCTH. [Ipu CpaBHUTEIHHO HEOOIBITIOM
Cpoke HalOmoeHHs o0Ias BBDKMBAEMOCTh y OOJbHBIX, MOIYYaBIIUX OOWMHYTY3ymMad Hu
xJIopaMOylua Obljla JTOCTOBEPHO BBINIE, YeM Yy OOJIbHBIX, MOJYYaBIIUX XJIOPaMOYIIHIL.
Perucrpamnus oounyryszymada B PO oxunaercs B 2015 roxy.
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5. Jleuenme MalUEeHTOB CTAP4Y€CKOro Bo3pacra.

K aTo#t rpymme OTHOCATCS MALMEHTHI C HEBBICOKOM OKHUIaEMOM MPOIOJIKUTEIBHOCTHIO
KHU3HH, OOYCIOBICHHOH  BO3pacTOM, OpraHHOW  HEJIOCTaTOYHOCTBIO,  TSKEIBIMU
COIIYTCTBYIOIIMMU 3a00JieBaHUAMU. BpIOOp Tepanuu B 3TOW rpymme onpeneisercs TeKyleu
KJIMHUYEeCKOW cutyanued. ONTUMaabHO IPOBEACHWE HAaWMEHEE TOKCHUYHBIX BapHaHTOB

Tepanuu. Llenpb nedenns — nayuiMaTuBHasl.
6. Iloaaep:kuBaruas Tepanus.

K HacTosiiemy BpeMeHH OnyOIMKOBaHbl pa3HOCTOPOHHUE JAHHBIE [0 UCIIOJIb30BAHUIO
puTyKcMMada B KaduecTBe mojepxuBaromeit repamuu npu XJIJI. lannasie 00 3pdexTuBHOCTH
CBUJETEIbCTBYIOT, UYTO NIPU JOCTUKEHUU YACTUYHOW PEMHUCCHM, BBISIBIEHUU OCTATOUYHOU
nonymsiiuu - kiaetok XJIJI B KpoBM WM KOCTHOM MO3re, MOJAEpKHUBAIOIIasl Tepanus
puTykcumMaboMm MokeT yBenmuumBath Bpems no peuuguBa (IV, C).Ommcansl ciyuan
spagukarmy MODB Ha (one moxnepxuBaromieil Tepanuu purykcumadom. TlognepxkuBaromias
Tepanus anemMty3ymabom 3ppeKTHBHA, HO TOKCHYHOCTh HeomnpapaaHHo Beicoka (I1b, B).

7. Bb10Op Tepanuu BTOpPO# U MOCJeAYOIIMX JHHHUIA.
Br160p Tepanuu penuanBOB 3aBUCUT OT HECKOJIBKUX (PaKTOPOB:

e Tepanuu NepBOU JIMHUN
® BpPEMEHHU HACTYIUICHUS peLMIHnBa

® KIIMHUYECKOM KapTUHBI B pCLUANBE

Y OonbHBIX € paHHUM  pPEUUIUBOM  PYKOBOJACTBYIOTCS  PEKOMEHJAIUSIMHU,
IpeACTaBIeHHBIMU B pasjeine XJIJI BeIcOKOro pucka.

VY OO0dBHBIX C MO3JHUM PEUUAMBOM BHIOOD 3aBUCUT OT TEpamuu IMEpPBOM JIMHUU.
[ToBTOpHOE MpOBEAEHUE (QuIyAapaObUH-COAEPKAIUX KYPCOB BO3MOXHO MIPH YCIIOBUH, UTO MPHU
MIPOBEJICHUH 3TOM Tepanuy B MEPBOM JIMHUU HE HAOIIOANIO0Ch 3HAYUTEIbHON TOKCUYHOCTH -
TSOKENBIX 3aTSDKHBIX IUTONEHUHM, MOBJIEKIIMX 3a CcOo0OM MHOrOMecsYHble IepephbIBHl B
JICYEHUH, U PA3BUTHUS TOKENbIX MHPEKIMOHHBIX OCIOXHEHHH. B kauecTBe Tepamnuu BTOPOM
JIMHUHU MOKHO BEPHYTHCS K TOM ke cxeme. Eciu panee neueHne npoBOoAUIIOCh 10 IporpaMmme
FC, B kauecTBe BTOpOI THHUN MOXeT puMeHAThcst FCR. Y GONBHBIX ¢ IIUTOTIEHUSIMI MOXKET
obITh 3 dextuBen pexum R-HDMP (putykcuma®b B coyeTaHMM C BBICOKMMH J03aMH
creponnioB). B wuccnenoBanusx |l da3sl momydenbl yOeAauTenbHBIE JIaHHBIE 00
s dexTuBHOCTH pexkuma BR (0enaamycTus + purykcumad). Y O0IbHBIX, paHee MOoTydaBIInX
XJIopaMOy1LIuiI, MOKET ObITh 3¢ (ekTuBHA Tepanus OeHaamycTHHoM, pexkumamu BR n FCR-
Lite. BeiOop Tepanuu TpeThel M MOCICAYIOIIUX JTMHUN HACTOSIIMMU PEKOMCHIAIMSIMUA HE
perIaMeHTHpPYyeTCs.



143

B EBpone u CHIA B Tepanum peumauBoB XJIJI 3apeructpupoBan HOpyTHHHO —
TapreTHBI UHIMOUTOP OpYTOH-THPO3MHKHHA3HI, TOAABISIONINN IIepeady curaina yepe3 B-
KJIETOUHbIH peuentop. DddekTuBHOCT, HOPYTHHHOA B MOHOPEXKHME B TpyIe OONbHBIX C
permauBamu XJIJI cocraBnser 71%. MOpyTnHHO OKa3ancs BbICOKO 3(pPeKTHBEH Y OONBHBIX,
OTHOCSAIINXCS K KaTeTOPHH BBICOKOTO pucKa. MOpYyTHHHUO MOKET MPUMEHATHCS B TEparuu
peuuaIuBOB y OONBHBIX C XPOHMYECKUM JHUM(poeiiko3oM/IuM(poMOi ManbIX JUM(POLUTOB
nocye. Perucrparus nubpyrunn6a B PO oxunaercs B 2015 roxy.

8. Iloka3aHus K CIVIEHIKTOMHUM NPH XPOHUYECKOM JHMpoeiiko3e

CruieHsKTOMHSI MOXKET HCIOoib30BaThest B Tepanuu XJIJI, B Tom uymcie B nebroTe
0ose3Hu. Ee BBINONHSIOT KOTJa MpOoOJIeMbI, CBS3aHHBIC CO CIICHOMETJIMEH, TPEBOCXOIST
PUCK, COIPSOKCHHBIA C OINEPATHBHBIM BMEIIATECIHLCTBOM, W OMACHOCTh HH(EKIIMOHHBIX

OCJIOKHEHUH B najibHenIeM. [TokazaHuIMH K CIUIEHIKTOMUU ABISIOTCA:

e TumepcrieHH3M C TSDKEJNOH aHeMHEW W/WIM TPOMOOIMTONCHHEH OCOOCHHO €CiH
ONyXOJIb PE3UCTEHTHA K XUMHOTEpanuM W/WIM U3-32 TSDKEIOH LIUTONEHUH
HEBO3MOKHO IIPOBOJUTH XUMUOTEPAIIUIO

e MaccuBHas CIIJICHOMETallnsl, PE3UCTEHTHAs K XUMHOTEPAINH

e Tsxenas ayTOMMMYyHHasi aHeMHs W/WIM TPOMOOIMTONEHUS, PE3UCTEHTHBIE K
MEIUKAMEHTO3HOMY JICUEHMUIO.

9. TIloka3aHus K JIy4yeBoOii Tepanuy Npu XpoHUYEeCKOM JuMpoeiiko3e

Kak camocTosiTenbHBIN METO/1 JIeUeHus, JIydeBast Tepanusi He JOJIKHa HCII0JIb30BaThCs B
tepanuu XJIJI. Tem He meHee, 3TOT MeToJ BBICOKO 3((EKTHBEH B TEpanuu JIOKAJIbHBIX
MPOSABJIEHUHN O0JIE3HU — TUM(PATHUECKUE Y3JIbl 3HAYUTEIIbHBIX Pa3MepOB OJHON 30HBI. B Tom
quCclie, TOT METOJ MOKET HCIOJIb30BAThCSA JJISI KOHTPOJS JOKAJIbHBIX O4aroB OOJE3HU Yy
MAlMEHTOB, HAXOMAIIMXCA HAa BBDKUIATEIbHOM HaOmojneHuu. B sTom ciydae oOmydeHuro
ITOABEPTarOT BOBJIEUEHHBIE 30HBIB 103¢ 20 - 30 I'peit. bonee pazBepHyTas ydeBas Tepanus
MOKET HCIIOJIb30BAThCA B JICYEHUM MAIlEHTOB C PElMIMBAMHU, IMOJY4YaBIIMMU MHOXKECTBO
BapUaHTOB TEPAIUU.

JleyeHue XxpoHH4YecKOro JuMdoJ1eii K032 BLICOKOT0 PHCKA.

1. Omnpepenenue rpynnbl BLICOKOI0 PUCKa

e Hanmuumne neneruu 17p wnm myrtamuu TPS53 y manueHTta, MMEIOMIEro TMOKa3aHHUS K
Hayay Teparnuu

e [IlIporpeccupoBanue Ha ¢oHe Tepanuu (paynapadbun-conepxamum pexxumom (F, FC,
FCR, FCM, FMCR), npu ycnoBuu, 4TO JICYCHHUE MPOBOAMIOCH C COOJIOICHUEM
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aJICKBaTHBIX 7103 U CPOKOB (IIPOrpEeCcCHpPOBaHUE HE O0YCIOBIEHO HEIOCTATOYHOCTHIO
Tepanuu u3-3a TOKCUYHOCTH)

Peuuus, pa3BuBmuiics B TeueHue 12 MecsleB OT Hadayia Tepanuu (iayaapaduHOM,
pexxumomM FC, npyrumu pesxumamu 6€3 MOHOKJIOHATBHBIX aHTUTEI

Pennnus B TEUCHUE 24 MECSIIEB oT Hayaja KOMOMHHPOBAHHOU
ummyHoxumuotepanuu (pexumsl FR, FCR, FMCR)

Tepanus 00abHbIX XJIJI U3 rpynnsl BbICOKOT0 pucka

[TepBuunbiM OONBHBIM ¢ Jenenued 17p mMmoka3aHa aUIOTeHHAs TPaHCILIAHTAIUS
KOCTHOTO MO3ra IpH HaJIMYUM BO3MOXXHOCTH JJIsI €€ MpPOBEACHUS (MOJIOAOH
COMATHYECKH COXPAHHBIN NAalWEHT, HaJIW4Yhe JIOHOPa WM BO3MOXKHOCTH MOI00pa
HepojacteerHHoro jgonopa) [Ill, B]. Lensto tepanuu nepen amwmoTKM sBisiercs: He
JOCTIDKEHHE PEeMHCCUU 3a00JIeBaHus (UTO MPAKTUYECKH HEBO3MOXKHO - pexxuM FCR
KaK TepBasi JUHHS TepaliH TO3BOJISIET MOJIYYUTh MOJHYI0 PEMHCCHIO TOJIBKO Y 5%
OOJIBHBIX), a TMONBITKa MAKCUMAIBHON IUTOPEIYKIIUH, TOCKOJIBKY JIedeOHBIN 3 dexT
TKM npu XJIJI ocnoBan Ha PTIIX. IlosromMy namuMeHTHl MOIYT IIOJIy4aTb
CTaHJapTHBIE OCHIAMYCTHUH WK (uIynapaOuH — coaepikaliue pekuMbl. B kauectBe
peKuMa WMHIYKIMA PEMHCCHU TepeA TpaHCIUIAHTAlMed TakKe MOTyT OBITh
MCIIOJIb30BAHBI AIEMTY3yMal WK aleMTy3yMal-coiepKaliiue peKuMbl.

Y GoNbHBIX C cocTosiBIIEHCS pedpakTepHOCTHIO 0e3 nenenuu 17P MOryT MPUMEHSTHCS
aneMTy3yma0l- uin OeH/1aMyCTHH-CO/IeprKalllie peXXUMbl, KOMOUHAIMS pUTYKCcUMala ¢
BBICOKMMH J103aMH CTEPOUIHBIX TOPMOHOB, pexuM BR (6engamycTuHn + putykcumao)
(i1, B].

BonbHBIM € cocTosiBIIeHcA pedpakTepHOCTbIO W Jlenenueil 17p mokasaHa tepanus
aneMTy3ymaboM WU  ajemMTy3ymad-coiepkamuMu  pexuMamu. [lpy  Hamugum
MAaCCHBHOHM JIMM(paAJCHOATHN TPEANOYTUTEIbHEE KOMOMHHPOBATH aJeMTy3yMald c
BBICOKMMHU J103aMu ctepouioB (pexxum CAM-Pred) [111, B].

B Tepanuu man@eHToB BRICOKOTO PHCKA MOKET IPUMEHATHCS 0aTyMyMald B peKUMeE,
NpUBEJCHHOM B npuiioxkeHnu. Opatymymad (Ap3eppa) — MOHOKIIOHAJIBHOE aHTUTENO
k CD20, 3aperucrpuposan B P® no nokazanuto pedpakrepusiii XJIJI B 2014 roay.
OcHoBaHWeM peructpanuu nociayxuwin uccienosanus A. Osterborg u W. Wierda. B
NepPBOM M3 HHUX IIOKa3aHo, 4To o¢aTrymymad s¢pdexktuBeH B Tepanun XJJI,
pedpakTepHoro k ¢uyaapabuHy, B TOM 4Yucle Y OOJNBHBIX C OONBIINON OMyXOJIeBOH
Maccoil. Bo BTopoM uccieoBaHiM yCTaHOBJIEHO, YTO 3((HEeKTUBHOCTh opaTymymada
B Tepanuu OOJNBHBIX ¢ peunauBaMu U pepakrepubiMu popmamu XJIJI He 3aBUCUT OT
MIPE/IIIECTBYIOLIETO0 MCIIONB30BaHMsI puTyKcumaba. Hapsay ¢ 3TuM, B ucClieIOBaHUH
RESONATE mnoxkazano, 4ro mpu peuuanse U pedpaxtepHOCcTH K (iyaapamMOuHy,
MOHOTepanus ogarymMmyMaboM OKa3ajach CYIIECTBEHHO MeHee 3(deKkTuBHOH, uyem
MOHOTEpanus HOpyTUHUOOM.

VY GonbpHBIX C pedpakTEepHOCTHIO K AJKWIMPYIOIIMM IpernaparaM MM MOHOTEparuu
(baynapabuHom 0e3 nenenuu 17p onTUMaTbHBIM BRIOOpOM siBiisieTcs pexxuM FCR.
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Omnpenesnenne 3¢ GeKTUBHOCTH JieYeHUS

OneHka oTBeTa Ha JICYEHHWE JOJDKHA BBINOJIHATHCS B COOTBETCTBUU C KPUTEPHUSIMH,
MPeUIOKEHHBIMU MeXIyHapoIHOW pabodell Ipymmoil Mo XpOHHUYECKOMY JUMQOICHKO3Y
(IWCLL) B 2008 r. (cm. Taba. 3). [Ipumenenne nOpyTHHUOA MOBJICUET 3a OO0 MepecMoTp
KpuTepueB APQPEKTUBHOCTH, HO K HACTOALIEMY BPEMEHH JaHHBIX ISl MEpecMoTpa

HEJIOCTaTOYHO.

Ta6muma 3
OrneHka oTBeTa Ha JICYCHHUE TTPH XPOHUICCKOM JTHMQOIICHKO3e
[P qp ‘ IIporpeccupoBanue

[TapameTpsl, onpeaenstonme 00beM OmyX0oan

JlumdbanenonaTus Her >1,5cm VmMmensmenue > 50% | YBeanmuenue > 50%

I'ematomeranus Her VYwmenbienue > 50% | Ypenudenue > 50%

CnneHomeranus Her VYwmenbienue > 50% | Ypenudenue > 50%

JIumdouTh KPOBH <4 x 10°/n VYwMmenbiienue > 50% | YBenuuenue > 50%

OT UCXOJHOTO OT UCXOJHOTO
KocTHbli MO3T Hopmoxknerounsli, YMeHblIlIeHHE
< 30% nmumdouuToB, KOCTHOMO3I'0OBOT'O

HET HOAYJISIPHOTO
[IOPAKEHHUS.
IIpu runoxieTo4YHOM
KOCTHOM MO3I'€ —
IIP HeyrouHeHHas

UHOUIBTpATa UK
HOJLYJIIPHOTO
nopaxenus Ha 50%

[TapameTpsl, onpenenstone GyHKIMOHAIBHYIO CIOCOOHOCTh KOCTHOTO MO3Ta

> 100 x 101 um

CHuxenue > 50%

noBelenue > 50%
OT UCXOIHOTO

TpomOGouuTHI >100 x 10”/n
noseIenne > 50% OT UCXOIHOTO II0
OT UCXOJHOTO npuunne XJIJI
TI'emorobouu > 11 r/mn > 11 r/nn nnn CHmwxenue > 2 1/m1
noseIerne > 50% OT UCXOIHOTIO I10
OT UCXOJHOTO npuunne XJIJI
Hetitpoduist >1,5x 10%/1 > 1,5 x 10°/m wm
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BoJsocaTok/1eTOYHBIN JIeHKO03

Bonocatoxnerounslii neiiko3 (BKJI) — penkoe xpoHuueckoe num@orpoaudepaTuBHOE
3abosieBaHME, IOpAXKaloIlee KOCTHBIM MO3r M ceine3eHKy. Ero cyOcTpatoMm sBISIOTCS
TUMQOUAHbIE KIETKH B-KJIETOYHOTO MPOUCXOXKICHHUS C XapaKTepHOH Mopdomoruen —
KPYIIHBIE pa3MeEPBl, OKPYIJIOE AP0 U TOHKUE BBIPOCTHI-«BOJIOCKW» LIUTOIIA3MbI, OT KOTOPBIX
IIPOM30IIIO HAa3BaHKE 3a00IeBaHNUS.

BKJI cocraBnser mpumepHo 2% OT Bcex JIEHKO30B B3pociblx U 8% OT apyrux
XPOHUYECKUX JHUMQONpoIr(epaTuBHbIX 3a00jieBaHUN. OTOT BHUJ JIeHKO3a Yalle BCEro
BCTpEYAETCS CpeAM MYKYMH CpEeAHEH BO3pacTHOM Tpynmbl (COOTHOILIEHWE MYKYUH U
KEHIIMH cocTaBiser 2 - 4:1, menuana Bo3pacta - 50 JjeT), oJHaKO, M3BECTHBI Cllydyau
3aboseBanus U B Moj1o/1oM (MoJoxke 30-40 siet) Bo3pacre.

EcrectBennoe teuenne BKJI Bapeupyer oT A00pOKa4eCTBEHHOTO, C MEIJICHHBIM
HapacTaHWEM TMpOSIBIEHUN 3a0o0jeBaHUs B TEYEHHWE MHOTHX JIET, J0 OBICTPOro

IpOrpeCCUupoOBaHUs C IMIOABJICHUCM CHMITOMATHYCCKON OUTOIICHUUN W/UIY CINICHOMET AJIHH.

El/laFHOCTHKa

1. Kuaunudeckue u jJadopaTopHbie NPU3HAKH

Knunnueckue nposisnenus BKJI moryt BapbupoBaTh OT MUHUMAJIbHBIX WJIM BOOOIIE
MOJIHOCThIO OTCYTCTBOBaTh (M TOr/Aa 3albosieBaHME SBISETCS CIIy4alHOM HaXOAKOW IpH
o0Ocne0oBaHUM) /10 BBIPAKEHHBIX CHUMIITOMOB cCIUleHoMeranuu u 1uroneHuu. Jms BKII
XapaKTepHbl JICUKONEHUS C HEUTPONEHWEW W MOHOLMTONEHUEH, a TakKKe aHeMHs |
TpoMmOouuronenus. B 95% ciydaeB B KpoBM MHalMeHTOB OOHApYXHBAIOT XapaKTepHbIE
«BOJIOCATBIC» JIUMQOIUTHI, HO KOJIWYECTBO MX MOXKET OBbITh pa3imuuHbIM. Turmuno s BKJT
YBEJIMYEHUE CEJIC36HKM — OT HE3HAYMUTEJIBHOIO JI0 THUTaHTCKOrO, OJIHAKO BCTPEYAOTCS
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BapuanThl BKJI 6e3 cruienomeranuu. OuaroBoe mopakeHHE CEJNEe3eHKH HEXapaKTepHO JUIs
BKIJI. YBenuuenus nepudepudeckux mumdoysnos npu BKII wvet, HO y 15-25% nanueHToB
BBISIBIISICTCSI  YBEIMUYCHHE BHCHEPATBbHBIX JUM(OY3JIOB (yame aOJOMHHAIBHBIX, pEXe,
BHYTPUIPYAHBIX). KinMHMYeckre cCMMOTOMBI IUTONEHUU (OJHO-, IBYX- HJIM TPEXPOCTKOBOI)
3aBUCAT OT CTENEHM €€ BBIPAKEHHOCTH, HO B II€JIOM aHEMHs TOJ0Ary ObIBaeT
KOMIICHCUPOBAaHHOM, TpPOMOOLIMTONEHUSI YacTo OECCUMITOMHAasT WJIM C  yMEPEHHO
BBIPAKEHHBIM I'€MOpPpParuyeckuM CUHIpPOMOM. OCHOBHOE JKHU3HEYIPOJKAIOIIEE OCIOKHEHUE
BKJI — BocnanuTenbHO-MH(EKIIMOHHBIE MPOIECCHI, CKIOHHBIE K CENTHUYECKOMY TEUEHHUIO U
abcuenupoBanuto. Heliponelikemusi HexapakrepHa s BKJI, MeHuHreanbHble CHMITOMBI
TpeOYIOT HCKIIOYEHUs OaKTepHalbHOTO, BHUPYCHOTO WM TyOEpKYJIE3HOIO MEHUHTHUTA.
Crenuduueckoe mopakeHHe HeMUM(PATUIECKUX OPraHOB BCTPEUACTCS TaKKe KpaiHe peaKo,
KJIMHUYECKasl KapTHHA MPU 3TOM 3aBUCHUT OT JIOKAJIM3ALUU NTOpaKeHUs (K0Ka, KOCTH, JIETKUE,
MIOYKH, IIEHTpalbHAsl HEpBHAsI cucTema U 1p.). VcKitoueHueM Ciay HUT MOpa)KeHHe NEeYEHH,
KOTOpOE BCET/Ia BBIABIISICTCS MPH OMOINCHHM WM ayTOIICHH, Xapakrepusyercs auddysHoi
WHOWIBTpaUe, HO 0OBIYHO HE MPUBOJIUT K YBEIMYCHHUIO W HAPYIICHHUIO (PYHKIIUH OpraHa.

YacroTa BCTpe4aeMOCTH KIIMHUKO-1a00paTOpHbIX nposiBiaeHuit BKJI:

e Cruienomeranus - y 80% maineHToB.

e Jleiikonenus —y 70%

e Heiirponenus - y 75% nanueHToB.

e Momnomutonenus - y 90% manueHTos.

e «Bonocatsie» muMdoIUTH B Mazkax nepudepudeckoil KpoBu -y 95% ManneHToBs.
e Tpombomutonenus - y 80% manueHToB.

e Anemus -y 70% manueHToB.

e AOGnomuHanbHas uMmdaneHonatus - y 15-25% nanueHTos.

e MomnoxknoHanbHas rammanatus — y 10% manueHTos.

ITomumo Tunuunoro BKJI, cymectByer BapuanTHas ¢opma 3a00sieBaHMsI, BblICIEHHA
B kiaccugukanun BO3 2008 r. B 0TIebHYI0 HO30JI0THIO.

2. Kpurepumn quarxosa

OOcnenoBanue npu BKIJI COOTBETCTBYET CTaHIAPTHOMY  aJTOpUTMY,
PEKOMEHJOBAaHHOMY  JJIs1  OOJBHBIX  JIUMbornpoaudepaTuBHBIMA  3a00JIEBaHUSMH,  C
HEKOTOPBIMU JOMOJHEHUSMH, U BKJIIOYAET B ceO4:

1. KiuHuyeckuii aHanu3 KpOBH ¢ HUTOJIOTMUYECKUM UCCIIE0BaHUEM Ma3Ka Mepu(epruIecKoi
KpOBH.
2. luTonormueckoe uUcciae10BaHUE KOCTHOTO MO3Ta.
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3. OmpeneneHue Taprpar-ycrodunBoi kucioit ¢ocdarazsl (TRAP) B nmumdonutax KpoBu
U/WIIH KOCTHOTO MO3Ta.

4. Twucromoruvyeckoe WCCIENIOBaHME KOCTHOTO MO3ra C HMMYHOTHCTOXMMHUYECKUM
UCCIIEJOBAaHHEM.

5. Ompenenenne UMMyHO(pEHOTUTIA JTUMQOIUTOB KPOBH MM KOCTHOTO MO3Ta METOJOM
IIPOTOYHOU LINTOMETPUHU.

6. VIMMyHOXMMHYECKOE UCCIICIOBAHHE CHIBOPOTKH U CYTOYHON MOYH.

7. YnbTpa3ByKOBOE W/WIM KOMITBIOTEPHO-TOMOTPA(QHUECKOE HCCIEAOBaHUE OPraHoOB
OpIOIITHOW U TPYTHOU MOJIOCTEH.

8. Omnpenenenne myraun BRAF V600E B muMdormTax KpoBH WM KOCTHOTO MO3Ta.

[Tpy TUTONOTUYECKOM HMCCIEOBAHUN Ma3Ka KPOBH BBISBISIFOTCS JTUM(OHUIHBIC KICTKH
Oosiee KpYIMHOTO pa3Mepa, C TOMOTEHHBIM Pa3peXEHHbIM XPOMATHHOM SIpa OKPYTJIOW WIN
OBaJIbHOM, pexke 0000BUAHON (QOPMBI, C JOBOJIBHO LIMPOKON OJeIHOM LUTOIIa3MoOH, ¢
HEPOBHBIM, (DECTOHYATHIM, C OTPOCTKAMH WJIM BOPCHHKAMH KpaeM IHTOILIa3Mbl. B KocTHOM
MO3T€ BOPCUHYATHIX JTUMQPOIUTOB YacTO OOJIbINE, YeM B KPOBU. XapaKTEPHON 0COOCHHOCTHIO
BKJI siBnsieTcst TpyIHOCTh acMpaldyd KOCTHOTO MoO3ra («cyxasl IMMyHKLHS»), 4TO CBSI3aHO C
¢ubpo3om koctHOro Mo3ra npu BKIL. XapakrepHa MOHOIIUTOIICHUS, KOTOpPasi OJTHAKO MOXKET
OTCYTCTBOBATh INPH NPUCOCIMHEHUH MHUKOOAKTEepUanbHOM MH(EKInH (TyOepKyne3) W mpHu
BapuanTHoM BKIJI.

Huroxumuyeckoe wuccinenoBanue JauMmdonntoB Ha [RAP  BbiBIsSIET TapTpart-
YCTOHYMBYIO KHCIYIO (pochaTasy B BOPCHHUATHIX JTUMPOIMUTAX. DTOT BUJ (epMEHTA UHOT 1A
MOJKET BBISBIATHCS NMPHU ApYrux JuMmdonponrdepaTuBHbIX 3a00JI€BaHUSAX, OJHAKO BBICOKAs
aKTUBHOCTb TapTpaT-yCcTOMUMBON kucioil ¢Qocdartazpl TunmyHa umeHHo mig BKIL u

BcTpeuaetcs B 95% ciydaes.

TpenanoOunorncus o0s3arenbHa A ycraHoBieHus nuarto3a BKJI, tak kak mo3BossieT
BBISIBUTh JIUM(OUTIHYI0 HHPUIBTpALKI0 ¢ XapakTepHbIMU uUMeHHO g BKJI uepramu, u
OLICHUTh pe3epBbl KpoBeTBopeHUs. B TpemanoOuonTtate mnpu BKJI oOnapyxuBaercs
YMEHBIIIEHNE KOJNYECTBA AJIEMEHTOB HOPMAJILHOTO reMonod3a u nuddysnas win quddys3Ho-
ouaroBas MH(UIbTpalMg KOCTHOTO MO3ra «pPBIXJIO» PACHOJOKEHHBIMU JUM(OUIHBIMU
KJIETKaMU CpEeJHEro pasMepa C HEeNmpaBWIbHOM (OpMOH sIpa ¥  JOBOJBHO LIMPOKOM
LUTOIJIa3MOM ¢ HEpOBHBIM KpaeM. TunuueH ¢pulpo3, HapylIeHnss MUKPOLUUPKYJISLIUN B BUJIE
noJiel KPOBOM3ZJIMSHUM, pacTAHYTBIX CHHYCOB — KapTHHA, MO3BOJISIIONIAST MOP(HOIOTHYECKU
OTJIMYUTH ATOT BUJ JIEHK03a OT APYTUX 3a00JIeBaHUIA.

Ompenenenne HWMMYHO(DEHOTHIIA OIMYXOJEBBIX JMM(OIMTOB 00sA3aTEIbHO IS
Bepudukanuu auarunoza BKJIIL. Jj1st 3TOro UCmons3yroTes 1Ba B3aMMOIOMOJTHSIFOIITUX METO/Ia:
nporouHas 1uroMerpus U uMmMmyHorucroxumus (MI'X). He BbIsiBIeHO Kakoro-to
equHCTBeHHOTO Mapkepa BKIJI, moaTomy mjis TOYHOro aMarHo3a HEOOXOIMMO OICHHUBATH
JOCTaTOYHO MUPOKyK maHenb B- u T-xmerounsix CD-mapkepoB, BkiIrO4ass MapKepbl,
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tunnuHble 17151 BKIL Tlpu npoTo4HO# nuToMeTpun BRIABISIOTCS cuiibHas skcnpeccust CD19,
CD20, CD22, CD79a, orcyrctBue skcnpeccun CD5, CD10, CD23, CD43 u skcnpeccus
tunnuabix Ui BKJI CD11c, CD25, CD103, FMC7, CD123, CD200, LAIR-1. U3penka
BCTPEYAIOTCS OTKJIOHeHHs (abeppanuu) QeHoTHna — Haauuue HeTHUnu4yHbIX s BKIJI
mapkepoB CD10 (mo 20%) u CD23, pexxe CDS5. IMMyHOTHCTOXMMHYECKOE HCCIICIOBAaHHE
npu BKJI oOnapyxuBaer skcmpeccuto CD20, Annexin Al, TRAP, CD25, CD103,
DBA.44(CD72), CD11c, CD123, Cyclin D1 (B OosbIIMHCTBE CilydacB ciabasi siaepHas
skcrpeccusi). OnmyxoneBbie K1eTku He dkcnpeccupyroT CD5, CD10, CD23 (B penkux cirydasx
MOXeT ObITh ciabasi sKcHpeccwss Ha yacTh KieTok). s BapuanTHOM ¢dopmbel BKII
xapakrepno orcyrcteue CD25, CD123, TRAP, Annexin Al.

Mopdonoruueckoe ucciieJOBaHUE TKaHU CEJIE3EHKHU U NIEYEHU B CIIy4yae CIUIEHIKTOMUU
BBISIBIISICT JTUM(OUIHYIO HHOWIBTPALUIO KPACHOU ITYJIBITBL, IPH ATOM Oerasi myJibna 00bI9HO
arpodupoBana. OmyxosneBasi HHOUIBTpAIMA MPUBOAUT K OOPAa30BAaHHIO TaK HA3bIBAEMBIX
«KPOBSIHBIX 03€p», KOTOPbIE MPEACTABISAIOT COOOM PACTAHYTHIE KPOBBIO CHUHYCHI. B meueHu
oIyxoJieBasi WHQWIBTPALUSl PACIONaraeTcsi HE TOJBKO B TOPTAIBHBIX TPAaKTax, HO M B
CHHYCOMAAX. YTOYHEHHUIO JHarHo3a IIOMOTaeT HMMYHO(EHOTHIIMYECKOE WCCIIEeIOBaHHE
TKaHW ceJle3eHKU (MpU NOMOIIM HMMMYHOTMCTOXMMHYECKOIO METOJa WJIM IPOTOYHOU

LUTOMETPHUH) C oTpeeseHrueM xapakTepHbix Ay BKJI mapkepos.

Hnst tounoit muddepennmanbaon auarnoctukn BKJI pekoMmeHmyeTcs uccienoBaTh
MOHOKJIOHAJIbHYIO cekpenuto. [lapanporenHemus B uenoM HexapakrepHa s BKUL
BcTpevaetcs penako (10 10%), B OCHOBHOM B MOXHUJIOM BO3pacTe, U yaie ObIBaeT CIIEI0BOM,
npu  3TOM  mnpewmymnecTBeHHO  BoIsiBisiercss  1gG.  I[lporHoctuyeckoe — 3HaueHHe
MOHOKJIOHAJIbHOM CEKPELUH HE YCTAHOBJICHO. BBIABIEHHE 3HAUMMON CEKpPEUHMH — IMOBOJ K
peBU3MHU JUarHo3a (cexperupyrouas JuMpoma, miazMouuToMa).

[Tpu BKJI B 95% cnydaeB BeisiBisiercs: mytanusi BRAF V600E, kotopast oTmudaeT ero
oT Apyrux B-kimeTouHslx numonponandepaTuBHbIX 3a00J€BaHUM, a Takke OT BapHaHTHOMN
¢opmbr BKJL. Dta myTtanms MoxeT ObITh BbISBIEHA METOJOM IOJUMEPA3HOW IIETHOMN
peakuun (ITLIP) B kieTrouHslx oOpa3lax KpPOBM MM KOCTHOTO MO3ra, WIH IpHU
MMMYHOTHCTOXMMHYECKOM  HCCJIEIOBAaHMM C  COOTBETCTBYIOLUM  aHTUTEJIOM. OTO
UCCIIEIOBaHNE OTHOCHUTEIHHO HOBOE, HO BKJIIOYEHO B CIHCOK HEOOXOIMMBIX, MOCKOJBKY
MO3BOJISIET TOYHEE MNPOoBOAUTH JuarHocTuky BKJI u sBisieTcss MuIIeHBbIO A7 HOBOTO

TEePaneBTUYECKOTO MOX0/Ia B JICUCHUH PE3UCTCHTHBIX (hOpM 3a00IeBaHNUS.

JHuacnos BKJI cnedyem 3an0003pumb, eciu y 60abH020.

[Mutonenus (oHO-, ABYX-, TPEXPOCTKOBAs).
Jlumdouutos (pu 11060M Yncie JTEHKOIUTOB).
MoHouuToneHus.

CmuteHoMeranus .

ok wnhE

YacTtrie I/IH(beKI_[I/IOHHO'BOCHaJ'II/ITeJ'IBHI)Ie COCTOSHUA.
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Huaernos BKJI cuumaemcs yCmano61eHHbIM NPU HAAUYUU CJZ€0VIOWMX OaHHbBIX.

1. BopcuHuaTbie TUMQPOLUTHI («BOJIOCATHIE KIETKU») B KPOBU H/HIIM KOCTHOM MO3TE.

2. [TonoxurenbHas peakuus BOpCHHYATHIX TuMpormToB Ha TRAP.

3. NmvmyHodeHoTHn IUMGPOHUIHBIX KJIeTOK, cnemuduunsii s BKIL: xnon B-
mumdpouuToB (K mim L), sxcnpeccupyromux mapkepsl CD19, CD20(sipko), CD22(spxko), slg,
CD25, CD11c; CD103, FMC7, CD123, CD85; orcyrcrBue 3kcmpeccun MmapkepoB CD5,
CD10, CD23, CD43.

4. Crneuuduunas ans BKII «peixnas» numbounaHas nHOUIBTpaus KOCTHOTO MO3Ta B
tpenanoouonTare (¢ axcmpeccuert mpu MI'X CD20, Annexin Al, TRAP, CD25, CD103,
DBA.44(CD72), CD11c, CD123, Cyclin D1, orcyrctBuem skcnpeccun CD5, CD10, CD23).

5. BrisiBnenue B mumbonaabix kietkax myramun BRAF V600E.

6. B ciyuae CIUIEHOKTOMHUHM — XapakTepHas JuMdougHas HWHPUIbTpAIHS KPacHOU
nyabIel, ¢ 3xkcnpeccueit npu UI'X mapkepos BKJI (cm.11.4).

IIpn Hammumu TonbkO HaHHBIX (1) m (2) — nmarno3 BKIJI BepositeH, mpu Hanuuuu
naHHbIX (3-6) — mMoCTOBEpEH.

Huddepennmanpupiii  nuarno3 BKJI  HeoOXoammMo  mpoBoaMTH  CO  BCEMH
3a00JIeBaHUSAMH, TPOTEKAOIIUMH C LUTONECHUEH, TUM(OIIUTO30M U CIUIEHOMEraiuei. JTo, B
MIEPBYIO ouepeb, Apyrue aumdonpoiudepaTuBHbie 3a00aeBaHus - TUM(POMa MapTUHATBHON
30HBI ceNe3eHKH, T-kiuetouyHas JsuMmdoma, cene3eHodyHass ¢opma guddysHoit B-
KPYNHOKJIETOYHOW JIUM(OMBI, XPOHHUYECKUH IUMQoeiiko3, aumMpomMa KpPacHOW ITyJIbIIbI
cene3eHku, BapuantHas popma BKIIL. Cnextp nuddepennmansroit nuarnoctuku BKIT Takxe
BKJIIOUAET JIpyrue reMaToJIOTMYecKue (ariacTUyeckass aHeMHsl, MHUEIOJUCIUIaCTUYECKUI
CUHIpOM, MUenopuOpo3) W HeremaTtosornueckue (OosiesHb ['oie, rematutbl U MUPPO3HI,
ayTOMMMYHHbIE HapylIeHUs) 3a001€BaHMs CO CXOJHOM CUMITOMAaTUKON. B penakux ciyuasx
(1%) Bo3moxHo coderanue BKJI ¢ xpoHunueckum mumMdoIeiiko3oM, eIe pexxe — ¢ APYrum

reMaToJIOrMuecKUM 3a00JIEBaHUEM.
3. Ouenka ¢GaxkTOpoB MPOr{Ho3a

1. I'myGokasi maHmMTONECHUs, OOYCIOBIEHHas WHQUIbTpAIMEl KOCTHOTO MO3Ta H

CIUIeHOMeTauel ¢ yposHeM remorsioonna medee 100 r/m, TpomOorutoB menee 100 x
10%x, HertpodmioB meree 1,0 x 10/ B ne6roTe 3a60EBaHIA MOXKET ObITH CBS3aHA C
OTHOCHUTCIIBHO He6J'IaFOHpI/I$[THBIM IMIPOTrHO30M.

2. MaccuBHas BHYTpHOpronIHas JuMGaIeHONATHs MOXET OBITh CBsA3aHA C XYAIIUM

OTBCTOM Ha TCpaIuvro U MEHBIIICH MMPOAOIKUTCIIBHOCTBIO PEMUCCHH.

3. MouoJ10# Bo3pact B JieOr0Te 3a00ieBaHUs (MOJIOXKe 45 JIeT) CBsA3aH ¢ 0oJiee KOPOTKOU

MPOJIOJKUTENIBHOCTRIO pemuccuu B 50% cirydaes.
4. OTBeT Ha Tepanuio MYyPUHOBBIMHM aHajoramM. BeposiTHO, MNpPOTrHO3 XyXe MpH

JIOCTHUKEHHUH TOJIBKO YACTUYHOM, a HE TTOJTHOM PEMHCCHUU.
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5. OrtBer Ha crieH3KTOMUIO. OIIEHUBAETCA B CIIy4yae €€ MPOBEACHHS MO MOKA3aHMSIM,

OIpeesIeMbIM B MHMBHIYAJIbHOM HOpsIKe. B cilyuae Hopmanu3ammu nokasarenei
KJIMHUYECKOT0 aHalu3 KPOBU IMOCJIE CIUICHOKTOMHH IPOTHO3 CUUTaeTCS
ONaronpusSTHHIM.

6. BapumantHas cdopma BKJI Xxyxke oTBedaeT Ha CTaHIAPTHYIO TEPANUIO0 aHAIOTaMU

IIypUHOB.
7. JlelikozHOe TOpaXEHUE HEJUMQOUAHBIX OPraHOB OOBIYHO XOPOILIO MOIJAETCS

CTaHJIAPTHOM TEpaIluu ¥ HE yXYAIIAeT MPOTHO3 3a00ICBaHUS.
Jleuenue

Henpro tepanum BKII sABisiercss MakcUMaibHas 3IMMUHALUSA OIIyXOJIEBOTO KJIOHA €
JNOCTHKEHUEM JUIUTENIBHON MONHOM pemuccuu. B ocHoBe Tepanuu BKJI B HacTosiee Bpems
JI&KUT UCIOJIb30BAaHUE aHAIOIOB HYKIJIEO3UJ0B (KIaJpuOuHa U neHTocratuHa). [Ipumenenne
ATHX IMPENapaToB CPaBHUMO 1O 3(H(HEKTUBHOCTH U MO3BOJIAET JOOUTHCS MOJIHOM PEMUCCHU U
JOJTOCPOYHOM BBDKMBAEMOCTH y OOJBIIMHCTBA ManueHToB. JloOaBieHue K Tepanuu
puTyKcUMaba MOXKET YJIyUYlIUTbh pe3yJbTaThl TEpalUud B IpPyNNax C HEOJAronpUsITHHIMU
(akTOopamu MpOrHo3a.

Mono- wu mnomuxumuorepanus BKJI  pasnmuyHbIMM  MHBIMM  IIUTOCTATHKaMU
HeapdekTuBHA. [ TTIOKOKOPTHUKOCTEPOUIbI MPOTUBOIIOKA3aHbl BBUAY HEI(P(HEKTHUBHOCTH U
CYLIECTBEHHOI'O YBEJIMYEHMSI YaCTOTHI U TSKECTU MHPEKIMOHHBIX OCJIOKHEHUH, MOBBILICHUS
JeTalbHOCTU. Tepanus rpanyIoNUTapHBIMH POCTOBBIMH (paKTOpaMu B OOJIBIIMHCTBE CIy4yaeB
HE 10Ka3aHa, 32 UCKJIIOUCHHEM JJIUTEIbHOIO LIUTOTOKCHYECKOT0 arpaHyjaonuTo3a. B cioydae
riyOOKOM aHeMuu, NpU HUCKIYEHUM JAPYruX NOpUYUH aHeMuu (AeQUUMT >Kelne3a WU
BUTamMuHa B12, 1 T.71.), KpaTKOBPEMEHHO NMPUMEHSIOTCS S3pUTPOINOITUHBL.

[Ipu neuenun OonbHbIX BKJI HEeoOxoamma kpaliHsiss HACTOPOKEHHOCTh B OTHOILIEHUH
nH(pekuuii — Ha (OHEe HEUTPONEHUH YacTO Pa3BUBAIOTCS MTHEBMOHUU, CUHYCUTHI, a0CLIECChl B
MTOAKOKHOW  KJIETYaTKe, MeXMBbIIIeuHble alcuecchl (0COOEHHO B MBIIIIAX —HOT).
l'uneprepmus npu BKJL, B oTnnumne ot aumd@om, He SBISETCS CUMITOMOM MHTOKCHUKAIMH, U
CBUJETEIBCTBYET O HAIWYUU HH(EKIIMOHHO-BOCHAIUTENbHOTO mpouecca. Odyaru MHQeKun
npu BKJI ckimoHHbl kK ObICTpOW TreHepaiau3aluyd M TpeOYIOT HEOTJIOKHOTO Ha3HAaYeHHS
anTuOakTepuanbHoil Tepanuu. Hepenko coueranue BKJI ¢ TyOepkynezom.

OcHoBHOU HepeméHHOW mpobnemoii B jnedennu BKJI B HacTosimee Bpemsi sBIISICTCS
oTpeziesieHUe TaKTUKY JiedeHusl pe3ucTeHTHbIX Gpopm BKII u BapuanTHoro BKIIL

e [Toxkaszanus K HaYaJIy JIeYEHHUS
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[lokazaHust K Hayaly TEpamuM OINpPENeNAIOTCS WHAMBHAYyanbHO. [Ipm HerityOokoii
LUTONIEHUN U OTCYTCTBUU CHMIITOMOB 3a00JI€BaHMS JONYCKAETCsl BbDKUJATENIbHAS TAKTHKA,

IIPU YCJIOBUU BO3MOKHOCTH PETYJISIPHOTO KOHTPOJIS 32 NAL[UEHTOM.

OCHOBHBIMHU TIOKa3aHUSIMU K TIPOBEJACHUIO TEpaluu SIBISIOTCS BbIpRXXCHHAs WJIU
YCYTYOJISIOIIAsAcs I[UTONCHHS, Haau4ue WHOEKIHMOHHBIX OCIOKHEHUH ¥ CHMIITOMHAs

crenomeranus [ 111, CJ.
e CxeMbl JIe4eHHSI.

[IpenapaTamu, AarOMMMHM MAaKCHMajJbHOE YMCIO MHOTOJIETHUX IOJHBIX PEMHUCCHH y
OonpmmmHcTBa TarnueHToB (6omee 80%) mpu BKIL, sBnstoTcs aHAIOTH HYKJICO3HIOB
neHToctatTud u  kiagpubun [ll, B]. Xors  paHIoMU3MpOBAHHBIX HCCIEIOBaHUM 110
cpaBHeHHIO 3()(PEKTHBHOCTM TEHTOCTATHHA W KIAApUOMHA HE TPOBOAMIIOCH, MO IaHHBIM
pa3HBIX HCCIECIOBAHUN HE TONYYEHO OOJBINMX pa3ianuuii B uX d¢¢exktuBHOCTH. B TO Xe
BpeMs IPO(UIIb TOKCUYHOCTH U PEKUM NPUMEHEHHS IIPEIIOUTUTENbHEE Y KiIaapuouHa. J{is
NpOGUIAKTUKN TOCIEKYPCOBOTO JUIUTEILHOTO M TIYOOKOTO arpaHysoUTO3a, MalMeHTaM C
HEWTPONICHUEHN, IIepes;  Tepanued AaHAJIOraMM IIypHMHOB  PEKOMEHJIOBAHO Ha3HA4YCHUE
uHTEphEpOHa-0L.

Unmepdgepon-a.

WNnuTepdepon-o npumensiercst B reueHre 12-16 Henenb 10 Ha3HAYEHUS aHalora mypuHa
(Ins  KOpPPEKIMH HEUTPONEHUH U MNPOPUIAKTUKH JJIUTEIBHOIO MHEJIOTOKCHUYECKOTO
arpanynonuro3a) B no3e 3 miuH ME x 3 p/men. nmomkoxuo [lIl, C]. B 3aBucumocTu ot
MOoKa3aresie reMorpaMMbl U MHAUBUAYAJIbHON MEPEHOCHMOCTH J103a UHTEPPEpOHa-0. MOXKET
BapbupoBath OT 1 10 5 MiaH ME 1 0T 2 pa3 B Heneno 10 eXXeIHeBHOro puMeHeHus1. B cBs3u
C YacTbIM pa3BUTHEM TIPUIIIONOJO0HOTO CHUHApPOMAa HAa HAYaIbHBIX JTanax MPUMEHEHHS
uHTepdepoHa-o Tepanui cieayeT HauyuHaTh ¢ J03bl | MiaH ME Ha (oHe aHTUIUPETHKOB,
MOCTENEHHO yBeanuuBas 103y 1o cranaaptHoi (3 mun ME). Ilpu rimyOoxoil neilikonenun
uHTEPPEPOH-0. HEOOXOAUMO MPUMEHSTH C OCTOPOKHOCTBHIO, HE dopcupys A03y (M3-3a pUCKa
BPEMEHHOI0 ycyryoneHus Jneiikonenuu), lLlenpio Tepanmuu sBISETCS CHUXKEHHE 4HCIIa
aumdonuToB B remorpamme 10 <50%, 4TO MO3BOJSET H30€KaTh arpaHyJolMTO3a U
MH(MEKIMOHHBIX OCJOXKHEHHWI Mmocie Kypca aHajora nmypuHoB. WHTeppepoH-o. MOXKHO He
MPUMEHSTh IPU HE3HAUUTEIHHOM JIMM(OIUTO3e M MUHUMAIBHON MH(DUIBTPALKUNA KOCTHOTO

MO3ra 1 OTMCHATE B ClIyda€ HCTICPECHOCUMOCTH UJIN PA3BUTHUA OCJIOKHCHUH.

Knaopubun.

IIpu BKJI npumenstor 1 xoporkuit (7 wmmm S5 gHeil) kypc kiagpubuna. B
PaHIOMU3UPOBAHHBIX HMCCIEJOBAHUAX HE ObUIO BBIABICHO paznuuuil B 3¢(deKTuBHOCTH U
NIEPEHOCUMOCTH TIpenapaTa MpHu pa3HbIX pekumax BBeAeHHsA. OpuHaKoBass OMOJOCTYNHOCTb
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KIaApuOuHa TPH TOJAKOKHOM U OOJIOCHOM BBEICHHHM ObLIa IMOATBEPXKICHA JTaHHBIMU
(apMaKoJIIOTHYECKUX HCCIICAOBAaHUA. YUUTHIBas YAOOCTBO €XKEIHEBHOTO TOAKOXKHOTO
BBEJICHUS IIpenapara, JaHHBIA PEKUM SBISETCA NpeanodturensHbiM B Tepanun BKJL. Ecin
Tepanus KJIaApUOWHOM Ha3HaudaeTcsa Oe3 IMpeaBapUTENIbHOTO Kypca HHTepdepoHa-o. U B
YCIIOBUSIX TIYOOKOW HEHUTPONEHWH, Yy OCIabIeHHOrO0 OOJILHOTO — BO3MOXKHO TMPOBEICHUE
JiedeHust B JpoOHOM pekume: | BBeleHHE B HE/IEIIO.

Jleuenue knaapuOMHOM HE TpeOyeT CHEeIHUaIbHON COIMYTCTBYIOMIEH Tepanuu (T.e. HE
HA3HAYalOTCS AHTHAMETUKH, BOJHAs HArpy3ka), 3a HCKIIOUCHHEM IPHUMEHECHUS KO-
TPUMOKCA30J1a U alMKJIOBUPA JJIs TPOPHUIAKTUKY HH(EKIUH (110 TTOKa3aHusM; 00513aTeIbHO B
Cllydae HeliTPOIICHIH — [0 BOCCTaHOBJIeHHs Helrpodmios >1,0 x 10%/1).

Tlenmocmamun.

[IeHTOCTATHH TNpUMEHSETCS B 103¢ 4 Mr/M° Kaable 2 HEIeNH [0 JOCTHIKSHHS
MaKCHUMaJbHOTO OTBE€TAa C MOCIEAYIOIIMMHM OJHOW WM JBYMsSl JOIOJIHUTEIbHBIMU
WHBEKIUSAMA IS KOHCOJNUAANMH JOCTUTHYTOro 3ddekra (00braHo 4-10 BBemeHuit).
Heo0XxoauMo y4uTBIBaTH, YTO MPOBEACHHE TEPANHMHU MEHTOCTATUHOM BO3MOXHO TOJIBKO
MalUeHTaM ¢ COXpaHHOM (QyHKLMEH MmoYek (KIMpEeHC KpeaTUHUHA JI0JKEH ObITh He MeHee 60
mi/muH.). Tlpu xmupence ot 40 mo 60 mu/mmH. n03a pemynmpyercs BaBoe. [Ipemapar
BBOJIUTCS IIyT€M BHYTpUBEHHOU MHQY3UH B 00beme 1500 mu.

Iipu l’ZDOG@d@HHH mepanuu auajiozcamu nypuHoe Heobx00uUMo ydumoledmbs Cﬂ@()ViOW@@.’

e Bae 3aBucHMOCTH OT BHIOpAaHHOW CXEMBI JICUEHUS aHAJIOTaMU ITyPUHOB, €CIIU MIPH OLIEHKE
pesynabTata d4eped 6-12 Mec monHas peMHucCUs He ObUla JIOCTUTHYTA, BO3MOXKHO
MOBTOPHOE MPOBEJICHUE Kypca JICUEHUs!, IPEANOUYTUTENILHO C 100aBJIeHUEM pUTyKCHUMaba
375 Mr/m® 4-8 BBEJECHHUIL.

e [lanuenTsl, mnepeHecumIne II0CIAE TEPAlUU aHAJOraMU IIYPUHOB repHeTUYECKYIO
MH(QEKIHMIO WIM MHEBMOLMCTHYIO IMHEBMOHHIO, JOJDKHBI MOJy4aTh Al[UKJIOBHP U KO-
TPUMOKCO30J1 10 TeX Mnop, noka yucio CD4 — no3uTuBHBIX JIUM(OIUTOB HE cTaHET OoJee
0,2 x 10%m.

e Jlocme mpoBeneHus TepanuM aHAJIOTaMU IIyPUHOB MAIlMEHThI MOKU3HEHHO JOJIKHBI

IMoJIy4daTb TOJIBKO O6queHHBIe TCMOKOMITIOHCHTHI.

Cnaensxmomus.

VY nanenue cene3eHKH OBICTPO JMKBUAUPYET LHUTONEHUIO, HO Juilb y 20% OOIbHBIX —
Ha JUIUTEIbHBIA CPOK; y OONBIINHCTBA ke IP(PEKT CINIEHIKTOMUU coXpaHsieTcss MeHee | roaa
c Heu30exHON B janbHeWmieM mporpeccuell 3aboneBaHus. B Hacrosimiee Bpems
CIUICH?KTOMHSI TPUMEHSETCS] OrPaHMYEHHO: NPU CHUMOTOMHOM TPOMOOLUTONEHUH, MpPU

HEd(PPEKTUBHOCTH WM HEMEPEHOCUMOCTH JIEKAPCTBEHHOW Tepanuu, MpPU OCIO0KHEHHSIX
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cruieHoMeranuu (MH(ApKTHI, pa3pbiB), a TAKXKe MPH BbIpaKEHHOW cruieHoMeranuu (6osee 10

CM HIDKE peOepHOM TyrH), COUETAIOIIEHCS ¢ HE3HAYUTEIbHBIM MOPAXKEHUEM KOCTHOTO MO3Ta

[I11, C].
L4 OIIeHKa OTBETA HA JICUCHUEC

D¢ ekt neueHHss NPOABISAETCA IMOCTENEHHO, MO Mepe yMEHBIICHUS JTUM(OHUIHON
MHOWIBTPALUU B KOCTHOM MO3T€ U CENIe3€HKE U MapajieIbHOTO BOCCTAHOBJICHHUS SJIEMEHTOB
HOPMAaJIbHOTO KPOBETBOPEHHSI, TIO3TOMY CYAUTH 00 3(PPEKTUBHOCTH T€pPANUU HEOOXOIUMO IO
JMHAMUKE JTAa0OpaTOPHBIX TOKa3aTeled M pa3sMEpoB CEJIE3eHKH B TEUYEHUE [UIUTEIBHOTO
HepHO/a BPEMEHHU.

Tak, onenka 3((GeKTUBHOCTH MPUMEHEHHsI HHTep(PEpOHa-0 POBOAUTCS HE paHee 4eM
yepe3 8§ Hexenb IMOcCie Hayaia ero npuMmeHeHus. Ilpu stom Ha QoHe npUMEHEHus
uHTephEpOoHa-o eue 10 YMEHBIIECHUS TUMQOIUTO3a YBEIHUUBAIOTCS YHCIO TPOMOOIIMTOB U
YPOBEHb T'€MOIJIOOMHA, YMEHBIIAETCS pa3Mep CEJIE36HKM 3a CYET CHMKEHHS CTEIeHH
I/IH(i)I/IJH)TpaIII/II/I KOCTHOTO MO3ra M CCJIC3CHKH OIIYXOJCBbIMU JII/IM(i)OIII/ITaMI/I. TepaHI/m
cyuTacTcsa 3(1)(1)GKTI/IBHOI>'I IIpU HAJINUYIHNHU MTOJI0KUTEIbHOMN JUHaMHUKHU 110 BCEM HJIM HECKOJIbKHUM
napaMmerpaMm (yMEHbBIIEHUE LUTONEHUHU, JUM(POLMTO3a U MOHOLUTOINEHUH, COKpalllEeHUuE
pa3MepoB Celle3eHKH M BUCIepalibHON JuMbaneHonatun). [Ipu cHkeHnn muMdonuTosa B
KpoBU mpuMmepHo 10 50% mnpuMeHeHHEe HHTeppepoHa-o. 3aBEpIIalOT U MPOBOJAT KypC

XUMHOTCpAIIMH aHaJIOraMH1 ITYPHHOB.

Ha ¢one kypca nedeHus aHaJIOraMH IypUHOB OTMEYAIOTCS 3aKOHOMEpHas
TUMQONEHUsI, U OJHOBPEMEHHO MPUPOCT TPOMOOLUTOB U YpOBHS remMoriobnHa. B tedenue
MIEpPBOr0 MeCsIla OTMEYaeTcs YBEIHM4eHHE (POPMEHHBIX AJIEMEHTOB KPOBH, OJHAKO MOJHOE
BOCCTAHOBJICHHE TI'€MOIPaMMbl MOXET IMOTPe0OBaTh HECKOJBKUX MECSIEB, MOITOMY NpHU

HAJIUYMU _ TI0JIOKUTEIILHOM JANHAMHW KN IMOKa3aTesIeH KPpOBH IIOJIHOTaA KOCTHOMO3T'OBO

peMHcCcHM  OLIGHMBAEeTCS HE paHee, dYeM depe3 6-12 MecsdleB Tmociie OKOHYAHUSA
XUMHOTCpPAIIUM.

Kputepun pemuccuum u pesunyanbHO (ocTtaToyHOM) Oo0sie3HH OOJNBIIMHCTBOM
UCClIeIoBaTeNeH MPUHATHI CIIEAYIOLINE:

Toanas pemuccus:

e OtcyrcTBHE MUTONECHHN: reMornoGua > 120 r/m; Heiitpodmist > 1,5 x 10%/1; TpoMGomuTHI
> 100 x 10%/n.

e OtcyTcTBHE OpraHOMETaJMM: HOPMAalu3alisl pa3MEpPOB CENIe3€HKH, BUCHEPATbHBIX
TuM(Oy3II0B.

e OTCcyTCTBHE «BOPCHHYATHIX» JIUM(OLUUTOB B epudepudeckoir KpoBu U < 1% B KOCTHOM
MO3Te.
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HCKOTOpBIC HUCCICA0BATC/IN BBIACIIAIOT NOJHYIO PEMUCCUIO C DC3HZ[V&HBHOﬁ 00JIE3HBIO

— nipu Hamn4uuK 1-5% «BOPCUHYATHIX)» TUMQPOLUTOB B KOCTHOM MO3TE.

Yacmuunas pemuccus.

e OtcyrcTBHE IUTONECHHN: reMornoGun > 120 r/m; ueiitpodmst > 1,5 X 10%/1; TpoMGoIHTHI
> 100 x 10%/x.

¢ VYMeHbIICHHE OPTaHOMETaJINH U HHPUIBTPAIIMH KOCTHOTO Mo3ra O6osee ueM Ha 50%.

e OTCyTCTBHE BOPCUHYATHIX» IUM(OIUTOB B iepupeprudeckoil KpoBU, HO >5% B KOCTHOM
MO3Te.

YayduieHueM CcuuTaeTcsi HOpMalu3alus OJHOTO W3 IapaMeTpoB 0€3 yXyILIeHHs
IpYyTHX.

JUINTEIbHON CUNTAETCS PEMUCCHS JOJbIIE 5 JIET.

Ponw munumanvrnou ocmamourou boaesuu npu BKJI

HecmoTpst Ha o4eHb XOpOWIMK KIMHUYECKUH OTBET HA TEPANUI0 MEHTOCTATHHOM U
KJIQAPUOUHOM, U3BECTHO, YTO MPAKTHUYCCKH Yy BCEX MAIUECHTOB ITOCIIC OKOHYAHUS JICUCHHS
ornpezesnseTcss MUHUMallbHas octarouHas 6one3Hb (MOB). Ilpu oneHke kauecTBa peMUCCHU
Mocjie TPOBEACHHOW Tepanmuu Juisi  BbisiBieHuss MODB  ogHOro THCTOIOTMYECKOTO
HCCIIEIOBAHUSI KOCTHOTO MO3ra HEJAOCTaTOYHO, MPOBOAUTCA HWMMYHOTHCTOXMMHYECKOE
uccleoBaHue C ucnosib3oBaHueM aHTu — CD20 aHTuTena ans BBIABIEHUS OCTaTOYHOM
nonyssanuu B—muMdonuToB, KOTOpeIe MOTYT pacroJiaraThCs Kak KiacTepamu (6osee Tpex
CD20 — mo3uTuBHBIX TUMQPOUIHBIX KIETOK), TaK U 1uddy3HO.

JlaHHBIE HEKOTOPBIX HMCCIENOBAHMM IOKa3aiau, 4yTo npu IposeacHun tepanun BKJII
aHaJIoraMy IMypUHOB B KOMOHMHaIMM Cc puTykcumabom, y 90% mnanueHToB Hpu MOMOLIA
MOJIEKYJISIPHBIX M UMMyHosoruueckux tectoB MOB He BbusiBisierca. B To ke Bpems
MPOJAEMOHCTpUPOBaHO, 4T0 MODB MOXeT BBISIBIATHCS y OOJNBHBIX Ha MPOTSXKEHUU MHOTUX
neT 0e3 MPU3HAKOB peIUIMBa W Mporpeccuu 3abosieBaHus. Takum o0pa3oM, TMOITHAs
spagukanua MObB He nomkHa sBIATHCS 1enbto JiedeHus: BKJI B pyTMHHON KIMHUYECKON

MIPaKTHKE.

e Tepanusi peunanBoB U pedpaKkTepHbIX GopM

BonbIIMHCTBO TAIMEHTOB, MOJIYYaBIIUX TEpPaANui0 aHajJoraMd IypUHOB, B CiIydae
BO3HUKHOBEHHUS PElMIMBa 3a00JIEBAaHUS JOCTUTAIOT MMOBTOPHOM PEMHCCHU KaK MPHU Tepanuu
MEHTOCTaTUHOM, TaK M KJIaJpruOuHOM. BeiOOp mpenapata Asis JeYeHUs pelyuiBa 3aBUCUT OT
MPOJIOJKUTENILHOCTU TIepBOil pemuccuu. Eciu oHa qimiach MeHee 2 JieT, PeKOMEHIYeTCs
3aMeHa TEHTOCTaTHMHA Ha KJIaJApUOMH (M HA00OpOT), BBHUIY OTCYTCTBHUS IEPEKPECTHOM
PE3UCTEHTHOCTU MeXAy HuMU. Eciaum pemuccus ObUia IIUTENHHOM, BO3MOKHO MPUMEHEHUE

rpenapara, KOTOpBIM HCIOJIB30BAJCS B IIEPBOM JIMHUM Jie4eHHs. BHe 3aBUCHUMOCTH OT
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BBIOPAHHOTO Mpenapara, MpH JICYEHUHN PELUIMBa PEKOMEHI0BAaHO 100aBIeHUE PUTYKCUMA0a,
OCOOCHHO €CIIM  NPOJOJDKUTENBHOCTh IEpPBOM  peMuccuu Oblla  MeHee S5 JIeT.
[TpoAOKUTENTHHOCTh JOCTUTHYTBIX TOJHBIX PEMUCCHA HE 3aBHCUT OT KOJIMYECTBA JIMHHNA
MPEIIECTBYIOUICH Tepanuy, OJHAKO YUCIO OOJNBHBIX C MOJHBIMH PEMHUCCHAMHU OT Kypca K
KypCy YMEHbIIAeTCsl.

[Tpu penxux ciydasx pesucrentHoctH BKJI x knanpuOuHy M MEHTOCTaTUHY, MOXKET
OBITh PEKOMEHJIOBAH OJMH U3 CJIEIYIOUIMX BAPHAHTOB JIEUCHUS (MM UX IOCIEI0BATEIbLHOE

IIPUMEHEHHUE):

e JloGaBneHue K aHajory mypuHa putrykcumada 375 Mr/M? OHH pa3 B HENEIO B TEUCHUE 2
mecsies (8 BBeaenuii) [111. CJ.

e Uurepdepon-a 3 mun ME/aenp 10 nocTHKeHUsI MAaKCUMAIbHOTO OTBETA C MOCIETYIOIIUM
Mepexo/I0M Ha BBEICHHE 3TOM 1036l 3 pasa B Hepemo [V, CJ.

e bengamyctun 90 - 70 Mr/MeB 1 -2 JTHU, BCEero 6-8 BBEICHMI C MHTEpBAJIIOM 28 HHEH,
MIPEANOYTUTENBHO B COYETAaHUU C pUTYKcuMadboMm 375 mr/mM? B 1 11eHb, 6 kypcos [1V, C].

B xauectBe anbrepHaTHBBI NpU pe3ucTeHTHOM TedeHun BKJI m3ydaercs npumeHeHue
arturen aHTu-CD22 n ant-CD25.

IIpu pesucrentHom TeueHun BKIJI (B TomM umcie mpu pe3MCTEHTHOCTH KO BCEM
MEPEYHCICHHBIM CXE€MaM JICUEHHS) UMEETCS TOJOKHUTENbHBIA OIBIT JIOCTHKEHHS IMOTHON
pemuccun ipu npuMeHeHnn uarnouropa myramu BRAFV600E — npemapara Bemypadenuo.
[Ipemapatr TmoOKa3aH TOJNBKO TP TOATBEPKIACHWW Y TMAlMEHTa HATUYUs MYTaluu
BRAFVG600E. Bemypadenn6 Ha3zHadaeTcss BHYTPh B jo3e 480 mr/cyt B TedeHwme 2 Mec, C
KOppEKLMEeN Teparnuy B 3aBUCUMOCTH OT IOCTUTHYTOTO 3 deKTa.

e JIUarHOCTUKA U JieyeHHe BapuaHTHOro BKJI

Bapuantaeiii BKJI B mocneaneit knaccudukammu BO3 2008r paccmarpuBaercsi Kak
oTAenbHas Ho3ojoruueckas Qopma B pazgene «Hexnmaccupuuupyemas mumdoma/neinkos
ceNe3eHKn», BMecTe ¢ JuMPOMOil KpacHOH mynbnbl cene3eHkd. Bapuantueiii BKII eme
Oosiee peakasi MaToJOTHs, YeM Kiaccuyeckas opma 3a00jeBaHUs U COCTABIISET MPUMEPHO
10% ot Bcex ciyuaeB BKJI. Yerkoe pasrpannuenue BapuantHoro BKJI o knaccnueckoro
BKJI u oT nuMdombl KpacHON MyJbIbl CEJIE3€HKH 4acTO MpEeACTaBisieT MpolieMy, BBUAY
CXOJCTBA KJINHUYECKOW KApTUHBI U MHOTUX JUArHOCTHUUYECKUX I1apaMETPOB.

Knuaunueckue nposiBneHus kinaccuueckoil 1 BapuantHoit BKJI B o01mux ueprax cxoxw,
onHako mpu BapuaHTHbIW BKJI wame mnportekaer ¢ JeHKOIMTO30M U aOCONIOTHBIM
auM@oruTo30M, 6e3 MOHOIMUTONEHWH. KOCTHBIE MO3r OOBIYHO THMNEPKIETOUHBINA, C

MUHUMaJIBHBIMH NpU3HaKamMu pudpoza. Mophonornuecku «BOpCUHYATHIE» TUM(POLUTHI IPU
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BapuanTHOM BKIJI mmerot Oosbliee CXOACTBO € MPOTUMQPOILIUTOM, HX SIPO YACTO COACPIKUT
1-2 kpynHble HYKJICOJIBI.

Hns ¢penoruna BapuantHoit Gpopmbel BKJL, B omiimume ot xmaccuueckoit popmsr BKIL,
xapaktepHo otcyTcTBHe dkcnpeccun CD25, CD123, npu HaIMYUKM SKCIPECCHH OCTATBHBIX

tunnasbx s BKJI mapkepos: CD19, CD20, CD22, CD11c, CD25, CD103, FMC7. Kpome
atoro, pu BapuanTHoM BKJI 00140 oTcyTcTBYIoT TRAP 11 Annexin Al.

Taxke miga BapuantHoro BKJI, B oTimune OT KIacCMYECKOro, XapaKTEpHO OTCYTCTBUE
mytanuu BRAF V600E B neiiko3HbIX KIeTKaX.

Jleuenue BapuanTHOW (opmbl BKJI 1o Hacrosmiero BpeMeHM OIHO3HAYHO HE
ompezaeneHo.  BceienctBue penkoctd 3a0o0sieBaHUS PaHAOMU3ZUPOBAHHBIX KIMHUYECKUX
WCCIICIOBAaHU TI0 CpaBHEHUIO A(P(EKTUBHOCTH PA3TUYHBIX METOAOB JICUCHHUS TpHU
BapuanTHOM BKJI He mnpoBeaeno. [lo naHHBIM OONBIIMHCTBA HCCIENOBATENIEH, aHAJIOTH
nypuHa MeHee 3(pQEeKTHBHBI, U Yale MO3BOJSIOT TOCTUYD JIUIIb YACTUYHON PEMHCCHUU WIIH
YIIy4IlIEHUs. Hcnonp3ytoTcss  BCe  BBILICNEPEUYHUCIECHHBIE  METOJbl  JIEUEHUS,
MPEANOYTUTENBHBIM CUUTAETCSI COUETaHUE aHaJlora MypuHa ¢ puTykcumaoom. Ilpumensercs
JUIMTeNbHas Tepanus nHTephepoHoM-a. [Ipu BeIpakeHHOH CIJICHOMETAIMU B MEPBOM JIMHUU
JICUEHHSI WCIOJB3YIOT CIUICHIKTOMHIO. M3ydaercst 3((EeKTUBHOCTH JICUEHUS aHTUTEIaAMU
antu-CD22 wu anutm-CD25. VYV MonoAplXx TAaIlMeHTOB BO3MOXKECH BapUaHT JICUCHUS C
MIPUMEHEHUEM TpPaHCIUIaHTalKsg KOCTHOro Mo3ra. He nokazano npumenenue semypadenuoa,
B cBs13u ¢ oTcyTcTBueM myTannu BRAFV600E npu BapuanTHOM BKIJIL.
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MHuozkecTBeHHA MHEJIOMA

MHuosxectBeHHass muenoma (MM) - 3To 3710KauecTBEHHAs! OMyX0Jb, MOP(HOJIOTHIECKUM
cyOCTpaToM  KOTOpPOM  SBJISIOTCS  IUIa3MaTU4YeCKue  KJIeTKH,  NPOAYLHUPYIOIIHe
MOHOKJIOHQJIbHBIN UMMyHOrnoOynmuH. MM cocraBnser npubnusurensHo 1% cpenu Bcex
3JI0KaUYeCTBEHHBIX omyxoiied, 13% cpenu remonostuueckux omyxosie. B Poccun B 2009 r.
BIIEpBBIE JTMAarHOCTHPOBAHO 2723 cmydas, ymep 1991 GonpHoil. 3aboneBaemocth MM B
Poccuu cocrasumna 1,9 va 100 ThIC., BO3pacTHast Mearana 3aboieBaemMoctu 63,7 T.

El/laFHOCTHKa

1. Kpurepuu ycraHOBJIeHHMS IHATHO3A

[Ipn ycraHoBimeHMHM [MarHo3a cuMmnromMaTudeckoi MM HOMKHBI HMPUCYTCTBOBATh
CIIELYIOIINE KPUTEPUH:

1. Tlmazmatuyeckue KiIeTKH B KOCTHOM Mo3re 10% u Oosnee w/uMiaum  MIa3MOKJIETOYHAs
OITyXO0JIb B OMOIICHITHOM MaTepuale MopaxxeHHON TKaHU.

2. MOHOKJIOHAJIBHBIN OEJIOK B CHIBOPOTKE KPOBH W/HIIA B MOYE (32 MCKITIOUCHHUEM ITallHCHTOB
¢ HecekpeTupyomeir MM).
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3. Oaun unu Gojee CIenyIOMUX MPU3HAKOB MOPAXKEHUSI OPTraHOB WJIM TKaHEW, CBSI3aHHBIX C

TJTa3MOKJIETOYHOH Mpoideparmeii:

2.

e runepkaneimemus (> 11,5 mr/mn [> 2,65 mmonb/1)),

e [OYEYHAs HEIOCTATOYHOCTH (KpeaTUHUH > 2 M/ [> 177 MxMoub/1)),

e anemus (Hb < 10 r/mn wnm Ha 2 r/11 HbKe HOpMabHOTO ypoBHsS HD),

® TOpakeHHEe KOCTel (OCTCOIMTUYECKHE TOPAXEHUS, OCTEONOpO3 MU
MATOJIOTMYECKHUE TICPEIIOMBI).

O0caenoBanue

BonpHBIM  MHOXKECTBEHHOH MHEIOMOH  00s13aTEIbHO MpoOBEACHUC  CIICAYHOLICTO

00cCIeI0BaHUA:

e KiumHnuyeckoe O6CJ'I€)IOBaHI/IC

COop anamHe3a

®Ou3HKaTBHBIA OCMOTP, B T.4. MAJbHANUS BCEX JOCTYIHBIX MAJbIAIAN TPYIII
nepupepuyecKux ITMMEPATHIECKUX y3JI0B, ICUEHH, CEIIC3CHKH.

Omnpenenenne craryca no ECOG

e JlaboparopHble METO/BI UCCIIEAOBAHUS

Pa3BepHyThIll KIMHUYECKUH aHaIW3 KpOBU C uccienoBanuem Hb, moacuerom
JeUKoLUTapHON (HOPMYIIBI.

OO0muii aHaIU3 MOYH.

buoxumuueckuii ananu3 kposu (JIJAI', MoueBas kucioTa, MOYEBHUHA, KPEATHHHH,
obmuii 6enok, anpOymuH, Owmupyown, ACT, AJIT, menounas docdarasa,
KaJIbIIMHA, KaJIAi).

Omnpenenenne ckopoctu kiyooukoBoi ¢unbTpanuu (CK®) pacuetHsiM MeTo10M
no ¢opmyie Cockroft-Gault

Omnpenenenne P2-MUKPOTIO0YINHA B CBIBOPOTKE.

Koarymorpamma.

Onektpodope3 1 UMMyHOpHUKCAIUs OEIIKOB CBIBOPOTKH KPOBU C KOJTUYECTBEHHBIM
onpeaeseHueM ypoBHa M-TpaveHTa.

Onpenenenne ypoBHs |g CBIBOPOTKH KPOBH ISl OIIEHKH CTENEHU T'yMOPaJIbHOTO
UMMYHOAEPUIIUTA.

Dnektpodope3 u UMMyHOPUKCAIHS OCIKOB CYTOYHOW MOYU C KOJUYECTBEHHBIM
ompesieieHuEM YPOBHS MOHOKJIOHAIBHOTO OeTKa.

Omnpenenenue rpynibl KPOBH, pe3yc-(hakTopa.

Omnpenenenne MapkepoB BupycHbIX renarutos B u C, BUY.

e MeToapbl JIy4eBOW TUATHOCTUKH

e Penrtrenorpadus koctei, BKIoUas: yepen, rpyaHyko KJIETKY, BCE OTIeJNbl TO3BOHOYHHKA,

Ta3, IJICYCBBIC U 66,[[peHHI>I€ KOCTH.
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e Mopodonorudeckoe HUCCIENIOBAHUE aCHUpaTa KOCTHOTO MO3ra M/MIM TpernaHoOuoITara,
IpU OTCYTCTBUM €r0 TMOpPaXEHUs — MOP(OIOTHUYECKOEe HCCIeAOBaHUEe OHoITaTa
OITyXOJIEBOM TKAaHM.

I[OHOJIHI/ITGJIBHO MOT'YT BBIIOJIHATHCA:

*  HmmyHO(deHOTHTHPOBAHHE KJIIETOK acrnipara KOCTHOTO Mo3ra WIn
MMMYHOTHMCTOXMMHUYECKOE HCCIeI0BaHNe TpenaHoOuonTara ¢ ucciaepoanueM CD138 u
MOHOKJIOHQJILHOTO IUTOIUIa3MaTHueckoro g nenecoobpa3sHo A BepupuUKauuu U
OIIpeJIeJIEHUs] TPOLIEHTa KIOHAJIBHBIX IUIa3MAaTUYECKUX KIETOK B CJlydae HESICHOTO
JMarHo3a.

* IluroreHeTHYeCcKOE MCCICIOBAHUE IJIA3MATHYECKHUX KIIETOK (KapuoTunupoBanue u FISH)
PEKOMEHYETCS U1 BBISIBJIICHUS HaunOosee BaYKHBIX HEeOIaronpHusITHBIX
UTOreHeTHueckux anoManuii: t(4;14), t(14;16), del 17p13, del 13q, ammmnduxanuu 19.

* MarunutHo-pe3oHancHas Tomorpagust (MPT) noka3ana npu noJo3peHUH Ha KOMIIPECCHIO
CIIMHHOTO MO3ra, JJi1 yYTOYHEHHUs XapakTepa U pa3MepOB MATKOTKAHOTO KOMIIOHEHTA,
UCXOMALICTO W3 TOpakeHHOH Koctu. Bemomnenne MPT nenecoobpazno mpu
O0eccumntoMHOM MM, Tak Kak MO3BOJISIET B pAJE CIIYy4aeB BbISIBUTH HEBUJUMbBIE Ha
pEeHTreHorpamMmax o4aru MOpakeHUsl KOCTEH, HaJu4ue KOTOPBIX MOYKHO IPEIINOJIOKUTh
knuHudecku. MPT 1no3BoHOuHMKa U Ta3a SBISIETCd  0OSI3aTENIBHBIM ~ METOAOM
uccie0BaHMsl OOJIBHBIX C MPEOoIaraéMbIM TMarH030M COJUTapHas Ma3MOLUTOMA.

* Kowmmnbrotepnas tomorpagus kocreit (KT) pexomenayercst mpu 0oisiX B KOCTSX INpPU
OTCYTCTBHH MaTOJIOTMU HA PEHTI€HOTpaMMaXx.

* MUccnenoBanue cobonubix Jserkux unened lg (CJIL) HeoOXoaumo y NAalMEHTOB C
HecekpeTHupyoueit MM npu oTCyTCTBMM MOHOKJIOHAJIBHOTO Oelka B ChIBOPOTKE KPOBU
W/WIM Mouye TNpU UMMYHO(HKCAMU W NpU oJUrocekperupyromeid MM npu HU3KOM
ypoBHE M-TpajiieHTa B CBIBOPOTKE KPOBU H/MIIM MOYE.

IInan oOciaexoBaHMsi NpPH penuAuBe W INPOIPECCHPOBAHMH AHAJIOTHMYEH paHee
ONMCaHHOMY ITpU AuarHoctuke MM.

HccnenoBanne P2-MHUKpOrjaoOylIMHAa CHIBOPOTKM HpPU  Pa3BUTUU  pelLU]MBA HE
00s13aTeNbHO, TaK Kak INPOTHOCTHYECKOe 3HaueHue ISS B pernuauBe He YCTaHOBIIEHO.
[TyHKIMS KOCTHOTO MO3ra He 00s3aTeNibHa. JTO MCCIE0BaHUE HEOOX0AUMO BBIOIHATH HPU
HECEKPETUPYIOIIEH WINM OJurocekperupyoomed MM U  1nomo3peHMM Ha pa3BUTHE
MUENOAUCIUIACTHYECKOIO CHHAPOMA.

3. CraaupoBaHue

PacnipocTpaneHHO# cucTeMoil cTagupoBaHus sBisieTcs kiaccupukamms B.Durie u
S.Salmon, npennoxennas B 1975 r. (Taoun. 1).
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Jns onpenenenus craguii MM Takke IIUPOKO UCHOJB3YIOT MEXIyHApOJHYIO CUCTEMY
craqupoBanus  (International Staging System — ISS), ocHOBaHHYHO Ha BaXHOM
MPOTHOCTUYECKOM 3HAYCHMH COYETaHHs P2-MHKpOTJIo0ylnnHAa H ambOyMHHA CBHIBOPOTKH
kpoBH (Tabu. 2).

Tabmuna 1.
Craguu MHOXeCTBeHHOM Mueromsl (o B.Durie, S.Salmon)
Cragun IIpusnaku Kiterouynas macca,
TPHIITHOH/M
| COBOKYITHOCTb CHEAYIOIINX TPU3HAKOB! <0,6
e ['emornobun > 10 r/mn (HU3Kasn)
e HopMmanbHbIil ypPOBEHb KalIbLIUS CHIBOPOTKH
e PeHTreHoJIOrHuecKy — HopMajbHas CTPYKTypa
KOCTEeH WJIM OAMHOYHBIN OYar MopaxeHHUs,
e Huskuii ypoBeHb M-niporenna:
o IgG<501/n
o IgA<301/n
e Oenok benc-/Ixonca < 4 r/cyTKu
] [Tokazarenu, He cooTBeTcTBYtomue Hu |, HU |1l cTagmsam 0,6-1,2
(cpenmsis)
i Onun unu 6osee U3 CIEeIYIONUX MPU3HAKOB: >1,2
e ['emornobun < 8,5 r/mn (BBICOKAS)
e VYPpOBEeHb KaJbIUs CHIBOPOTKHU MPEBHIIIAET
HOpMAaJTbHBIC 3HAYCHHUS
e MHoecTBEeHHbIE IOpaXKeHUs KocTel (> 3
JUTHYECKUX 0Yarom)
e Bricokuii ypoBeHbs M-nipoTEnHa:
- IgG>70r1/n
- IgA>50r1/n
e benok benc-/Ixonca > 12 1/ cytku

JIONOJTHUTENBHBIM MPU3HAKOM, OMPEAEISAIOIINUM MOJCTAIUIO0, SBISIETCS COCTOSHUE (YHKIIUH
MIOYEK:

A - HOpMasbHasg (KpeaTHHHH CHIBOPOTKH MeHee 170 MKMOJIb/T Uity 2 1/111).

B - cHmkeHHas  (KpeaTHMHMH CHIBOPOTKM paBeH wiu 6osiee 170 MKMOIb/1 uiu 2 1/11).

Tabnuua 2.
Mexnynapoanas cucrema cragupoBanus (1SS)
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Craguu Ilokazarenu Memmnana OB, mec

| -2 MUKPOTIIOOYITMH CBIBOPOTKHU < 3,5 Mr/J 62
AnsOymuH > 3,5 mr/n

I -2 MUKPOTIIOOYITMH CBIBOPOTKHU < 3,5 Mr/J 44
AnpOymuH < 3,5 Mr/n
Nnn

-2 MUKpOTIIOOYIIMH CBIBOPOTKH 3,5-5,5 Mr/mn

Il B -2 mukpornoOymun > 5,5 mr/n 29

4., ®akTopbl NPOrHo3a

K ocHoBHBIM (hakTOpaM HEOJIArONMPUATHOTO MPOTHO3a MPHU YCTAHOBJICHUU JUArHO3a
MM OTHOCSTCS: BBICOKUI YPOBEHb -2 MHUKpOIIIOOYJIMHA U CHI)KCHHE YPOBHS allbOyMUHA B
CBIBOPOTKE KpPOBH, BbICOKUH ypoBeHb JI/II, nurorenernueckue anomanuu: t(4;14), t1(14;16),
del 17p13, del 13g, ammmdpukanus 10. Hdemeums 13Q siBasiercss He0JIAronpHATHBIM
NPOTHOCTHYECKAM (AaKTOPOM, KOIJAa BBISBJISIETCS NPH KAPUOTHNHPOBAHWH, HO He
nocpeactsom FISH. VcxomHbie MPOrHOCTUYECKHE MPH3HAKH IMO3BOJIIOT IPOTHO3HPOBATH
MPOJOJDKUTEIBHOCTh JKU3HU OONBHBIX M OTBET Ha TEpalui, HO HE SBISIOTCA
OTIPEISNISFIONIUMH TP BHIOOPE TAKTUKHU JIeUCHUsT 00JbHBIX MM.

5. ®opMyJHMpOBaHHe AUATHO3A

B nmarHose cnenyer ykasblBaTh CTaiuio0 M MojcTaguio Oone3nu no B.Durie u
S.Salmon, craguto cormacHo ISS, THUN cekpeTHpPYEeMOro MOHOKJIOHAIBHOTO Oenka,
nporenHyputo beHc-/[?)koHCca 1 OCHOBHBIE KIIMHUYECKUE CUMIITOMBI.

IIpumep popmynupoeanus ouacnosa: MHOxecTBeHHass mMuenoMa Gk-TUIA ¢ MPOTEUHYpUEH
benc-Jl>xoHCca K-THIA, PACIPOCTPAHEHHBIM OCTEOJECTPYKTUBHBIM IIPOLIECCOM, BHEKOCTHBIM
KommnoHeHTOM B obOnactu Th4, anemueii - II1A cramms, ISS 1.

Jleuenue

1. Tloka3aHusl K HAYAJy JeYeHHUs

[Maruentam ¢ Traeromel (OeCCUMITOMHONM) MHUETOMOH crienuduyeckas Tepanus He
pekomenayercsa. llokazannem [ Hayana J€YEHUs SBIBSIETCS YCTAHOBJIEHHE JUArHos3a

CUMITOMAaTHUYECKON MHUEIOMBI.

2. OmnpenesieHde cTpaTeruy Je4eHust
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TakTuka BeneHUS OOJIBHBIX MOJIOXKE 65 JET M MOXKWIBIX OONBHBIX OoTin4aercs. Jlis
JICYCHUs TEPBUYHBIX MAalMeHTOB MM  wmomoxke 65 ner 6e3 Cepbe3HOH COIMyTCTBYIOLIEH
MaTOJIOTUU MCTOJB3YIOT BbICOKOA03HYIO xumuotrepanuio (BAXT) ¢ ayroTI'CK. BoabHbiM
cTapiie 65 JeT WM MOJIOABIM OOJBHBIM C TSDKEIBIMH COIYTCTBYIOIIUMHU 3a00JICBAaHUSMU
ClIeIyeT PEeKOMEHJI0BaTh KOMOWHAIIMM HAa OCHOBE HOBBIX JIEKAPCTBEHHBIX MperapaTtoB 0e3
BIXT c ayroTI'CK.

[Ipu BBIOOpPE CXeMBI HMHIYKIMOHHOM TEparuyd HEOOXOAWMO YYHUTHIBATh TaKXkKe
COITyTCTBYIOIIME 3a00JaeBaHus 00JbHOTO U ocnokHeHns MM. Ilpu kapananbHON MaTOIOrun
1enecoo0pa3Ho WCKIIOYUTh W3 TEpalvH aHTPALUKIMHOBBIC AaHTHOMOTHKH. J[ns nedeHus
OOJNBHBIX C TIOYEYHOW HEIOCTAaTOYHOCTHIO Tepamueil BbIOOpa SIBISETCS COYETaHUE
Ooopresommnba © JeKcameTa3oHa. Eciu Ha MOMEHT JMArHOCTUKH TSDKECTh COCTOSTHHS
00pHOTO OBLIa 00YCIIOBIICHA HE TOJBKO PACIpPOCTPAHCHHBIM OITyXOJIEBBIM IPOIIECCOM, HO
TAKIKC CCOTUYCCKHMMHU  OCIIOKHCHUAMHU, KPOBOTCUCHUCM, I[I/Ia6eTOM, I'¢lIaTuToOM, TO
MHAYKIMOHHAs IIPOTUBOOIIYXOJI€Bass Tepalus IPOBOAUTCA Cpasy IOCIe KyIUPOBAHUSA

YKa3aHHBIX OCJI0KHEHUM.
3. JleueHue 00JILHBIX ¢ BIlepBble JUATHOCTHPOBaHHONH MM
a. He kanauaparsl Ha BJAXT ¢ ayroroTI'CK (mo:xuiibie 601bHbBIE)

bonee 40 ner xumuorepanus mendananom u npeauzononoM (MP) Obuta crangapTHON
Tepanuei OonbHBIX MM, kotopbiM He manupoBanack BJIXT. JleueHue mpoBOAMIIOCH A0
MaKCUMaJIbHOTO MPOTHUBOOITYX0JE€BOTO 3P deKTa, a 3aTeM eme 3-6 MecsIeB, TO eCTh 10 (a3l

I1aTo.

B HACTOAIICSC BpEMs IJId JICHCHHA ITOKUIIBIX 0oapHBEIX MM CJICAYCT MCIIOJIb30BaTh
MPOrpaMMBbI ¢ BKITFOUYCHHEM HOBOTO JICKAPCTBEHHOTO Tipernapara boprezomuda [1,A].

B pannommsupoBanHoM wuccienoBanun VISTA mpoBeneHO cpaBHEHHE Teparnuu IO
cxeme MP u coueranust 6oprezomuda ¢ mendananom u npeaauzonoHom (VMP) y manneHToB
C BIEpPBbIE IMarHOCTUPOBaHHON MM. 3HauuTeNnbHOE MPEeuMyIIECTBO JeueHus no cxeme VMP
no cpaBHeHui0o ¢ MP Tepanuell BBISIBIEHO MO BCEM IOKa3aTeNsiM, BKJIOYas OOIIyIO
s dexTuBHOCTH, yacToTy mnosHbIX pemuccuil (IIP), Bpemst nmo mporpeccuposanus (BIII),
obmyro BeDKHMBaeMocTh (OB). Pe3ymbrarbl 3TOTO HMCClEIOBaHUS CTald OCHOBAHUEM IS
ucnosb3oBanus nporpammsl VMP B kauecTBe COBPEMEHHOM CTaHAApTHOW Tepamnuu NepBOi
nuHuM O0onbHBIX MM, kotopbim He manupyercs nposenenue BIIXT ¢ ayroTI'CK.

B 11ByX paHIOMHM3UpPOBaHHBIX HCCeNOBaHUSAX 3 @a3pl ObUIO MOKAa3aHO, YTO
eXKEeHeIeIbHOe BBeleHHEe OopTezoMuba TpH HCIMONb30BaHMHM Tporpammbl VMP  BMecTo
BBEJICHUS TIpernapara JIBaK bl B HEJIEIO He CHIDKAeT Y(PPEKTUBHOCTH JICUEHUSI, HO TIO3BOJISIET
3HAYUTEIILHO YMEHBIITUTh TOKCUYHOCTh, B TOM YHCJIE€ M YaCTOTYy pPa3BUTHS NEepUPEepUICCKOI
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nonuHeliponatuu. Ilporpammy VMP ¢ BBenmenmem Oopre3omuba 1 pa3 Hememo Takxke
11eJ1ec000pa3HO UCTIONB30BaTh Y MOKUIIBIX MAMeHTOB MM.

C uenpio yMeHbLIeHU TOO0YHBIX 3(PeKkToB OopTe30MUOA MPHU MOSBICHUHN MTPU3HAKOB
TOKCUYHOCTH HEOOXOJMMa CBOCBPEMEHHAs pPEAyKIHs 03kl mpemapara. Kpome TOro
MOJIKO’KHOE BBeJleHHE 00pTe30MruOa BMECTO BHYTPUBEHHOTO, CYIIECTBEHHO CHIKAET YaCTOTY

Pa3BUTHA HCIKCIATCIIbHBIX SIBJICHUM.

Bricokod(h(peKTUBHBIM METOJIOM BEACHHS TMEPBUYHBIX OONBbHBIX MM  sBisieTCs
coyeranue 6oprezomuda ¢ nexcamerazoHoM (VD). Jleuenue mo cxeme VD pexomenmyercs y
OOJNIBHBIX C IIOYEYHOM HEAOCTATOYHOCTBIO, B TOM 4HCIE TpeOyromel MpoBeaeHus
reMmojyaiinia, a TaKKC Ipru KOMIIPECCUN CIIMHHOI'O MO3ra. B cBs131 ¢ BRICOKOM TOKCHYHOCTBIO
JCKCaM€Ta30Ha B BEICOKOM A03€C Yy MOXKUJIBIX OOJIBHBIX BO3MOYKHO CHIKEHHUE 03I IIperiapara
WM €0 3aMeHa Ha IPETHH30JI0H.

[TonnepxuBaromas Tepanus 6opresoMudbomM yBennuuBaeT yactoTy 1P, BeKHBaeMOCTb
6e3 mporpeccupoBanus (BBIT) u B/II, HO as OIEHKW BIUSHHS TOrO METOJA JICYCHUS HA
MPOJOJKUTENBHOCTh KM3HM OOJIbHBIX M HCIOJB30BaHUS B KauyeCcTBE CTaHJAPTHOMN

HOJIEPXKHUBAIOIIEH Tepaiy HeoOXoauMo Ooslee JUINTEIbHOE HAOII0CHHUE.

KomOunammst OeHmamycTuHa ¢ mnpeaHu3oioHoM (cxema BP) HenmaBHO BBeneHa B
apceHan JiedyeHUs OOJBbHBIX C BIIEPBBbIE JUArHOCTHpoBaHHOW MM crapme 65 ner, He
SBISOIIMXCS KaHauaatamu it npoefeHuss BJIXT, ¢ KIMHMYECKHUMHM TPOSBICHHUSMHU
HEHpOoNaThH, MPENMATCTBYIOIIEH MCIONb30BAHUIO TEPANUU C BKIOYEHHEM TalUAOMUIA U
o6opresomuba. OcHOBaHMEM JJisi MCIOJNB30BaHMUSI ATOM MPOTPaMMbl CTalIM PE3YJIbTAaThl
PaHIOMU3UPOBAHHOTIO HCCJIEIOBAHUS 10 CpaBHEHHIO €€ 3(()EKTUBHOCTU C TpaJWLMOHHON
panee Tepanueit mo cxeme MP. B uccnenoBanuu mokaszana Oonee Bbicokas dactota [IP u
Oosee nUTeNbHAs MeJUaHa BPEMEHHU J10 HeyJau JieYeHHus NMpHu ucnoib3oBaHuu BP, HO mpu
9TOM He BBISIBIIEHO yiy4uiuenus OB.

B npyrux crpaHax sl JeUeHHs MOXKWIBIX OOJBHBIX C BIIEPBBIE JHATHOCTHPOBAHHOM
MM wucnons3yT coYeTaHue TaauIOMHUAa ¢ MendaraHoM U MpenHu30i10HOM (cxema MPT),
MPOrpaMMbl Ha OCHOBE JICHAIMIOMHUJAA: JICHAIUJOMH]I C JEKCAaMETa30HOM B HU3KOM J103€
(cxema Rd), coueranue nenanumomuma ¢ MendanaHoM W npearuzonionoM (cxema MPR).
Jleuenne mo cxeme MPR ¢ mocnenyromeid moaaepKuBaromeld Tepanue JeHATHIOMUAIOM
npeBocXouT 1o 3 dexkTuBHOCTH XUMUOTepanuio MP, Bkirovas wactoty 1P, BBII.

Ocoboe MecTto B jJeueHMd MM 3aHHUMaeT BeIeHHE MOXKWIBIX OCIA0NEHHBIX OOJbHBIX.
HOHYJ'ISII_[I/IZ ITOKUJIBIX 6OHBHLIX reTeporeHHa, BKIJIFOHACT KakK COXpaHHI)IX 6OJ'H)HI)IX,
HaXOOALIUXCSA B xopomeM (1)H31/I‘ICCKOM COCTOSIHMHM MHOTHUEC TOJbI, TaK H OCJ'Ia6J'IeHHI)IX
MalMEeHTOB HYXKJAIOMUXCcs B ToMomu. KomroueBoir mpoOiaeMoil JIeUeHHS TOXKWIBIX H
0CJTA0JICHHBIX OOJBHBIX SBIISICTCS TIEPEHOCHMOCTH JieueHus. [Ipu BrIOOpE CXEeMbl JICUCHUS U
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COOTBETCTBYIOIIMX [103 IPENapaTroB HEOOXOIMMO YYHMTBHIBaTH Bo3pacT. Bospact 75 ner u
CTapIlle OKa3bIBACT HEraTUBHOE BIMSHUE HA Pe3yabTarhl jieueHus. Kpome Bo3pacta Ha BBIOOD
CXEMBI JICUCHUS BIUAIOT TaKue HEOIaronpusaTHble (PakTophl Kak KOMOPOUAHOCTD, ACTCHU3ALNU,
HaJIU4ue NPU3HAKOB HMHBAIUAHOCTUH. KOMOpOMAHOCTBH omnpenensiercss Mo MPUCYTCTBUIO 2 U
Oosiee COMYTCTBYIOIMX OOJEe3HEH, MEAMIMHCKUX JIMArHo30B (BKIIIOYAs MATOJIOTHIO MOYEK,
JIETKUX, TIEUYEHH, CEPIIIa, )KEITYJOUHO-KHILIEYHOTO TPaKTa, KOCTHOTO Mo3ra). Hanmuue 2 u 6omee

AcreHn3anus

Oose3Hen MALUEHTA.

COITYTCTBYIOIIIUX
(ocnabieHHOCTh) XapaKTepu3yeTcsl HaIMYueM 3 U 0ojiee OCHOBHBIX NPU3HAKOB: CIIA0OCTH,

TOBOPUT O  HECOXPAHHOCTH
MOTepU Beca, HU3KOH (DHU3MYECKON AaKTUBHOCTH, IIJIOXOM BBIHOCIMBOCTBIO M MEJICHHOM
noxoakoi. MaBamuaHocTh (6€COMOIIHOCTD, HETPYIOCIIOCOOHOCTh) BKIIOYAeT (PU3HUECKUE U
MEAMIMHCKUE pPACCTPOMCTBA, 3aTPyJHEHHS B OOECIEUEHHM JIMYHOW TUTHEHbI, DPELICHUU

OBITOBBIX 3a]1a4.

[Tanmentam 6e3 HEOIArONPUATHBIX (AKTOPOB, CIEAYET Ha3HAyaTh JICYEHUE B TMOJTHON
7103€, B TO BpeMs Kak JJIsl MMallMeHTOB, UMEIOIIMX M0 KpaiHel Mepe, OWH HeOJIaronpus THBIHI
daxTop (Bo3pacT > 75 neT, COMyTCTBYIOIUE 3a00JI€BaHNS C HapyLIeHHEM (DYHKIIMH OpPTraHOB,
ACTEHU3AIMIO WJIU MPU3HAKU HHBAJIMIHOCTH) PEKOMEHIYETCS COOTBETCTBYIOIIAS PEAYKIIUS 103
npenapaTos (TadJ. 3).

[Ipu neueHnn NOKUIBIX OCIa0JEHHBIX 0OJIBHBIX 103y OopTe3oMubda cieayer CHU3UTh 10
2
ImMr/mM” 1 BBOIUTE ero 1 pa3 B HEJEINo.

Jo3el Mendaiana W TPEAHU30JOHA TAKXKE JIOJDKHBI OBITH CHUKEHBI. Kpome Toro
BO3MOJKHA 3aMeHa Mendanana Ha nukiaopochamuy (50 Mr B CyTKH WIHM BBEJICHUE Mpenapara
B no3e 1 1 xaxzawiid 21 gens). [ns nedeHust 5Tod rpynmbl OOIBHBIX TaKKE MOXKET OBITH
Ha3HaveHa Tepanus o cxeme VP.

Tabmauma 3.

PexoMeHnaanuy o CHUKEHUIO 703 MPenapaToB y MOXKMIbIX 00JbHEIX MM

YpoBeHb 10361

JlexapcTBEeHHBII 0 1 2
npemnapar

Boprezomud

1,3 mr/m*

1,3 Mr/™M° 1pa3 B

1,0 mr/mM° 1 pa3 B

aau: 1,4,8,11 HEJIEII0 HEJIEITI0
KaXKJple 3 HeIeIu nau: 1,8,15,22 aau: 1,8,15,22
KaXKJIbIC 5 HEJCNb Ka)kJIbIe 5 Heleb

Jlenanupomun (c 25 mr/neHb 15 mr/nens 10 mr/nenn
JIEKCaMETa30HOM ) aau: 1-21 aau: 1-21 aau: 1-21

KakJible 4 HeJlean KaKJIbIe 4 HeJenn KaXkJible 4 HeJlean
JlexcameTra3oH 40 mr/nenn 20 mr/nenn 10 mr/nens

aau: 1,8,15,22 muau: 1,8,15,22 nau: 1,8,15,22
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Kaxkaple 4 Henenu Kaxaple 4 Hengenu Kaxaele 4 Henenu
Mendanan 0,25 MI/KT uau 0,18 Mr/kr unu 0,13 Mr/kr uau

9 mr/m? 75 MI/M? 5 mr/m?

nau: 1-4 nau: 1-4 nau: 1-4

Kaxaele 4-6 Henenb | Kaxnaele 4-6 Henenb | Kaxnaele 4-6 Henenn
[Tpenaun3onon 60 mMr/m° 1-4 nHu 30 mr/M° anu 1-4 15 mMr/m° quu 1-4
[Huxnodochamua 100 mr/nens 50 mr/neus 50 Mr uepes J1eHb

nau: 1-21 mau: 1-21 mau: 1-21

Kaxaple 4 Henenu Kaxaple 4 Henenu Kaxnaele 4 Henenu

HecMoTpst Ha BBICOKYIO 3(PPEKTUBHOCTh MPOrPaMM JICYCHHUSI ¢ OOPTE30MHOOM Teparus
MendananoM U npenHuzonoHoMm (MP) MoxkeT ObITh HCIONB30BaHA Y MOXKHUIBIX OOJNBHBIX C
HEYJIOBJICTBOPUTEIIbHBIM (DU3UYECKHM COCTOSIHUEM, COIYTCTBYIOIICH TATOJIOTUEH, TpH
HETNIEPEHOCUMOCTH Taxke Moxer ObITh  Ha3HaueHa

oopTezomMuoa. Tepanus

nukinodochamMuIoM U IPETHH30JIOHOM.

JlekcaMeTa30H B BBICOKHUX J03aX MOXKET OBbITh IPUMEHEH B KQUECTBE KPATKOBPEMEHHOM
TepanMy OTHENbHBIX IALUEHTOB C THUIEPKAIbLUEMHEN, IIOUYEUYHONH HEIOCTATOYHOCTBIO,
[UTOIICHUEN, KOMITPECCUEN CITMHHOTO MO3ra, TPeOYIOIIeH poBeIcHUs JoKanbHOoM JIT.

b. Kauauaarel Ha BBICOKOI03HYIO

XHMHOTEPANHUI0O € MOCJIeayIoLel

TpaHcmiIanTtanuei ayrojaornynubix I'CK

bonbhble B Bo3pacte 10 60-65 1eT, KOTOpbIM BIEpPBbIE YCTaHOBJIEH AMAarHo3 MM,

HCXOJHO MOIYyT pacCcMarpuBaTbCsd B  KauyeCTBE KaHAUAATOB HAa  BBICOKOJO3HYIO
KOHCOJIMAALMIO, BKIIIOYAIOIIYI0 OJHY WM JBE TPAHCIIAHTALUU ayTOJIOTMYHBIX CTBOJIOBBIX
reMOMOATHYECKUX KiIeTOK. OTaenbHbIM nanuenTaM 65—70 jieT ¢ MeHbIIUM OMOJIOrMYECKUM
BO3PACTOM U OTCYTCTBHEM COITYTCTBYIOIIMX 3a00JIEBaHUI Takke B JlaJbHEHIIEM BO3MOXKHO
BBINOJIHEHUE BBICOKO/I03HON KOHconuaaluu. Bo3pacTHble orpannyeHuss oOyCIOBJIECHBI TEM,
YTO Y MOKUJIBIX OOJIHBIX BO3pPAcTaeT PUCK TPAHCIUIAHTAHT-ACCOLMMPOBAHHON JIETAILHOCTH.
Oco0eHHO ATO Ba)KHO JJISi BO3pacTHOM kateropuu 69-70 net, mpu KOTOPOH YKa3aHHBIA PUCK

MOJKET IoCTUraTh 8%.

MuenomHass Hepponatus (BKIIOYas AUATU3-3aBUCHUMYIO MOYEYHYIO HEJAOCTATOYHOCTH)
HE SBJIAETCS IPOTUBOIIOKA3aHMEM I BBINOJHEHHS BBICOKOJO3HOM XHMHOTEpAluu C
nocnenyromeil ayro-TT'CK. IlamueHT MoXeT ObITh HampaBleH B TpPaHCIUIAHTAIlMOHHBIH
LIEHTP, PACIONararIli BO3MOKHOCTBIO IIPOBEICHUS IeMOANAIINA3A.

HHOVKL{UOHHblZZ aman

Bo Bcex BblIIlIe epeUnCIIEHHBIX CIy4asix MU BHIOOPE MHAYKIIMOHHON TEpanuy CIe1yeT
u3beraTh cxem, cogepkamux Mendanan. Hanbonee npu3sHaHHBIMU CXEMaMU WHAYKIIMOHHOU
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tepanuu  sBisirores VD, PAD u VCD. C yderoM TUIaHUpYyeMOH ayTOJOTHYHOU
TPaHCIUIAHTALIMU TIPEJICTABISAETCA 1eeCO00pPa3HBIM HAYMHATh MHAYKIIMOHHYIO TEPAIHIo CO
cxeM, BKmIouatomux 3 npemapara— PAD, VCD, MOCKOJIBKY ~ KJIMHUYECKUMHU
UCCIICIOBAaHMSIMUA OBIJIO MOKAa3aHO, YTO 3TH TPEXKOMIIOHEHTHBIE CXEMbI 00JafaroT Oojee
BBICOKOM 3¢ peKkTuBHOCTHIO, yeM VD.

KonnyecTBO KypcOB HMHIYKLIMOHHOM TEpAllMM OIPEAEIAETCA IMPOTHUBOOIIYXOJIEBBIM

OTBCTOM Ha JICUCHUC U COITIACOBBIBACTCA C TPAHCINIAHTAIITMOHHBIM HCHTPOM.

PAD (4 kypca)

D¢ dekT oneHnBaroT nocie 2 u 4-ro Kypcos.

Eciu nocne 4 kypcoB nocrurnyra nosHas pemuccus (IIP) wim ouenp xopoias
yactuyHas pemuccusi (OXYP), 601pHOr0 HanpaBisIIOT B TPAHCIUIAHTALMOHHBIN LIEHTP IS
pelIeHrs BOIIPOca O BBICOKOJ03HONW KOHCOJIUAALINH.

Ecin mnocne 4-ro kxypca He pocturHyra OXYP, nokcopyOuMLMH 3aMEHSIOT
ukiodochamuom u mpoBoAAT emie 2 Kypea o cxeme VCD.

Ecmu nmocne 4-ro xypca PAD u nocne 2 nononautensHbix KypcoB VCD He pocturayra
YP, 00cykIaroT BO3MOXKHOCTB MpoBesieHus Tepanun 1o cxeme Rd (wiu VRD) B konndectse
4-6 KypcOB C TOCHEAYIOIIMM  OOCYKIEHHEM  IIeJIeCO00pa3sHOCTH  ayTOJOTMYHOU
TpaHcilaHTauu. HeoOXoauMo yuuThIBaTh, 4TO OOJbIlIEE KOJIUYECTBO KYpCOB IO CXEME,
coJieprKalleil JIeHaIUIOMHI, MOKET OKa3aTh OTPHUILATEIbHOE JeHCTBUE Ha 3(PPEKTUBHOCTD

MO6I/IJ’II/I3&III/II/I CTBOJIOBBIX KPOBECTBOPHBIX KJIICTOK KPOBH.

VCD (6 kypcos)

OddekT oneHnBaroT mocie 2, 4 u 6-ro Kypcos.

Ecmun mocne 4-6 xypcoB npocturayra [P wnm OXYP, GonpHOrO HampapisiioT B
TPaHCIUIAHTAIIMOHHBIM LEHTP JUIsl pEIIeHUs] BOIIPOCca O BBICOKOA03HON KOHCOIUIALUH.

Ecmu mocne 4-ro xypca VCD ne nocturayra UP, BemonHsoT eme 3-4 Kypca mo cxeme
PAD. Ilpu Henocrarounoit a¢dexruBHOCTH Tepanuu 1o cxeme PAD (3¢ dekt He npeBbiaeT
YP) nienecoobpasen nepexos Ha cxemy Rd (i VRD).

VD (6 kypcos)

DddekT oneHnBaroT mocie 2, 4 u 6-ro Kypcos.

Ecmm mocne 6-ro kypca pocturnyra [P wimm OXYP, GonpHOTO HaAmpaBisliOT B
TPaHCIIAHTAIMOHHBINA IEHTP IS PEIISHUS BOIIPOCa O BHICOKOI03HOW KOHCOJIHTAIIHH.

Ecmu mocne 4-ro kypca a¢dexr ve npesbimaer YP, cxemy Tepanuun menstor Ha VCD
unu PAD.

[Tammentsr, gocturmme [P wim OXYP nocie WHAYKIUOHHOW TEpamuu, IOJKHBI
paccMaTpuBaThbCs B KadeCcTBE OOS3aTENbHBIX KAHAWIATOB HA BBHITIOJIHEHHE ayTOJOTHYHOU

TpaHCIUIaHTalMK. VIMEHHO B 3TUX clTydasix BO3MOKHO JOCTH)KEHHE MaKCUMaJbHOTO 3¢ deKTa
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OT KOHCOJIHAaAlIUuH MCH(I)aJIaHOM B BBICOKHUX J03aX HW 3HAUUTCIBHOI'O YBCIWYCHUA

BBEDKHBAEMOCTH OOJIBHBIX 0€3 TPU3HAKOB MPOTPECCHPOBAHUS 3a00ICBaHMUS.

[Ipu HemoctaToyHOW APPEKTUBHOCTH WHAYKIMOHHOW Tepanuu (CHIWKeHHe M-
KOMIIOHEHTA B CBIBOPOTKE UM MOo4e MeHee ueM Ha 50%, yMeHbIlIeHHEe pa3Mepa MMEBIIHUXCS
MCXOJ/HO TUIA3MOIIMTOM MeHee 4eM Ha 50%) OOJbHOTrO MepeBOAsT HA TEpanuio 2-i JIMHUU.
IIpu noctmwxenuu TP wim OXYP na ¢one Tepanuu 2- JMHUKM BO3MOXKHO IOBTOPHOE
00CyKIeHHE 11eTeCO00Pa3HOCTH BBICOKOI03HOM TEPAITHH.

[Ipu pe3ucTeHTHOM Te4YeHUH 3a00NEBaHMS JalbHEUINAs TAKTUKA ONpPEIeNseTCs
JIeYalIuM BpauoM, BBICOKOJ03HbIE METO/IbI JIEYEHHUSI MOTYT ObITh IPUMEHEHBI HA YCMOTPEHUE
TPaHCIUIAHTAIIMOHHOTO LeHTpa. C 1eNbl0 MPE0JOJICHUS PE3UCTEHTHOCTH OIYXOJU B TaKTUKY
Teparuy MOTYT OBITh BKIIIOYEHBI Takue cxembl Tepanuu kak VRD, DCEP, DHAP umun VD-
PACE, 4T00bI NOTY4YUTh BO3MOKHOCTB BBITIOJTHEHHUSI MOJIOJBIM OOJIEHBIM ayTOJIOTUYHOMN WIIH
AJUIOT€HHOW TpaHCIUIaHTalKs.

TpancniaHmayuoHHblU dMan _eK14aen 8 cebs.

e MOOMIHM3AIHIO U COOp TEMOIIOITUYECKHUX CTBOJIOBBIX KiIeTOK KpoBHu (I'CK)

o Haubonee yacTo UCMONIB3YEMbIM PEXUMOM MOOMIIN3ALUY SIBIISETCS COUETaHHE
XMMUOTEpaneBTUYEeCKUX mpenaparoB  (uukiaodocana B no3e 2-4 r/m2,
Benesuaa, nurosapa, kypco CAD, DPACE, VD-PACE, DHAP u nap.) u
IpaHyJIOLUTAPHOrO KoJoHuecTumyupymomero ¢akropa (I'-KCD B noze
5 Mkr/kr/cyt.). B Hexoropeix ciaydasx ['-KC® nmpumeHsieTcss B MOHOpEKUME
Ha (oHEe CTaOMIBHOI'O COCTOSHUS KpOoBeTBOpeHHs (B o3¢ 10 MKI/KI/CyT.).
ITpu HemocTaToyHON APPEKTUBHOCTH MOOMIM3ALMN WM NIPU MPOBEICHUH €€
MIOBTOPHO BO3MO’KHO BKIIIOUEHHUE B PEXKUM TIpernapara miepuxcadop.

e BBICOKME 03B Mendanana (200 MF/MZ) C TOCIEayloUlell TpaHCIUIaHTalHuen
aytonornynbix ['CK.

o HMHTepBam oOT MOOWIHM3aIMM O Hadaja MPeaTPaHCIUIAHTAIMOHHOTO
KOH/IMITMOHUPOBAHMSI HE TOJDKECH NPeBhIIaTh 4-6 Hefl.

o Ilpu BepaxxerHOM HapymeHuu QyHkiun modek (CK® < 30 mu/mMuH), HO He
TpeOyIoIIeM MPOBECHHS TEMOINAN3a, a TaK)Ke OOJIHBIM CTapIIero BO3pacTta
(65-70 net) enmecooOpa3HO CHIXKATH 103y Mesdanana 10 140 Mr/M2

o Jlms TanMeHTOB, HAXOMANIMXCS HA TNPOTPAMMHOM TeMOJHaln3e, J03Y
Mendanana (140-200 mr/mM2) ompenensieT TpPaHCIIAHTALIMOHHBIA LIEHTP.
I'emonmanus nmpoBoautcst B —4-if, —2-i (mepen BBeneHneM Mendanana) u B 0-i
neHb (mepen Tpancdy3uei TIeHKOKOHIIEHTpATa).

B nocnennue roapl HEOAHOKPATHO OOCYXKAAJNCS BOMPOC O CPOKAX BHIIOJIHEHUS ayTo-
TI'CK — HemnocpencTBEeHHO MOCye 3aBepllieHUs HHAYKIIMOHHOTO dTamna (pansss ayto-TI'CK)
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Wi Ke npu pazBuTuuM peuuausa (mo3aHAs ayro-TI'CK). PesynbraTsl HccienoBaHus
PETHEMA u IFM noka3anu oueBHIHOE NMPEUMYIIECTBO paHHEH ayTO-TPaHCIUIAHTALUU IO

CpPaBHCHHIO BBIIIOJIHCHHUEM €€ B KAYCCTBC «TCpPAIIUU CIIACCHUA. (YPOBGHB JOOKAa3aTCIIbBHOCTHU
IA).

Dman KOHCOAUOUPYIOUE20 JieYeH s

Llenpto  KOHCONMIUPYIOUIEH — Tepanuu ABJIAETCS  IOBBIIIEHUE  KauecTBa
IIPOTUBOOITYXOJIEBOIO ~ OTBETA, JIOCTUTHYTOIO Ha MPEAbLAYIIMX 3Tanax JICYEHUs.
KoHconuaupyromas Tepanus BKIOYaeT B ce0s OrpaHUYEHHOE YUCIIO KYpPCOB MpenaparaMu B
nonHbix go3ax (Hampumep: RD, VRD). B psae ciydaeB oOCyXIarOTCsi CXEMbl JICUCHHS,
coJiepKalllie JIEKapCTBEHHbIE IIpernapaTbl, HE MPUMEHSBLIMECS Ha JTale WHIYKIUU
(HampuMmep: npenapatsl IJIaTHHBI).

OI[HI/IM M3 BAPpUAHTOB KOHCOJIUJAUPYIOIICTO JICUCHUA MOXKET paCcCMaTPpUBATLCA 6mopda
aymaoJiiocudrast mpancnjianmayus.

B oTHOWIEHNMM BBINOJSHEHUs BTOPOM ayroTpaHciuiaHtauuu npu MM no Hacrosuiero
BPEMEHH HE JOCTUTHYTO €IMHOIO MHEHHUSA, XOTS 3HA4YMMble IIPEUMYINECTBA JBOMHOMN
ayTOTpaHCIUIAHTAIMK TIPEJICTAaBICHBI B uccienoBanusx B.Barlogie. ABropsl mokasanu, 4To
TaHJIEMHAs1 AyTOTPAHCIUIAHTALIMS COMPOBOXKAANIACH JIYYIIUMHU pE3yIbTaTaMU 110 CPAaBHEHHUIO C
OJTHOKpPAaTHON TpaHCIJIaHTalUuMel W craHfapTHOW Tepanueil. Taxke ObUIO OTMEUYEHO, YTO
BBDKMBAEMOCTh B Cllyyae pelnuanBa ObUla BbIIIE Yy TEX NAUEHTOB, Y KOTOPBIX
OeccoObITHITHAS BBDKMBAEMOCTh TIOCIIE JBOMHON ayTOTPAHCIUIAHTAIIMM COCTaBIsja TI0
Kpaiineit mepe 3,5 roja.

NCCN Multiple Myeloma Panel (2014 r.) pexoMeHIyeT coOHpaTh ayTOJOTHYHBIC
TEMOITOITHYECKUE KIIETKU Y 6CeX RAUUEHN 06, PACCMAMPUEACMbIX 6 KAUEeCH 6 KAHOUOAM 06
Ha TpaAHCIUIAHTAIMIO, MpPUYEM B KOJMYECTBE, JOCTATOYHOM JUIsl BBINOJIHEHUS JBYX
tpancmiantanuii. Cormacio NCCN Multiple Myeloma Panel (2014 r.) peanu3anus ABOHHOI#
TpaHCIUIAaHTAIIMN MOXKET OOCYKIaThCsl Ul BCEX MAlMEHTOB, SBJIAIOIIMXCS KaHAWJAaTaMH Ha
ayToTpaHCIUIaHTanuo. [Ipu 3ToM /17151 MalMeHToB, Y KOTOPBIX MOCJe MEePBOil TpaHCIUIaHTAI[UN
He Obuta focturayra OXYP, noBTopHas ayToTpaHCIUIaHTALMA SBJISETCS Tepanueil Bbioopa.

B 10 xe BpemMs B OOJBIIMHCTBE TPAHCIIAHTAIIMOHHBIX IIEHTPOB OOBIYHO
BO3JICPKUBAIOTCS OT TPOBEICHHS] BTOPOM TpaHCIUIAHTAIMA B OJIMDKAWIINAE CPOKH TOCTIE
NMepBoi. DTO OOBSACHAETCS HAASKIOW KIMHUIIMCTOB Ha TO, YTO MPUMEHEHHE HOBBIX
MpenapaToB B MHAYKIIMOHHOW TEparuy, a TAaKXKe MPH JICUSHUN PEIHIMBa, TTO3BOJIUT JOCTHYb

TAaKHX K€ pE3YyJIbTAaTOB, KaK U ITPU BBINTOJIHCHUHN )IBOI)iHOfI AyTOTPAHCIIIaHTAaIlUuH.

OO6cyxnaercss BO3MOXKHOCTh BBITMOJTHEHHUSI BTOPOW ayTOTPAHCIUIAHTALIMKM B KauecTBe
TEepalmuM CIaceHUsi B cCllydyae pelMJMBa WM Mporpeccuu 3a0ojieBaHUs MOC]E NEepBOM
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TPpaHCIJIaHTAaIluH. OI[HaKO HGHGCOOGpaSHOCTB TAKOro noaxoJa Hy:XAacTCs B MMOATBCPKIACHUN
AJCKBATHBIMHU KIIMHHUYCCKHUMU HCCICIOBAHUAMMU. OnrumManbHbIe PE3YIbTAThl IIPpH BTOpOI>'I
TpaHCIUIAaHTAallUKM BO3MOKHBI B CJIy4dac MIPOAOJDKUTCIBHOCTH PEMUCCHU I10CJIC H€pBOI71
ayToTpaHCIuTaHTanuu He MeHee 2-3 neT.(11B)

B cnyuyae npuHATUS pelIeHUS O BBIIOJHEHUM TAHJEMHOW TpaHCIUIAHTALIMM BTOPAs
ayTOTPaHCIUIAHTALUSl OCYILECTBISIETCSl B TeueHHe 3-6 MecsleB mocie MepBod (O0TcUeT
Benercst or jartel nepenuBaHus CD34+ xierok). OnTumanbHble CpPOKM Il BTOPOM
TPaHCIUIAHTALUU — 4Yepe3 3 Mecslla ocye NePBO.

[lpuumHbl yBenWuYeHHs WHTEpBaNa 10 6 MmecsaueB (HO He Oojee) MOTyT OBITH
CIICAYIOIIMMU:

® JUIMTEIBHO COXPAHSIONIAsICA MOCJTE MEPBOM ayTOTPAHCIUIAHTAIMN HEUTPOTICHUS WU
TPOMOOIUTOIICHUS

e octpas da3a remaruta (TOKCHYECKOTO, BUPYCHOTO)

e UHQEKUNOHHBIE OCIOXKHEHUS (OaKkTepHalibHble, BUPYCHBIE, TPUOKOBBIC), BO3HUKIIIIE
gepe3 2-3 Mecsiia mocie MepBoi ayToTpaHCIUIaHTAuN

® ACTCHMYECKHI CHHAPOM, COXPAHSIOIIUIICS MOCIIE IEPBON ayTOTPAHCIUIAHTAIINN

e o00oCTpeHHe XpOHUYECKUX 3a00JIeBaHU

[IprurHamMu oTKas3a OT BTOPOM TpaHCIUIAaHTALlMH, KPOME YKa3aHHBIX BbIIIE, MOTYT ObITh:
e paHHu# peunauB (nmporpeccupoanre) MM B Treuenue nepsoro roaa nocie TI'CK
e HexenaHue O0JIBHOTO

® HEIOCTATOYHOE JIJIS TpaHCIUIaHTauK KoymdecTBO CD34+ kierok

Oman nooddeparcusarouiell mepanuu

[MonneprkuBatomiasi Teparnusi HampaBiIeHa Ha MMOJABJICHUE TPOIUEPaIIUi OCTATOYHOTO
KJIOHA OIyXOJIEBBIX KIETOK ¥ BBIIOJHACTCA C TIEIBI0 MPEAYNPEKICHUS pelUInBa
3a0oneBanusa. B Hacrosimiee BpeMsi pSAIOM KPYIHBIX MHOTOIEHTPOBBIX HCCIEIOBAaHUMN
MOKa3aHO 3HAYCHUE TOJICPKUBAIOIICH Tepamnuy, Ha3HauyaeMoW KaK IOCJe ayTOJIOTHYHOMN
TpaHCIIAHTAIMH, TaK U MOCIe CTAaHAAPTHOW MHAYKIIMOHHON Tepamuu.. [Ipu 3ToM B KauecTBe
TEpareBTUYECKUX IPEnapaToB paccMaTpuBaroTcs 6opresomud B mo3e 1,3 mMr/m2 kaxnabple 2
Hezenu B TeueHue 2-x jet wiu jo nporpeccuu (11A) u nenanunomua B go3e 10-15 mr/cyt no
nporpeccuu (l). HMccnemoBatenbckue LEHTPHl NPEACTABISIOT YOEIUTENbHBIE JaHHBIE IO
YBEJIIMUEHUIO TTOKa3aTelNeil BehkiuBaeMocTH 0e3 mpu3HakoB nporpeccuu (BBII) u Bpemenu no
nporpeccuu (BII), a B eIMHUYHBIX HCCIEAOBAHUAX - 00 YBEIHMUEHUU OOIIEH BHIKHBAEMOCTH
(OB).

Muenne MexayHaponHoi paboueid rpynmbl 1o usydenuto wmmenomsl (IMWG)
OTHOCHUTEIIBHO  INOoJJepKuBarome tepanuu npu MM He onHo3HauHO. Tak, aBTOpBI
yKa3bIBAIOT Ha TO, YTO IMOJJCPKUBAIOLIAs Teparusi OOpTe30MUOOM IieTieco00pa3Ha TOJIBKO B
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Cy4asX JOCTHXKEHUS OTBETA Ha Ipernapar Ha dTalle MHAYKLHH, a IPUMEHEHUE [Ipenapara 1no
cxeme: 1 pa3 B 2 He[eIW B TeUeHHE 2-X JICT, MOTPEOYET PEIyKIMU J03bI IIperapara y TpeTu
OoonbHbIX. Kpome TOro, J0CTOBEpHBIE NPEUMYIIECTBA TOJJACPKUBAIOIICH Tepanuu
0opTe30MHUOOM OTMEUEHBI TOJILKO B HcclienoBanuu: Ooprezomud B muaykimu + ATCK +
00pTe30MHO B TIOIIICPIKUBAIOIIEM PEKHIME.

[Ipu ouenke 5>(QQPEKTUBHOCTH TMOANEPKUBAIOIICH Tepanuu JICHAIUAOMHUIOM IO
CpaBHEHHMIO C IuIanedo ObUI0 Mmoka3zaHo yaoeHue BBII, cHkeHne prucka nporpeccupoBaHus
3aboneBanuss Ha 50%, a wuccnenoBanne CALGB 100104 mnoarBepauio yiaydiieHHE
nokazareneit OB. Ilpu 3ToM MenuaHa AJIMTENBHOCTH NOIEPKUBAIOLIEH TEpalluy COCTaBUIIA
OKO0J0 2 ner. be3ycnoBHO, Iepuojx BpPEMEHHM, IPOKUTON MAaLMEHTaMu Oe3 IMPHU3HAKOB
3aboseBaHusd WM 0€3 MPOTPECCHM, MOXKET acCOLMHUPOBATHCS C JIYYIIMMH IIOKa3aTelIsIMU
KauecTBa ku3HU. [lomjepkuBaromiass Tepamus  JIEHATUAOMUIOM  COIPOBOXKJIAETCS
YJIOBJIETBOPUTENILHON MEPEHOCUMOCTBIO C YMEPEHHOW TIeMaTOJOrM4eCKOW TOKCHUYHOCTHIO,
0e3 yBelNWUYEHHs CIlyd4aeB HEHMPOTOKCHMYECKUX, TPOMOOTHUECKMX M HH(EKIMOHHBIX
ocioxHeHni. OHAKO BEPOSTHOCTh BOZHUKHOBEHHSI BTOPBIX OIMyXoJiel Ha (DOHE JITUTETLHOTO
pueMa JEHAIUJAOMHUJA 3acTaBiiieT Bpauyed M MalKMEHTOB B3BEUIMBATh JIOCTOMHCTBA
MOAJEPKUBAOIEH Tepanuu JIEHATUAOMUIOM IO OTHOIIEHHIO K HHU3KOMY, HO BCE XK€
HMMEIOLIEMY 3HAUYEHUE PUCKY BTOPBIX OIYXOJIEH.

B TedeHume AMUTETHHOTO BPEMEHHM €IUHCTBEHHBIM IPENAapaToM, 3apETUCTPHPOBAHHBIM
s noanepxkuBaronieit tepanuu mociae ATCK, srnssics uaTepdepon. Mutepdepon a-2b
Ha3zHavaeTcs /K 3 pasa B Henenmo mo 3 000 000 ME B TeueHue AIUTEIHHOTO BPEMEHH (JI0
penuaMBa WM TPOTPECCHPOBAHMS, HO HE MeHee 5 jeT). DTOT BUA IMOANCPKUBAIOIICH
TEparuy MOKET PacCMaTpUBATHCS y OOJIBHBIX, KOTOPBIM ayTOTPAHCIIAHTAINS BBITOIHSIACH
Ha (OHE TOJHOH MMMYHOXMMHUYECKOH PEMHCCHH WM KOTOPHIM HEBO3MOXKHO IPOBEICHHE

ITOICPKUBAOIIEH Tepaluy JPYTMMH IpernapaTaMH.

[Tocre ayToTpaHCIUIAaHTAIIMK TIOISPKUBAIOINIYI0 TEparui0 HasHadaroT depe3 90-100
nHel nocne nepenuBanus ayronorudnbix ['CK. [IpenBaputenbHO TpoOBOIUTCS 00CTIeI0BaHNE
OOJLHOTO JIJIS1 TOATBEPKIACHUS COXPAHSIONIETOCS MPOTUBOOITYX0JIEBOTO OTBETA  OTCYTCTBUS
MIpOrpeccupoBanus 3a00JI€BaHUS.

4. Jleyenue penuausos MM

PenmuBel TIpy MHOXECTBEHHOW MHEIOME HEM30€KHO HACTyMaroT y OOJBITHHCTBA
O0onpHBIX. [lokazaHwmemM K Hayandy JICUGHUS SIBISIOTCS TPH3HAKH KIMHUYECKOTO DPEIHINBA.
[Ipr ”MMYHOXUMHYECKOM PELIMANBE UM MPOTPECCUPOBAHUHU, KOTJa OTMEUYAETCS HapaCTaHUE
YPOBHSI MOHOKJIOHJIBHOTO O€JIKa MPHU OTCYTCTBUU KIMHUYECKUX CHMIITOMOB, XapaKTEPHBIX
st MM, ompaBiaHa BBDKHJATEIbHAsS TaKTHKA. B0300HOBIICHME XUMHOTEpANUU B JTOU
CUTYAIIMH TIOKa3aHO TOJIKO MPU OBICTPOM HApaCTaHUM MapanpoTeHHa.
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Beibop  mporpamMmbl  JIeYEHHST ~— PELUAMBOB  3aBHUCUT  OT  3(PQPEKTUBHOCTH
IIPEILIECTBYIOLEH Tepalnu, AJIUTEIbHOCTH PEMUCCHUH, COCTOSHMS M BO3pacTa IalMEHTa,
COITYTCTBYIOIIEH MAaTOJIOIMHU U OCJIOKHEHUH, CONPOBOXKIABUIMX NEPBOHAYAIBHYIO TEPAIHUIO
[1Y,C]. [Ipu no3nuux perpauBax (crnycts 6 -12 Mecsie mocie IpeAneCTBYIONIero JICUCHNU)
BO3MOKHO BO30OHOBJIGHHE NMEPBUYHON Tepanuu. [Ipu paHHuX penuanBax U pedpaxTepHOH
MM HeoOxomuma CMEHa MPOTPaMMBbl JICYEHUS C BKIIOUEHHEM IpPENapaToB C APYrHM
Mexaam3mom JneictBus. [loBropayto BJIXT ¢ ayroTI'CK mpu peruamBe 1enecoodpazHo
MIPOBOJIUTH TOJIBKO B TEX CIy4Yasx, eciau pemuccus nociue nepsoir BJIXT mponomxkanace 2-3
roja.

B nocnennue roawl muist iedeHust penuauBoB MM ¢ ycriexom HCIoiIb3yIoT 00pTe30Mud

KaK B MOHOPCKHUMCEC, TaK U B COYCTAHUU C JCKCAMCTAa30HOM U XHUMHUOIIpPCIiapaTaMu.

Pe3ynbprarhl KpynmHOTO paHIOMU3HpPOBaHHOTO uccienoBanus APEX  BeisiBuiam Oosee
BBICOKYI0 3(ppekTuBHOCTH OopTe30Muba (43%) MO CpaBHEHUIO C JJEKCAMETa30HOM B BBICOKOH
no3ze (18%), a taxxke ynydmienue nokaszareneit meauansl B/II1 u OB. Jleuenue penuanBos
MM OGopre3omMuOOM paccMaTpUBalOT B KayecTBE CTaHAApTHOM Tepanuu. JloOaBieHue
nekcamerazoHa K Ttepamuu OoprezomuboM (VD) ymyumaer  pesynbratel Ha 12-18%.
[Iporpammy VD Ttaxke ucnosnp3yror npu penuanax MM.

B panpomusupoBanHom uccienoBanuu Il ¢ga3el 66110 TOKa3aHO, UTO y OONBHBIX C
petuauBamu MM Oopre3omMu0, BBOAMMBINA TMOAKOKHO HE ycTymaeT no 3¢(eKTUBHOCTH
Ooopre3zoMuly, BBOJMMOMY BHYTpHUBEHHO. He oTMeueHO pas3HHUIBI, Kak 10 0O0Ien
s dexTuBHOCTH, TaK U no TokazarensM BJIII u oOmielt BEDKMBAEMOCTH B TEUCHHE T0/la TIPH
pa3IMyYHBIX METo/laX BBeAeHMs npenapara. OHAaKO IpH MOAKOKHOM BBEACHUU OopTe3omuda
3HAYUTENIIBHO peXe, 4YeM IIpH BBEJICHUU IIpernapaTa BHYTPUBEHHO pPa3BUBAIKCH
HEeXeNlaTeJIbHbIE SBJIEHUS, B TOM 4Hcie mnepudepuyeckas noiuHeponarus. IlogkoxHoe
BBeJleHUE Oopre3oMuba cieAyeT paccMaTpuBaThb Kak MPEINOYTUTENBbHBI MeTod Ul
MAIMEHTOB C PaHee CYLIECTBYOIIEH neprudeprudeckoil HelponaTHeil UiIu BBICOKUM PUCKOM €€

pa3BUTHSL.

B kpynHom panpommsupoBaHHOM wuccienoBanuu |l ¢aspr mpoBeneHo cpaBHeHHE
s dexTuBHOCTH OOpTE30MHOAa B MOHOPEKUME B COUETaHUsI OOpTe30MHOa C ErMIMPOBAHHBIM
JUIIOCOMAJIBHBIM JIOKCOPYOULIMHOM. Pe3ynbTaThl HccieoBaHus OKa3aiH, YTO coueTaHue 2-
X TIperapaTroB 3HAYUTENBbHO yBenuuuBaeT Menuanbl BJIII u nmpomoKuTenbHOCTH OTBETa Ha
JIeYCHUE 10 CpaBHEHHUIO ¢ omHMM Ooprte3zomuboM. Meamana BJIII cocraBmma 9,3 mec. mpu
COYeTaHMM 2-X TmpemapatoB U 6,5 wMec. mHpu Jie4eHUH OopTe3oMHOOM, MeauaHa
MIPOJIOJKUTENIBHOCTH OTBETa Ha JieyeHue — 10,2 mec. u 7 Mec. COOTBETCTBEHHO. JleueHue 1o
JAHHOW MporpaMMe TakKe MOXKeT OBbITh PEKOMEHJOBAHO JJisi JICUEHHUS PELUJUBOB U
pedpaxTepHoit MM.



173

KomoOunamust 6oprezomuda ¢ nukiaodochamuaom u aexcamerazonom (VCD, CVD)
apdekruBHa y 75-82% mnanuentoB ¢ peuuguBamu MM, obnamaer yMepeHHO BBIpaXKCHHOU
TOKCHUYHOCTBIO 1 MOKET OBITh MCIIOJIb30BaHA JJIsl IPOBECHUS XUMHOTEPAIUU ATUX OOJBHBIX.
Jlns nedeHns peuuauBoB MM Takke NPUMEHSIOT APYrME IPOrpPaMMbl C BKIIOYEHHEM
ooprezomuba (VMP, PAD).

[IpakTHyeckoe 3HAUEHHE HMEET BOMPOC O MENeco00pasHOCTH U APPEKTUBHOCTH
MOBTOPHOTO HCHOJb30BaHUsI Ooprezomuba. [1o MaHHBIM MPOCHEKTHUBHOTO HCCIEIOBAHUS
B0300HOBIIEHHE JieueHUs] 6opTezomudom 3hdexktuBHO y 40% OGonbHBIX PesynbTaTsl 0HOTO
U3 PETPOCHEKTHBHBIX HCCICIOBAHUN IOKA3ald, YTO Y MAIMEHTOB, paHee 3(P(PEKTUBHO
JIeYeHHBIX OopTte3omuOoM, B 63 % ciaydaeB BO30OHOBJICHHE JICUCHHS OopTe3oMHOOM
MO3BOJIMIIO TIOJTYYUTh IPOTHBOOITYXOJIEBBIA OTBET (55% OOJNBHBIX MOTYYaIN JAEKCaAMETa30H).
ITpu strom meamana BJIIT mocturia 9,3 mec., OB 1,7 roma. DppeKkTHBHOCTH TOBTOPHOTO
nedeHust OOpPTE30MHUOOM 3aBHCENa OT JIMTEIHHOCTH HWHTEpBasia 0Oe3 JIeYeHHs TOCIie
MEePBOHAYAILHOW TEpamuy STHUM TpenapaToM. Y MAaIHeHTOB C WHTEPBAIOM 0e3 JIeUeHHS
[ocjie MPEeIUIeCTBYIOLIEro JIEUEHUs OTUM IpernapaToM Oosiee 6 MecsmeB oOuias
¢ dekTHBHOCTh cocTaBmwiia 76,9%, y OONBHBIX ¢ WMHTEpBaJIOM O3 JieueHUss 6 Wi MeHee
mecsieB - 38,1%.

Bricoko a¢¢exTuBHON TporpaMMoii JIe4eHHsT PEHUAMBOB U pedpakrepHoi MM
SBIISICTCS KOMOMHHPOBAHHAS TEPAIHs JICHATUIOMHUIOM U JEKCAMETa30HOM. B IBYX KpyIHBIX
pannomusupoBaHHbIX uccienoBanusx Il ¢as3sl mokazano, 4to coueraHue JeHATUAOMUIA C
JIEKCAMETa30HOM CYIIECTBEHHO TPEBBINIAET MO 3(PPEKTHBHOCTH JICUYCHHE JEKCAMETa30HOM.
O6miast >¢p(HeKTUBHOCTh TEpanuu JCHAIUIOMUIOM M JIEKCaMETa30HOM cocTaBuia 61% wu
60,6%, a nexcamerazoHoM 19,9% u 24%. [lonHbIE ¥ MOYTH MOJTHBIE PEMUCCUU TPU JICUCHUU
JCHAJIIMJJOMUJIOM M JEKcaMeTa30HOM mnonyueHbl y 24% OonbHbiX. Menumana BJIII npu
JICYCHUH JICHAIMIOMHUIOM M JeKcaMeTa3oHOM cocrtaBwia 11,2 mec. (npu Jie4eHUn
nexkcametrazoHoMm 4,7mec.). Meauana OB coctaBuiia coorBeTcTBeHHO 35 mec. u 31 mec.

Cy1ecTBYIOT JaHHbIE, yKa3bIBalOIIME HAa TO, YTO HCIOJIb30BAaHUE JICHAJIUIAOMUAA C
JIeKCaMETa30HOM IpU MEpBOM peuuuBe Oosiee 3PPEKTUBHO, YEM HMX NPUMEHEHHE MOocie
MHOTOKpATHBIX KypcoB Tepanuu crnacenus. Yacrora [IP u OXYP cymiecTBeHHO BbIlie MpU
WCIIOJIb30BaHUU JICHATMAOMUA U JIEKCAMETa30Ha B KauyecTBE TEpalnuu BTOPOW JIMHHUH, YEM
MpY Ha3HAYEHUH STOM MpOrpaMMbl B KadecTBE TEpanuH TPETbed U MOCIEAYIOIIUX JIMHUN
tepanmuu  (39,8% mo cpaBHeHuro ¢ 27,7%). Menuana OB Takke CyIIECTBEHHO
MPOJOJKUTENbHEE, KOIJa JICHAIMIOMHUA C JI€KCaMeTa30HOM MpPHUMEHsUIM TMpU TEePBOM
peluanBe, 0 CPaBHEHUIO C CUTYalUsIMHU, KOTJa JaHHYI0 KOMOMHALIWIO UCIIOIB30BAIM MOCIEe
BTOpOM 1 OoJiee TUHUN XuMHUoTepanuu (42 Mec. Io cpaBHEHHIO ¢ 35,8 mec.).

[Tepen HayanmoM Tepamuul JEHATUIOMUIOM HEOOXOIUMO OIEHUTH (YHKIHMIO TMOYEK U
MIPOBECTH COOTBETCTBYIOIIYIO KOPPEKIIUIO 10361 Iipemnapata (Tab:m. 4).
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Tab6numa 4.
PexoMeHgarum mo KOppeKIuu 1035l JICHAIUIOMH/IA B 3aBUCUMOCTH OT KJIIUPEHCA
KpeaTHHHUHA.
Kaupenc kpearnnuna (KK), mia/mun Jlo3a JeHajauaoMuaa
>50 25 mr 1 pa3 B 1eHb
30 < KK< 50 10 mr 1 pa3 B neHb
KK <30 15 Mr uepes3 neHb
KK < 30 (Tpebyercs remoananus) 5 Mr 4epes JIeHb

HpI/I JICUCHHUHN JICHAJIMAOMUIOM 6onpHEIX MM ¢ mnodeyHoi HEJOCTAaTOYHOCTBIO
H606XO,Z[I/IM TIHIATEIbHBIN KOHTPOJIb 3a IIOKa3aTcJIIMH KpPOBHU H3-3a bonee 4yacTto
paSBHBaIOIHCﬁCH MHUCJIOCYIIPECCUN B IIPOLECCE JICYCHHA, YCM IIPpU HOpMaHbHOﬁ (1)YHKI_II/II/I
IIOYCK.

Jlis yMEHBIIIEHHSI YacTOThl Pa3BUTUS TPOMOO30B MpU JICUCHUU JICHAIUJOMUIIOM U
JIEKCaMETa30HOM  HeoO0XOoJauMa aHTUKOaryisHTHas mnpodunaktuka. [lanmentam  co
CTaHIAPTHBIM  PUCKOM  BEHO3HOM  TpOMOOAMOOJMM  Ha3HAYalOT  HU3KUE  JO3BI
anetwicammmioBoi  kucinotel (81-100 wmr). Ilpum Oonee BBICOKOM PHCKE TpOMOO30B,
0COOCHHO Yy OO0E3IBMKEHHBIX MAlMEHTOB W HMEIOMIHUX TPOMOO3bI WM TPOMOOIMOOIUU B
aHamHe3e, CIeAyeT PacCMOTPETh BO3MOXKHOCTH HCIONB30BAHUS MPOGUIAKTHUECKON 03Bl
HU3KOMOJIEKYJISIPHOTO TeapuHa.

B cooTBeTcTBMM ¢ HAaKOIJICHHBIM KJIMHHYECKHMM OIIBITOM  JIJIS yaIyumeHus
MNEPpCHOCUMOCTH TCPAIIUU PCKOMCHAYIOT NMPOBOAUTH COOTBECTCTBYIOIIYIO KOPPCKLIUIO HO3bI
ACKCAMKTAa30HAa B 3aBUCHUMOCTU OT BO3pacCTa IMAIUCHTOB. 3KCHCpTHOI>i rpyrmoﬁ TaK»XKC
NpeaIOKCHa MO,Z[I/I(l)I/IKaI_[I/IH cxeMmbl RD I MMallMCHTOB MOJIOXKE 65 1eT ¢ M3MEHEHHBIM
PEKUMOM BBCACHHUA NCKCAMCTA30HA.

Pe3ynpTaThl TOKIMHUYECKUX HCCIEIOBAHUN MOKAa3ald, YTO JICHAJIMJIOMHU]] TOBBIIIAET
YYBCTBUTEIHHOCTh MUETIOMHBIX KJIETOK B OOpTE30MHUOY M JilekcameTa3oHy. B uccnenonansix |-
Il ¢a3pr mokazana 5>(QEeKTUBHOCTh COUYETaHUS JICHATWJIOMHUAA C OopTezoMHOOM U
nexkcameTa3zoHoM (cxema RVD) y GonbHbBIX ¢ peruanBamu U pedpakrepHoii MM, panee
MOJYYMBIIUX pPA3JIUYHbIE MPOTPaMMBbl JIEYEHMs, BKJIIOYAs JICHATUAOMHJ, OOpTEe30Muo,
tamuaomun u BIAXT. Tlpu nnutensHocTu HaOmiogenus 26 mec., meauansl BBII u OB
coctaBuiu 9,5 mec. u 26 mec. coorBeTcTBeHHO. Jleuenue no cxeme RVD pekomennyercs s
JIeueHHs pelMIUBOB U pedpakTepHoit MM.

s neuenust 6onpHbIX MM ¢ monuHeiponaTHei cienyeT OTJaBaTh MPEIroYTeHUE
nporpamMmme RD, B To BpeMs kak y OONBHBIX ¢ TpOMOO3aMH B aHaMHE3€, a TaKXKe MOYeUHOI
HE/IOCTaTOYHOCThIO OOJbIIE TOJAXOAAT MpOrpaMMbl Ha OCHOBe Oopresomuba.  Ilpu
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arpecCUBHOM HJIM MIEPBUYHO-PEPAKTEPHOM PEIHUIUBE 11eTecO00pa3HO MCIOIH30BAHUE CXEM,
BKJTIOYAOIINX OJHOBpeMeHHO OopTe3omub u nenanuaomua (VRD,RVD).

B nocnennue roap! ans neueHus peunauBoB MM cranu ncrnosb3oBaTh OeH1aMycTHH. B
OJTHOM M3 HCCIeI0OBaHUN ObuIa TOKa3aHa YPPEKTUBHOCTh OeHIaMyCTHHA y 55% OONBHBIX C
pazButueM peuuauBa nociae BXT ¢ Tpancnnantanmeit ayronormusbix ['CK, mpu stom
menuana BBII cocraBuna 6,5 mec. B npyrux ucciae1oBaHusX MpH COUYETaHNU OEHAaMyCTHHA C
TTIIOKOKOPTUKOUJAMH  TIPOTUBOOIYX0eBbI 3ddekr momyden y 30-36% Oonbubix. Ilpu
codyeTaHMM OeHJaMyCTHHa ¢ Oopre3oMHOOM U JeKkcaMeTa3oHOM oOmias 3((eKTUBHOCTD
neueHust (DOCTIKeHHEe Kak MUHUMYM YP) mpu peunauBax u pedpakrepnoit MM cocraBuia
ot 57 no 73%. Otu nporpammsl (cxembl BVD wimn BBD) mMoryt ObITh peKOMEHAOBAaHBI TSI
JIeYeHUsT peluAnuBOB U pedpakrepHoii MM, B TOM 4Hcie Yy TMalUEHTOB C IMOYEHYHOU
HEJIOCTAaTOYHOCTHI0. beHaaMycTuH X0opoIio nepeHocuTes B go3ax ot 60 mr/m? 10 90 mr/v?,
HO YacTO HEoOXoauMa MOIU(HUKAIMS 103 B 3aBHCHUMOCTH OT IMPEIIICCTBYIOLIETO JICUCHHS,
ocobenno mocne BXT c¢ ayrorpancmmantanmeii ['CK, a Takxke mocie mporpamm ¢
JUINTEIbHBIM IIpUeMoM ainikepaHa. [loaTomy pexomeHnayeTcst crapToBasi J103a mpemnapara 60

2
Mr/M?, KOTOpast MOKET ObITh yBemmdeHa 10 70 Mr/m” i 90 Mr/m?.

Tpamuumonnas nomuxumuorepanus (VMVP/VBAP, M2) Ttakke MoxeT ObITh
s deKTUBHA TPH PA3BUTHUU PELUANBOB. Y OOJBHBIX C MOJMHEWPONATHEH PU HCIIOIb30BAaHUN
3TUX MpOrpaMM cCJeayeT HCKIIYUTh BHUHKpUCTUH. llpu peummmBax, NpOTEKarOmMX C
AKCTpaMeNyJUISIPHBIM KOMIIOHEHTOM, IPUMEHSIOT LUKIOpocaH B MPOMEKYTOUHOH 1103€ B
COYETaHUM C BBICOKUMH J03amu jaekcamerasoHa (CD). BepositHo, Hanbonee 3¢ (hekTHBHBIM
HOBBIM IIpENapaToM Ui JIeUeHUs OOJBHBIX C 3KCTpaMEAYJUIIPHBIM MOPAXKEHUEM SBIISIETCS
o6opresomud. B kadectBe Tepanuu ‘‘ciaceHHs”’ MOTYT OBITh HCIOJb30BaHbl IPOrPaMMBI
DCEP u VD-PACE. Y O6ompHbiIx MM c 1HTONEHHEH, TO-TIPEKHEMY, HPUMEHSIOT
JIEKCAaMETa30H B BBICOKUX J103aX. Y MOXKHWIBIX OOJbHBIX, HAIIUEHTOB C IJIOXUM (PU3NYECKUM
COCTOSIHMEM Ha3HauaioT ukiodochamug no 50 Mr BHYTpb €KEAHEBHO WIM 4epe3 JeHb B
COYETaHWHM C MPEIHU300HOM 10 30 MI 4yepe3 eHb WU JeKcaMeTa3o0HoM 1o 20 Mr BHYTpb |
pa3 B HeJIeN0. DTa MporpaMMa MOKET OBITh MCIIOJIb30BaHa U C MAaJNIMATUBHOM LIENbIO.

B Hacrosimee BpeMs B mpoliecce peructpauuud B Poccum HaxoauTcss MHTHOUTOP
nporeocoMm |l mokonenus xappunzomud. B ogHOM U3 MEpBBIX HCCIENOBAHUNA y OOJIBHBIX C
peuyauBamMu U pedppaktepHsiMu popmamu MM noxkazana 3¢ (eKTUBHOCTh KappuizoMuba y
24% OonbHBIX, Yy OONBIIMHCTBA M3 KOTOPHIX OTMeuYeHa pedpaKkTepHOCTh WU
HENepeHOCUMOCTh Oopre3omuba u seHanu3zomuna. B uccnepoBanusax |l ¢as3sl B rpymme
OONBHBIX, paHee HE MOoMydaBIIUX Oopre3omud, kapdhumomud Obl1 dPdextnBeH y 52%
601bHBIX. B oTnmune ot 6oprezomuda, yactora nepudepudeckoil Heiiponatuu 3-4 CTENeHH,

CBSI3aHHOM C JIeUeHMEM, Obla HU3KOM U cocTaBuna 2,2%.

Jleuenne nauueHToB MM mnpu pa3BUTUU TOBTOPHBIX PEIUAMBOB MPOBOIUTCA IO
aQHAJIOTUYHBIM MTPUHIIMIIAM.
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5. IlpoduaakTuka u JiedeHne 0CI0KHEHUI

B ciyuae BBICOKOTO pucKa cunopoma pacnada onyxoau, 0OyCIOBIEHHOTO OOJBIIOHN

Maccoil OmyXoJM, MPOBOAMTCS TUApATAlUs BO BpeMs 1-2-ro KypcoB Tepamuu, Ha3HauYCHHE
JJIONYPHUHOIA B TepBble 5-7 mHel kaxkmaoro kypca B go3e 300-600 mr/cyr. Ilpu Hammuuun
MPU3HAKOB CHHAPOMA pacmaja OIyXOJIM HEOOXOJWM KOHTPOJb TOKa3areslel CepAedyHOro
pUTMa ¥ BOAHO-3JIEKTPOJIUTHOTO OanaHca.

[TpodunakTuky mpombomuyeckux ociodxcHeHul CaenyeT HaYMHATh OJHOBPEMEHHO C

Ha4yajoM MHIYKIIMOHHOM TEpaInH. AcnupuH (B TabIeTKax, HOKPBITBIX
KHMILIEYHOPACTBOPUMON 000JI0YKOI) Ha3HaualoT BHYTPb OJUH pa3 B CYTKH B CTaHJAPTHOHN
npodmnakrnaeckoil go3e (75-100 Mr) Ha MPOTSHKEHUM BCEW MHIYKIMOHHOM (ha3bl JICUCHHUS.
IIpu BbIcOKOM pucke TpomOo03a (HalIMuuMe LEHTPAJBHOTO BEHO3HOIO Karerepa, OoJiblias
OIlyXoJieBasi Macca, UCIHOJb30BaHUE aApuadilaCTUHA, SPUTPONOITHHA, BBICOKMX 03
JIeKCaMeTa30Ha, UMMOOMIN3ANus, TPOMOO(HIIHS, KOAaryJlonaTHi W BEHO3HBIE TPOMOO3BI B
aHaMHe3€) BO3MOXKHO HA3HAUYE€HHWE HU3KOMOJIEKYJSIPHOTO TelMapuHa WIK HENpPsIMbIX
aHTUKOAryiasHToB (Bapdapuna). B ciyyae HenepeHOCMMOCTH aclUpUHA BO3MOYKHO
MIPUMEHEHUE JAPYTUX aHTUAIPEraHTHBIX CPEICTB (KIOMUIOTPENa).

[Ipu BKJIIOUEHUU B TAKTUKY TE€pPAMU UMMYHOMOJYJIATOPOB (JE€HAIUIOMU]) OOJIBHBIE C
BBICOKUM PHCKOM TPOMOOTHYECKUX OCIOXKHEHUW (Oosbmie 1 ¢akropa pucKa) TOJKHBI
[oJIy4yaTh TeNapuH B TEYEHHWE MEpBbIX 4-6 MecsleB JeYeHHUs, €ClId B JajbHeileM

KOJIMYECTBO q)aKTOpOB PUCKAa YMCHBIINUTCSA, MOKHO IICPCKITIOYUTHCA HAa aCIIUPHH.

IIpounaxmuka supycruvix ungexyuu. Ilpumenenue auuxnosupa B goze 400 mr 2

pasa B AeHb Uiy BanTpekca S00 Mr B 1eHb (WJIM aHAJIOTHYHOTO MPOTUBOBUPYCHOTO CPEJICTBA)
PEKOMEHJIyeTCSl Ha TPOTSHKEHWHM BCETO JICUCHMS IO CXEMaM, COJEp)KalluM OOopTe30MHuo,
MMOCKOJIBKY TPUMEHEHNEe 00pTe30MHOa COMPOBOXKIAETCS YBETUUEHUEM YaCTOThl PEaKTUBAITUU
BHpyCa OMOSIChIBAIOIIEro repreca. [Ipu MCHoib30BaHWU JIPYrUX MpPOrpaMM Ha3HAUYCHHE
MIPOTHUBOBUPYCHBIX MIPENapaToB B MPO(UIAKTHYECKUX IEIIX HE TpeOyeTcs, €Ci B aHaMHE3e
HET OIOSICHIBAIOIIETO JHILAS.

AHmu6aKmepuaJleaﬂ mepanu: MHd)eKMMOHHle OCIOJNCHEHULL IIPOBOAUTCH IO 06IIII/IM

MpaBujiaM TIOJT KOHTPOJEM TIOCEBOB KpPOBH, MOYH, C TOJ00OPOM aHTHOAKTEPHATBHBIX
npenaparoB. [Ipy MM omacHO mpuMeHEeHHWE aHTUOAKTePUATbHBIX CPEACTB, O0JIaTArONTUX

HE(PPOTOKCHIECKUM JICHCTBUEM.

Ilpu peuu()ueupwomux MASMCEIIbLX qu)eKuu}zx HCHCCOO6p33HO IMIPUMEHCHUEC

umMMmyHorIo0ynmuHOB B f03e 0,2-0,4 /kr B/B 1-2 pasa ¢ uHTepBaioM 3-4 Hemenw.

Hna kynuposanus occaneuti U TPEeNyNpPEekJCHUS MEPEeTOMOB KOCTEH HCIOJIb3YIOT

oucdochoHaThI. ['maBHOE (hapMakoI0oTHIecKoe NeHCTBHE oucdochoHaToB —
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MHTUOMpOBaHKWE pPE30pOIMHM KOCTHOM TKaHM, MEXaHH3M KOTOPOro 3aKiIIoyaeTrcs B
MPEJOXPaHEHUH PACTBOPEHHSI KPUCTAJUIOB OKCHANATHTAa M HEMOCPEACTBEHHOM CHIKCHHUU
aKTUBHOCTH M 4YHcia ocTeokiacToB. Ilpu rumepkanbuumemun OuchocoHaAThl CHIKAIOT
YPOBEHb CHIBOPOTOYHOTO KalbLUs. Y OOJBHBIX C HOPMAJbHBIM COJIEPKAHMEM KaJIbIUs B
KpPOBH JICHCTBHE, MHTHOMpYIOIIEe Pe30pOLHUI0 KOCTH, MPOSIBISETCS B BHIE COKpPAIICHUS
BBIJICJICHUSI C MOYOH KalblMsig W THAPOKCUNpoiuHa. buchocdonarsl criemyer BBOAWTH B
MEPBBIN I€Hb KAXKIOr0 Kypca.

ITo nmanabiM wuccnenoBanus rpynmnsl MRC, omybnukoannoro Lancet Oncology,
305ejpoHOBasi Kuciora 3(p(deKkTuBHEE MaMHUApPOHATa, M MOITOMY JOJKHA OBITH TMEPBBIM
PEKOMEHIYEeMBIM MPENapaToM y BceX OOJIBHBIX OecCMMNTOMHON MM, BHE 3aBUCHMOCTH OT
HaJIM4Ms TIOPAXKEHUS KOCTEH.

e Krooponam Ounampusi MOXET TPUMEHSATHCS B BUJIE OJHOKPATHOW HMH(]Y3UH 1O

900-1500 mr/cyT, a Takke B BHAE IATH ekeAHeBHBIX UHPy3uii o 300 mr/cyT umu
Tpex mnocnenoBareiabHbix MHOPY3uit B no3ze 600, 600 u 300 mr/cyr. Kinoaponar
IUHATPUS PA3BOJUTCSA B COJEBBIX pacTBOpax WiM 5% pacTBOpe IIHOKO3bl U MOCIHE
npeaBaputensHoro BBeAeHus 500 i1 gusmosoruueckoro pactBopa win 5%
pacTBOpa IIIOKO3bl BBOAUTCS B/B MEAJICHHO (B TeUeHUE He MeHee ueM 2-3 4). [Ipu
UCIOJIb30BAaHUU TIperapara g MpHeMa BHYTpb cyTouHyio A03y (1600 mr)
peKOMeHAyeTCs MPUHUMATh YTPOM HATOLIAK, 3allMBasi CTAKAHOM BOJIbl, I10CJIE YETO0
ClIeIyeT BO3/IEPKATHCS OT MpUEMa MUIIY B TE€YEHUE 2 Y.

o [lamuoponam oOunampus U NAMUOPOHOBYIO KUCIOMY OOBIYHO Ha3HAYaloT
olHOKpaTHO B J1o03¢ 90 mr exemecsauHo. Ilpemapar passomar B 500 mu
M30TOHMYECKOTO PacTBOpa XJIOPHJIa HATPUs U BBOJAT HE MEHee ueM 3a 2—3 4.

e 3onedponogyio Kuciomy Ha3HaA4alOT B pa3oBOM 103e 4 MI, BBOJAT B/B B TEUCHHE
15 mMuH. B CBS3M ¢ pHUCKOM pa3BUTHS TAaKOrO OCJOKHEHUS, KaK OCTEOHEKpPO3
YeNOCTH,  MPOJOJDKUTENBHOCTh ~ NPUMEHEHHMs]  30J€POHOBOM  KHCIIOTHI
PEKOMEHIYEeTCS OTPAaHUYHMBATH JABYMS TOJIAMH.

CornacHo pexkomMeHAaluusM AMEpPUKAHCKOrO 00IIecTBa KIMHUYECKOW OHKOJIOTHH
(ASCO) or 2002 r., mpu TOpaXCHUH MOYEK, KOTJa YPOBEHb KPEaTHHHWHA COCTABJISET MCHEE
265 MKMOITB/T, W3MEHEHWH J03bl, JJIUTEIBHOCTH WH()Y3MH W WHTEpBaNa BBEICHUS
aMUApPOHaTa U 30JIeJPOHOBOM KHCIIOTHI HE TpeOyeTcs.

[Ipr  COXpaHSIOMIMXCS  OCCANTUSAX  JIOTIOJIHUTEIFHO MOTYT OBITh  Ha3HAYEHBI
HECTEPOUIHBIE  POTHBOBOCIAIHMTEIBHBIE TMpernapaTbl W  HHTHOUTOP  OCTEOKIIACTOB
KaJIbUUTOHWH, HHTHOUPYIOLUI pe30pO1nI0 KOCTHON TKaHU Oyiarojgapsi B3auMOJIEHCTBUIO CO
cienu(UIECKUMH PELENTOpaMi Ha OCTEOKJIAcTaX. OJTO MPHUBOAWT K 3HAYUTEIHHOMY
MO/IaBJIEHUIO UX AaKTHUBHOCTH, BIIMSET HA CKOPOCTb OOpa30BaHUS HOBBIX OCTEOOIACTOB M

yMeHbIaeT 00beM TKaHH, TOBEPTAIOIICICS PEMOICTUPOBAHHIO.

Ilpu eunepxanvyuemuu (ypoBEHb KalbllUsi B CBIBOPOTKE Oonee 2,6 MMOJIB/JT)

TEPANEBTUYECKUE MEPONPUATUS BKIIOYAIOT TUIEPrUApATalUI0 (BBEIECHUE HE MeEHee 3—
4 TUTPOB JKUJKOCTH B CYTKH). Jlng ycwieHuss nauypesa, ¢ LeIbl0 WHTUOMPOBAHUSA

KaHAJBIEBOM peadcopOumu HATPUS W KalblUs W YBEIHUYCHUS OKCKPEUUU KallbLus,
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MNPUMCHATIOT COJICBBIC U MICJIOYHBIC PAaCTBOPBI B COYCTAHUU C MOUCTOHHBIMU HpCriapaTaMu.
[TokazaHo HEMeIJICHHOE Ha4ajJo CUCTEMHOW XUMHOTEpAluy U Ha3HaueHue OuchocoHaTOB.
JledueHnue TUPOKOPTU30HOM TAKKE JOJHKHO HA3HAYATHCS MOJI KOHTPOJIEM YPOBHS KaJbITHs.

BaxHO DOMHUTB, YTO JOMOJHHUTEIBHOM PEKOMEHIAMEN SABISETCA COXPAHCHHUE
aKTUBHOTO oOpa3a KHW3HU OONBHBIX, TAaK Kak JUIMTENbHAs WMMOOWIM3anus OOBIYHO

YCUJIMBACT T'MIICPKAIIBIIUCMULO.

Ilpu  cunopome  nosvlueHHOU  8A3KOCMU  Kpoeu, OCOOGHHO B  clydae
MapanpoTenHEMUYECKOW KOMBI, TIeJIeco00pa3Ho mpoBeaeHue miasmadepesa. [Tokazanusimu k
masmadepesy ciyxar:

e  TapanpoTEHHEMHYECKAst KOMa;
¢ KJIMHMYECKHE  NPHU3HAKK  CHHJIPOMA  IOBBIIICHHOHW  BSA3KOCTH  KPOBH
(kpoBOTOUMBOCTH, TOBBIIEHHEe AJ], HapymieHHe 3peHUsi, HEBPOJOTHYCCKUE
paccTpoicTBa);
e  TIOBBIIICHHE YPOBHS 001Iero Oenka Boimie 120 r/m.
[Tna3zmadepe3 MpoOBOAUTCS €KEITHEBHO WIHM Yepe3 JIeHb. B KauecTBe 3aMeniaroniux
PacTBOpPOB  HCIOJB3YIOT PAaCTBOPHl KPHUCTAUIOWAOB, TMPH TUIOATLOYMUHEMUU —
pacTBOpbI anbOyMHHA.

Muenomnas Heqbponamuﬂ SABJIACTCA  IMOKa3aHUECM K HCEMCIAJICHHOMY  Hadally

cnenuduueckoi Tepanuu, MOCKOIBbKY yydllieHne (QYHKIMH MOYeK BO3MOXKHO TOJIBKO MpPHU
penayknuu omyxoiu. Jlo3bl JIeKapCTBEHHBIX MpErnapaToB B WHAYKIMOHHBIX cxemax VCD,
PAD, VD ue camxatorcs. [Ipu He0OX0IUMOCTH XUMHOTEPAIIUIO MPOBOASIT OJHOBPEMEHHO C
TeMOJIMATTM30M WJIM TTEPUTOHEATHHBIM JUAIU30M, TIPH STOM BCE MpenapaThl BBOISATCS TOCIE
ceaHca reMoauaan3a WK B MeXKIUATN3HbIEC THU.

Ecmu mocne 2-4 xypcoB mo cxemam VCD, PAD, VD nocturayra muiibs 4acTUIHAs
peMHUCCHS U COXPAHSETCS MOYeYHas HEIOCTaTOYHOCTh, IIeJIeCO00pa3HO MEepeUTH Ha 2-10
JIMHUIO TEPAIUU C TETBI0 YIIYUIICHHS TeMaTOJIOTHYECKOTO U TOYEYHOTO OTBETA.

J1OIOJIHUTENIEHEIC METOABI 00cIefoBaHus pr MM ¢ no4edHOH HEAOCTATOYHOCTEIO:

e oOmpeneleHHWE  KUCIOTHO-IIEJIOYHOTO  COCTOSHUA  (HaIWM4We W CTENeHb
BBIPOKEHHOCTH METa00IMYECKOTO allKu103a),

®  JHCCle[0OBaHUE XapaKkTepa MPOTeHHYpUH (i1 MUETTIOMHON HedpoIaTHH XapaKTepeH
KaHAJbUEBbIM TUMN MPOTEMHYPHUH; MPH KIYOOUKOBOW M CMENIAHHOW NMPOTEUHYpPUU
HEO0OXOMMO MCKITIOYUThH HATMYNE aMUJION103a TTOYEK)

OO01mume pekoMeHIaIMM 110 JIedeHH0 MM ¢ no4yeyHoli HEJOCTATOYHOCThRIO:

L KOppeKOuA aAcruapaTai, UCKIIOUYCHUE TNYPETUKOB,
L4 HCKIIOYCHUC He(prTOKCI/I‘{HBIX npenaparos,

®  KOppPEKLHs JIEKTPOJUTHBIN HApYLIIEHUN U KHUCIOTHO-IEIOYHOTO COCTOSHHUSL.

Anemusa pasBuBaeTcs y OonpmMHCTBA O0onbHBIX MM. B pesynbrare ycremmHoi

TEpanuy 10 MEepPe YMEHbBIICHHUS OIYXOJIEBOM MAcChl U YIy4IICHUS (DYHKIMH [MOYEK aHEMMS,
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Kak mpaBwio, kynupyercs. [Ipu riyObokoil aHemMuu (OCOOCHHO Y TMOXKHIBIX OOJIBHBIX)
HEOOXOAUMBI TpaHC(hY3UH SPUTPOLUUTApHONH Macchl. [l yTOuHEeHHS TeHe3a aHeMUHU
1es1ecoo0pa3Ho  MCCIeIOBaHUE B KPOBH COJEP)KAHHUS SHAOTEHHOTO OJPUTPONOITHHA U
dbeppoxuneTnku. [IpuMeHeHe peKOMOMHAHTHOTO SPUTPOIIOITHHA U BO3MEIICHHE JePUITUTA
Kelle3a CIOCOOCTBYET CTOMKOMY IMOAJEPKaHUI0 YPOBHS TremorioOuHa. CreayeT NOMHHTB,
YTO HMCIOJB30BaHUE PEKOMOWHAHTHOTO SPUTPONOITHHA YBEIMUUBACT PUCK TPOMOOTHUYECKHX
ocinoxHeHuid. JlaHHBIA (aKT JODKEH YUYUTHIBATHCS NPU HA3HAYCHUU IMAlUCHTaM
JCHATUIOMH/IA, JeKCaMeTa30Ha, TanuaomMuaa. lIlpuMeHenne 3puTporo3THHA MPEeKpaIaeTcs
IpU JOCTHKEHUH YPOBHA remorioouna 120 r/i.

Iepughepuueckasn nonuneriponamusi 4aCTo BCTPEUACTCS NMPHU JICUCHUH OOPTE30MHOOM.

O1rleHKa HEBPOJIOTHYECKOTO COCTOSHHS OOJBHBIX, KaK IE€pel HAdyaloM Teparud, Tak W B
[POIIECCE JIEYECHHUS IO3BOJISICT CBOEBPEMEHHO BBIBUTH HEBPOJIOTHYECKHE OCIOKHEHHS H
IIPOBECTH COOTBETCTBYIOIIYIO PEIYKIIMIO JO3bI OopTe30MHba Ui YMEHBIICHHS TPOSBICHHI
Heiporokcuunoctu (Tabi. 5).

Tabmuma 5.
PexoMeHnaanuu 1o KoppeKuu 10361 00pTe30MuOa U pa3BUTHUN HelponaTuyeckoil 0osu
W/Wd IepuepUIeCcKOi CEHCOPHOU MM MOTOPHOM HEMpomaTuu

IIpu3zHaku ¥ CUMITOMBI Moaungukanus 103bl H pexuMa
HeliponaTuu
| crenens (mapecres3uu, cnabocts | CHukeHue 103bl 6oprezomuda Ha 1 yposens (1,3 -
U/WIK CHUXKeHHe peduiekcoB 0e3 1,0 - 0,7 Mr/mM?) M [1st GOJTBHBIX, TTOTYJAFONIAX
00J1 UM moTepu QYHKIIUN) O6opTe30oMud ABAXBI B HEJIETIO, U3BMEHEHUE PEeKUMa

Ha BBEJICHHE Npenapata 1 pa3 B HeIEo B TOU ke
no3e. Y O0JIbHBIX C HCXOJHOW HeliponaTHel
Ha3HaveHune Ooprezomuda B no3e 1,3 mr/m? 1 pa3 B
HEJIEIIO.

| creniens ¢ 6onbto wiu |l crenens | g GOTBHBIX, MOTYYAOMIKUX OOPTE30MUO ABAXKIBI B
(6e3 6onu, HO C OrpaHUYECHUEM HeZIeIto, CHIKEeHHE J103bl bopTesomuda Ha 1
JKU3HEHHOM aKTUBHOCTH ) YPOBEHb WJIM U3MEHEHHUE PeKUMa Ha BBEJICHUE
npenapata 1 pa3 B HEJENI0 B TOH )K€ J03€.

Jyis G0NBHBIX, MOTYYarOIuX 6opTe3oMud 1 pas
HeJIeI0, CHIKEHHE JI03bl Ha 1 ypOBEeHb HIIN
BpEMEHHOE TIPEeKpalleHe MpruemMa rnpemnapara; mocie
CHHDKEHUS TOKCUYHOCTH (cTerneHb <1),
BO300HOBJIEHHE JIeueHUs 6bopTezomudom 1 pas B
HEJIEI0 B 103€, CHI)KEHHOM Ha | ypOBEHb.

Il crenens ¢ 6omnwto, 1l cTenens [Ipekpamienue nedeHust 60pTe30MUOOM
(c HapymieHreM QYHKIMU U
JKU3HEHHOU akTuBHOCTH) win 1V

CTEeNeHb (CEHCOpHas HeMponaTus
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C MOTepeH TPYAOCTIOCOOHOCTH HITH
MOTOpHAsi HeWpONaThs OracHast
JUTSL YKM3HH WIN TIPUBOJIAIIIAS K
napajgmyy)

g neuenus nepudepuyecKoil HeHponaTuu Ha3HAYalOT BUTAMHUHBI rpynmnsl B (uare
Muiibrammy 1o 100 mMr BHYTph 3 pa3za AcHb B TeueHUE 6-12 Heaelb, MpU OCTPBIX 00X 2 MIT
BHYTPUMBIIIEYHO €XEIHEBHO), O-THIMOEBYI0 KUCIOTY (OepnutuoH win tuokTtanua 300 mr 2
pa3a B JeHb, Ipu Tskenod Heliponatun 600 mMr BHYTpUBEHHO B TedueHue 5-10 nmHeut c
MOCJICIYIONMM TMPUEMOM TOM JK€ 03Bl IepopaibHO B TeueHue 3-12 Henensb). C 1enbio
YMEHbILIEHUSI HeHPOIaTHIecKoi 00u 1esecoo0pa3Ho UCIoib3oBaHue nperadanvuaa 150 mr B
JIeHb C TMIOCTETNIEHHBIM yYBETMYeHHEM J103blI mpernapaTa 10 300 Mr B geHb uepe3 3-7 AHeH, a npu
HE0OXOIMMOCTHU 10 MaKCUMallbHOU 70361 600 Mr cyTku. JleueHue npoBOIAT B TedeHue 8-12
Henenb. HecrepouaHble MNPOTUBOBOCHANUTENbHBIE Tpenaparbl MaiodddextuBHbl. [Ipu
HeZoCTaTOYHOM oOe30onuBaromeM 3(QexTe Ha3HAYarOT aMUTPHUITUINH WM OMHOUIHBIE
aHAJITeTUKH.

[Ipu pa3BuTUU APYrUX MPOSBICHUI TOKCUYHOCTH KOPPEKIHsS 103kl OopTe3omubda u
JIpYyTUX TpernapatoB B Ipoliecce MPOBOAMMON Teparnuud MPOBOAUTCA B COOTBETCTBUU C
OOLIETPUHATHIMA PEKOMEHIAIIUSMU 10 BEICHIIO OHKOT'€MAaTOJIOTHUECKUX OOJIbHBIX.

6. JlokanbHasi TydeBasi Tepanusi.

IIpu MM nokanbHas JiydeBasi Tepanmusi HCIHOJIB3YETCS C MAJUIMATUBHOW LEJIBIO IIPU
yIpo3e MaTOJOTMYECKUX IEPEJOMOB B OIOPHBIX YacTAX CKeJeTa Ha KpPYIHBIE O4Yaru
nopaxxeHus (I03BOHOYHUK, KOCTU Ta3a, OeIpeHHbIe, Mallo- U 00JblIeOepIIOBbIe, MICYEBbIE
KOCTH), JaX€ TNpU OTCYTCTBHUM OOJI€BOTO CHUHJPOMA; NPU HAIUYUU TATOJIOTHMUYECKUX
nepenoMoB (Ipu IepesioMax JUIMHHBIX TpyOuaThIX KocTell TpebyeTcsi mpeaBapuTeabHas
MMMOOUIN3alUsA); TIPU HEBPOJOTUYECKOM CHMIITOMATHKE, CBSI3aHHOW CO C/aBJIEHUEM
OIyXOJIbI0 CIIMHHOTO MO3ra MM €ro KOPEIIKOB; ¢ 00€3001MBAIOLICH LENbI0 MPU HATUYUU
BBIpaXEHHOro OojeBoro cuuapoma. JlokanmpHas JydyeBas Tepanus TakKe MOXKET ObITh

HasHa4Y€Ha OTACJIbHBIM HNCPBUYHO-PE3UCTCHTHBIM 0OJILHBIM.

[To naHHBIM pa3IUYHBIX aBTOPOB HET €AMHOI'O0 MHEHUSI O CYMMapHBIX 0YaroBbIX J03axX
nydeBoi Tepamuu. OOBIMHO TPUMEHSIOT HHU3KHE 03Bl JydeBod Tepammu — 10-30 I'p. B
MOCJIEHUE TObI BCE Yallle UCTIONb3YETCS PEKUM C TIOJBECHUEM OIHOW KPYIMHOU (pakiuuu
B 103¢e 8 I'p, Tak Kak yBennyeHre cymmapHoii 10361 (10 30-50I'p) He MPUBOAUT K YIyULICHUIO
pEe3yNbTaTOB JICUEHHUS, MOXET OBITh NPUYMHOW JJIUTENBHON MHEJIOCYNpPEecCUuu, 4YTO He
MO3BOJIUT MPOIOJKUTH XMMHUOTeparneBTuaeckyto Tepanuto [111, CJ.

7. Omnpenenenne 3pGeKTUBHOCTH JIeUEeHUS
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Onenka »¢dexTUBHOCTH JeyeHus MM TpoBOAUTCA COTJIACHO MEXIYHApOIHBIM
KpUTEpHsM, npeiokeHHsiM B 2006 1. u MoaudunupoBanubiM B 2011 r., 0 M3MEHEHHIO
YPOBHSI MOHOKJIOHAJIBHOI'O O€JIKa B CHIBOPOTKE KpPOBH M Moue. JIr0OOH MonydyeHHBbIH OTBET
HE00XO0AUMO MOJITBEPAUTD ABAXKIBI PE3yJIbTaTaMU TTOBTOPHBIX UCCIICAOBAHUI.

Onenka 3¢ ¢dekra Mo ypoBHIO MOHOKJIOHAIBHOTO O€lKa B CHIBOPOTKE KPOBU U MOYE
IIPUMEHMMA Ul MAIUEHTOB C «U3MEPSAEMOil» O0JIE3HBIO.

3a0oseBaHKUE CUUTAIOT «H3MEPSIEMbIM» TPU KOHIEHTpaluK M-TIPOTeHHA B CHIBOPOTKE
> 10 r/n wmm B cyrouHod moue > 200 r. Ilpum OTCYTCTBUM MOHOKJIOHAIBHOTO Oenka B
CHIBOPOTKE KpPOBM M MOYe, [0 JaHHBIM 3JeKkTpodopesa U  UMMYyHOPHUKCAIHH
(HeceKpeTHpyeMOi MHEJIOME), HO TpU ero BbiBIeHHU MeTogoM Free light, «usmepsembim»
CUMTAIOT ypoBeHb «BoBIeueHHBIX» CJIL[ > 100 mr/n. CootHomenue k/A CJIL] Taxke TOMKHO
OBITH aHOMAJILHBIM.

HopmansHoe cootHomenue «/A CJIL cocraBmser 0,26-1,65. «BoBiedeHHBIMU» B
MaToJIOTHYecKuid mpouecc sBisitorcss MoHokioHanbHbie CJIL. Tlpu cexpenun x CJIIL
cootHomenue /A CJIL] > 1,65, a A CJII ompenensioT Kak «HEBOBICUCHHBICY». Ecim
MoHoknoHanbHeie CJIL] umeroT m3oTum A, To cootHomenue k/A CJIII < 0,26. VY Takux
nanueHToB A CJIL] cuntaroT «BoBiieueHHBIMIY, a CJIL] K — «HEBOBIIEUEHHBIMU.

IIP: nnarHoCTUpyeTCsl IPU OTCYTCTBUU NTapapOTENHA B CBIBOPOTKE U MOYE 110 JAHHBIM
nMMyHo(pukcanuu. KonnmdecTBo miasMaTHUECKUX KIETOK B MHEJIOTpaMMe JIOJKHO ObITh

MeHee 5%. MSrkoTkaHHbIE TIa3MOLUTOMBI IIPU TIOJTHOW PEMHUCCHUU OTCYTCTBYIOT.

[Ipu muenome, «uszmepsiemoit» Tosibko mo ypoBHio CJII, s ouenku s¢ddexra
ucrnosip3yercss meron ompexaeiaenus ypous CJIL[ Free light. [dns ycranosnenus TP
HeoOxoauMo HopMmanibHOe cooTHommenue CJIL /A (0,26-1,65).

Cmpoeas I[IP: TIP npu nopmanbHoM cooTHomieHuu CJIL] u oTCyTCTBUU KIIOHAJIBHBIX
MJ1a3MaTHYECKUX KJIETOK B KOCTHOM MO3r€ IO JaHHBIM HMMYHOTHMCTOXMMHYECKOTO WIIU
UMMYHO(DITIOOPECHIEHTHOTO METO/IOB.

OXYP: M-npoTenH B CBIBOPOTKE KPOBM M MOYE ONPENEIAETCS TOJIBKO IIPH
MMMYHO(QUKCAllUM, HO HE MpH 3JeKTpodope3e WM OTMEYaeTCs CHUXKEHHE YpoBHS M-
nporenHa B cbiBOpoTKe Ha 90% u 6osee, a M-porenHa B Moue 10 ypoBHsA MeHee 100 mr/B
cytku. [ns Oonesnu, «uzmepsiemoin» Toiabko 1o ypoBHiO CJIII, TpeOyercsi cHmkeHHe
Pa3HUIIBI YPOBHSI «BOBJICUEHHBIX» U «HeBoBIeueHHBIX» CJIL] Ha 90% u Gonee.

YP: ypoBeHb M-rpagueHTa B CHIBOPOTKE JOHKEH yMeHbIIUThbea Ha 50% u Oonee, a B
Moue Ha 90% u Ooiiee, mpu 3TOM aOCOIIOTHOE KOIMYECTBO M-TIpOTerHa B MOYe JOKHO
0bITh MeHee 200 mr/cyTku. PazMepsl MATKOTKAHHBIX MJIa3MOIIUTOM JOJIKHBI YMEHBIIIUTHCS HA
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50% u 6onee. [Ipu muenome, «u3mepsieMoit» Tonbko 1o yposHio CJIL[, YP ycranaBnuBaercs

IIPY CHUYKEHUH PA3HULIbI YPOBHS «BOBJICUEHHBIX» U «HeBOBiIeueHHbIX» CJIL] Ha 50%.

Cm: HecooTBeTcTBUE nokaszareneil kpurepusm [P, OXYP, YP unu nporpeccupoBaHus
muenomsl (I13).

I13: mnoBbiieHne ypoBHsS M-rpaguenta Ha 25% wu Ooiee OT HaMMEHBIIETO
JOCTUTHYTOTO YPOBHS B CBIBOPOTKE (yBelWYeHHUE Ha 5 1/11 u Oojee), B Moue (yBEIMYCHHE HA
200 mr/cytku u Oonee). s MAIMEHTOB C «HEU3MEPSIEMOI» OOJE3HBIO CTaHAAPTHBIMU
UMMYHOXUMHUYECKUMH METOJAaMH, HO <«HU3MepseMoi» Toipko 1o ypoBHio CJILI,
MPOTPECCUPOBAHIE YCTAHABINBACTCS MIPHU YBEIHMUECHUH PA3HUILIBI MEXY «BOBJICUCHHBIMIY H
«ueBoBneueHHbIMEY) CJII] Ha 100 mr/m. Takke O MPOrpecCHPOBAHHWM CBHIICTEIBCTBYET
YBEJIMUEHUE YUCIIAa IUIa3MaTHYECKUX KJIETOK B KOCTHOM MO3re (a0COJIOTHOE YMCIO — HE
Menee 10%), mMOsIBIIEHHE HOBBIX OYaroB B KOCTSIX WJIM YBEIMYEHHUE pPa3MEpOB paHee
OTIPEICNIIEMBIX, TMOSIBIICHHNE MSTKOTKAHHBIX IUIa3MOIIMTOM WJIHM yBEJIHUYEHHE WX pa3MepoB,
THIIEPKAIBIIUEMHS (CKOPPETUPOBAHHBIN YPOBEHb KaJbIUs CHIBOPOTKH Oosee 11,5 mr/mn wim
2,65 MMOJIB/IT), KOTOPYIO MOKHO CBSI3aTh C IIA3MOKJICTOYHON TIpoTHQeparuci.

Peyuoue nocne IIP: nuarHocTupyercsi 1o IOBTOPHOMY MOSIBIEHUIO M-IpoTenHa B

CBIBOPOTKE KpPOBH WJIM MOYE, BBIABISIEMOMY IMpH 3JeKTpodope3e minm MMMYyHO(HKCALNY;
OTpe/IeNIEHUI0 B KOCTHOM Mo3re Oosee 5% Miia3MaTHYecKUX KIIETOK; MOSBICHHUIO JII00OTro
JPYroro Mpu3HaKa HPOrpecCUpOoBaHUsl (HOBBIX IJIA3MOIIMTOM, HOBBIX OCTEOJIMTHUECKUX
o4yarosn HIJIIN THINCPKAIBIUCMIUHN, KOTOpPYIO MOXHO CBs3aTh C M1a3MOKJIETOUYHOM

npoaudepanneit u ap.).

Knunuueckuti peyuous: onvH unu 0ojiee U3 MEPEUUCICHHBIX MPU3HAKOB - MOSBICHHE

HOBBIX MATKOTKAHBIX TUIa3MOIIMTOM HIIM 0YaroB TOPAKEHHS B KOCTSX, YBEIIMUCHUE Pa3MEPOB
MMEIOIINXCS TJIa3MOIIMTOM WJIM O4YaroB mopaxkeHus B KocTsax Ha 50% (e menee 1 cm),
runepkagplueMueil (ypoBeHb KOppErupoBaHHOTO KaJIbIUsl CBIBOPOTKU Oonee 11,5 mr/mi, nmm
Oonee 2,66 MMOJIB/JI), CHIDKEHHEM YPOBHS Ha 2 T/11 W 0oJiee, TOBBIIIEHUEM YpPOBHS
KpeaTHHHHA ChIBOPOTKH HA 2 MI/u1 1 6osee wiu Ha 177MKMoIb/1 1 Ooliee.

Pecbpakmepuaﬂ mueioma — 60J'I€3HI), HC OTBCHAKOmasd KaK Ha IICPBOHAYAJIBHYIO

XMMHOTEPAINUIO, TAK U Ha TEPAINMIO “‘ClaceHUs’” WU Mporpeccupyromas B teueHue 60 mHei
ocJIe TIOCTIETHETO JeueHus. BhIIenstoT 1Be KaTeropun pepakTepHOi MUETIOMBI.

Peyuousupyrowyro/peppakmepryro muenomy ONPEAENSIOT Kak O0JIe3Hb, KOTOpas HE

OTBCYACT Ha TEpAINHIO CITACCHUSA HIIM MPOTPECCUPYET B TCUCHUC 60 ,ZIHeI\/’I II0CJIC ITOCIIEAHETO
JICYCHHA Yy IMMaoueHTOB, C pPaHEC JOCTUTHYTBIM MHHHUMAJIBHBIM OTBETOM U bonee ¢

MOCJIEAYIOIIUM [TPOTPECCUPOBAHUEM.
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Ilepsuuno pegpaxkmeprou cuuTaOT OOJIE3Hb, IPU KOTOPOHl HE yAaBaJOCh AOCTUYb

MUHHMMAJIBHOTO OTBETA U 0oJiee Ha JIF0OOW MPOTHUBOOITYXOJIEBOM Teparuu.

Peyuousupyiowas muenoma — 310 605€3Hb, 110 OBOAY KOTOPOH IPOBOAMIIACH PAHEE

Tepanusi, a 3aTeéM HACTYNUJIO MPOTPECCHPOBAHUE, HO OHA HE COOTBETCTBYET KPHUTEPHSIM
NEPBUYHON pepaKTEPHOCTH WIH PEUUIMBUPYIOLICH/pedpaKTEPHON MUCIOMBI.

Munumanvueli omeem Vv nayuenmos ¢ peyuousupyiowei/pedpakmepuon Mueaomoll.

yMEHbllIEHUEe YpoBHSI M-TpaaueHTta B cblBOpoTKe Ha 25% - 49% u ypoBHa M-nporenHa B
cyrouHoil Moue Ha 50-89%, (ogHako 3TOT mokaszaTenp Bce emie Bbime 200 Mr B CyTKH),
YMEHBIIIEHWE Pa3MEPOB MIATKOTKAHHBIX IUIa3MOLUTOM Ha 25-49%, OTCyTCTBHE YBETWYECHUS
pasMepoB WJIM KOJMYECTBA JUTHUYECKHUX KOCTHBIX 0YaroB (pa3BUTHE KOMIIPECCHOHHOTO
nepenoMa He HCKIII0YaeT OTBETA).

8. JImHamMuyeckoe HADJIOEHHE.

B mpouecce mpoBonmuMol XUMHOTEpANUK AIEKTPodope3 OENKOB CHIBOPOTKH KPOBU H
MOYHM CJICAYCT BBIIIOJHATL KaXXbIC 2 Mecidana, nmpu OTCYTCTBHUH M-HpOTeI/IHa H€O6XOIII/IMa
uMMyHO(HKcanusi OENKOB CHIBOPOTKH KPOBU M MOYH. Y OONbHBIX ONHUIO- WIH
HECEKPETHPYIOIICH MHEIOMOW  CIIeAYyeT IMPOBOIUTH HCCIICIOBAHHE CBOOOIHBIX JIETKHX
ueneﬁ. ITocne oxoHYaHUS IEeUEHHUSI HUMMYHOXUMHUYCCKHUE MCCICIOBAHUA KpPOBH MW MOYH
BBITNIOJIHSAIOT KakJple 3 Mecsina. VccnenoBaHue KOCTHOIO MO3ra PEKOMEHYETCsl TOJIBKO JIJIst
MOATBEP)K/IEHUSI  TOJIHOM peMHCCHMM M OUEHKH dA()PEeKTUBHOCTH  JICUEHUS  IIpU
HECEKpETUpYIOIel MuenomMe Mpu HeBo3MokHOCTH uccnenoBath CJIL. Pentrenorpadus
KOCTEH BBITIOITHSICTCS 10 KITMHUYECKUM ITOKa3aHHUIM.
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Makporsio0yannemusi Baabaencrpema

Maxkpornooynunemust Banpaencrpema (MB) - B-kiierounas numdoriazmonutapHas
aumMpoMa €  TPEUMYILIECTBEHHBIM MOpPAaXEHHMEM KOCTHOTO MoO3ra U CeKpeuuen
MOHOKJIOHaJIbHOTO uMMyHornoOynuHa M (IgM). B peaxux cinydasx (menee 5%) moryr
BCcTpevarbesi  JmM@oruazMonuTapueie  auMmdomsl ¢ cekpermern 1A, 1gG  wim
HECEKPETUPYIONTUI BapuaHT O0oJie3HH. 3aboseBaeMocth MB cocTaBisieT ot 2 710 5 cirydaeB Ha
1 muiH HaceneHus B roja. Meauana Bo3pacTta 00JIbHBIX — 63 TOo/a.

gnarﬂocnma

1. Kpurtepum ycTaHOBJIEHMS IMATrHO3Aa.

JlumponnazmonutapHas JgumMpoma — 3T0 B-kimerounas omyxosnb, oOpa3zoBaHHas
MEJNIKUMHU JTUMGOIUTONOJOOHBIMU KJIETKaMH, JTUM(GOUIHBIMU KIIETKaMU C IUIa3MOLIUTApHON
mudPepeHIMPOBKOM, TUTa3MaTHYeCKUMH KieTkamu. TepmuHn MB  wucnonp3yercs st
0003Ha4YeHHUs cilydaeB JIUMQOIIa3MOLUTapHON TUM(OMBI C TIOPAXKEHUEM KOCTHOT'O MO3Tra U
cekpenueil  MoHokJoHaiIbHOro IgM. HMMyHOQEeHOTHMH  OMyXOJeBBIX KJIETOK IpHU
numdoriazmouuTapaoil aumpome/MB naenTnueH UMMYyHO(EHOTHITY KJIETOK B-kieTouHoi
muM(pOMBI M3 KJIETOK MapruHaibHOH 3o0HBL: CD19+, CD20+, CD22, sigM+. Ilpwm
muMpormazmonutaproit iumdome B JIY uame, yem npu B-kierouHoit nuM@ome U3 KIETOK
MapruHaibHON 30HbI, MOXHO UIMMYHOTUCTOXUMHUYECKH BBISIBUTh PECTPUKIIMIO JIETKUX IIETIEH,
skcrpeccuto 1gM, IgA (uuTornnasmaTtudeckas, MemOpanHas peakuus), peako - IgG. B 10-
20% cayuaeB moxer ObITh 3kcmpeccus CD5, CD10, CD23, yTto He HCKIIOYaeT IUarHo3a
nuMpormazmonutapHoi mtumdomsr/MB.
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IIpu ycranosieHnu quarsosa MB TOJKHBI IPUCYTCTBOBATH CIEAYIOIIUE KPUTEPUN:

1. monoxknoHanbHbI IgM (He3aBUCHMO OT ypOBHS HapanpoTEenHa);

2. I/IH(l)I/IJIpraI_II/ISI KOCTHOI'O MO3ra MaJlbIMH JII/IM(i)OLII/ITaMI/I, IIJ1a3sMOIIMTOUMIHBIMHU KIICTKaMH

U TJIa3MaTHYECKUMHU KieTkamu (auddy3Has, nHTepCTHLIMANbHAS WM HOAYJISIPHAS).

Pemarommee 3Hauenue B aAuddepeHnrnaibHON JUarHOCTUKE UMEIOT KIIMHUYECKasi KapTHHA

(B 4acTHOCTH, HE3HAYUTEIbHAs JUMQAJACHONATUS TPU BEpUPHUIMPOBAHHOM TOPAKCHUN

KOCTHOT'O MO3Ta), HAJINYue U ypoBeHb M-niapanpoTrenHa.

2. O0caenoBanue

BonpapiM MB 00s13aTensHO MPOBEICHUE CIISAYIOIIET0 00CIeI0BAHUS:

e Kimnanueckoe o0OcienoBanme

COop aHamHe3a (B TOM YHCIIE CEMEHHOTO)

Ou3MKAIBHBIA OCMOTP, B TOM YHCIIC Majblalldsi BCEX JOCTYIMHBIX MaIbIAIMH
rpynn nepudepudeckux JIY, neyeHu, cene3eHKH, OCMOTP MHUHAAIUH U MOJOCTH
pra.

L4 Ha6opaTopHLIe MCTOABI UCCIICAOBAHUA

Pa3BepHyTBIi KIMHUYECKHM AaHaIM3 KPOBM C MOJCYETOM JIEMKOLIMTApHOU
(bopMyIBL.

OO0muii aHaNU3 MOYH.

buoxumuueckuii ananu3 kposu (JIZII', moueBast kuciora, MOYeBHUHA, KPEAaTUHHH,
obmuii O6enmok, anbOymunbl, Omwmmpyoun, ACT, AJIT, menounas d¢ocdarasa,
AIIEKTPOJIUTHI, KaJIbIUIL).

Omnpenenenue P2-MUKPOTIO0YINHA B CBIBOPOTKE.

Koarymorpamma.

Onextpodope3 U UMMYHO(PUKcaLUsl OETKOB CBIBOPOTKU KPOBHU C KOJIMUECTBEHHBIM
oIpezeeHueM ypoBH M-rpaayeHTa.

Onpenenenue ypoBHs |g CBIBOPOTKH KPOBH.

OnexTpodope3 U uMMyHO(DUKcalusi OEITKOB CyTOUHOW MOYM C KOJHMUECTBEHHBIM
OTIpeieIeHuEM YPOBHSI MOHOKJIOHAIBHOTO OellKa.

Omnpenenenue rpynmnsl KPoBHU, pezyc-(hakropa.

Omnpenenenne MmapkepoB BUpycHbIX renarutos B u C, BUY.

e MeToabl Ty4eBOM AUArHOCTUKHU

- Penrtrenorpadust nerkux.

- Penrtrenorpadus xocreit Tasa.

- Kowmmnbrotepnas  Tomorpadus OpIOIIHOM  MOJIOCTH,  3a0PIOIIMHHOIO
IIPOCTPAHCTBA.
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- Y3U Bcex rpynn nepudepuyeckux IUM(ATHUECKUX, BHYTPHOPIOMIMHHBIX,
3abprommHEbIX  JIY, opraHoB OpIOIIHOW TMOJOCTH U 3a0pIOMIMHHOTO
IPOCTPAHCTBA.

e Mopdonorunueckoe UCCIIEeJOBaHNE acrupara KOCTHOT'O Mo3ra C
UMMYHO()EHOTUITHPOBAHHEM.

e T'ucrosornyeckoe M HMMMYHOIMCTOXMMHMUYECKOE HCCIIEOBAaHUE TpernaHoouonraTa
KOCTHOT'O MO3ra.

JIOTIOTHUTENBHO TP MOJO3PEHUN Ha KPHOTIOOYIMHEMHIO HEOOXOJMMO BBIIOJTHEHUE
UCCIIeJOBaHHSI KPHOTTIOOYJIMHOB CHIBOPOTKH KPOBH. [IpH 1Mo/103peHN Ha HAJTMYUE CHHIPOMA
THIIEPBA3KOCTH HEOOXOMMO MCCIIEJOBAaHUE BSI3KOCTH KPOBH M OCMOTP TJIA3HOTO JHA. Tarke
OCMOTp TJIa3HOTO JTHA HY>KHO BBINIOJHATH IPU YPOBHE MOHOKIIOHAIBHOTO IgM > 30 r/m.

Bonpable permmuBoM MB 1OMKHBI OBITH OOCJICIOBaHBI B TOM K€ OOBEME, YTO H
IIEpBUYHBIE OOJIbHBIE.

3. dakTopsbl NPOrHo3a.

K ocHOBHBIM (hakTOpaM HEOIArOMPHUATHOTO MPOTHO3A IIPU YCTAHOBJICHWH uarno3a MB
OTHOCSITCSI: BO3pacT cTapiie 65 ier, ypoBeHb HB<I1,5 1/m1, ypoBeHH TPOMOOIIUTOB
<100x10%/x, -2 MuKpormoOynaMH CBIBOPOTKM KpOBU Oosiee 3 MI/J, KOHIEHTpaIus
MoHOKJIoHaIbHOTO IgM Gonee, uem 70 1/1. DT mpu3HaKu OOJE3HM W BO3PACT OOIBHBIX
BKJIFOUCHBI B MEKIYHAPOIHYI0 IporHOCTHYECKyro cuctemy (International prognostic scoring
system for Waldenstrom’s makroglobulinemia). Mcmons30BaHue 3TO# CHCTEMBI MO3BOJISET
MIPOrHO3UPOBATH MPOJIOIKUTENBHOCTD KU3HHU OOJIbHBIX M OTBET Ha TEPAIUIO, HO HE SBJISIOTCS
OTIpEeCISAIONMMHU TIPU BBIOOpE TakTUKA JieueHHs. [IATuieTHssT BbDKMBAEMOCTb MAllUEHTOB

MB B 3aBHCHUMOCTH OT KOJIMYECTBA HEOIArONPUATHBIX IPU3HAKOB cOCTaBIsieT OT 87 10 36%.
4. MopmyaupoBaHHe IMArHO3a, NpuMepbl GOPMYJIHPOBOK.

B nuarnose crienyer ykasbiBaTh TUIl cekpetupyemoro IgM u OCHOBHbBIE KIMHHUYECKHE
cumMnToMel. [Ipumep: MB c cekpeuneit IgM K- Tuna, nopaxxeHuem noAB3aomHbIX JIY.

JleueHnue
1. Iloxa3zaHus K HaYaJy JieYeHUs.
Crparerust IiedeHus OmpeAenseTcs Ha JTale YCTaHOBICHHWs AWarHosza. Brioop
MIpOTpaMMBbI JICUEHHUS 3aBUCHUT OT BO3pacTa OOJbHBIX, 0coOeHHOCTel TeueHust MB, a umenHo -

HaJIM4us UUTONEHUN, HEO0OXOJUMOCTH Oojiee ObICTPOM peayKIIMH OMyX0Jd, COMYTCTBYIOMINX
3a00JeBaHUH.
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[MarmentTam ¢  Tietomedt  (GeccummromHoi) MB  cmenmduueckas Tepanus He
pekomenayercs. [lokazanusamu Kk Hadany JieueHuss MB sBisttorcst:

e PeuuauBupyromas auxopajaka, HOUHasi MOTIUBOCTh, IOTEPs Beca, C1ab0CTh.

e CuHIpPOM TUIEPBA3KOCTH.

e Cumnromarudeckas JuMmdaaeHonaTus WM MaccuBHoe yBenuueHue JIY (> 5 cm B
JUaMeTpe).

e (CuMITOMaTHYECKAs TEIATOMETANIHSI W/WITU CTUICHOMETAJIHS.

e CumnTomMaTH4ecKas OpraHOMeralus.

e Ilepudepuueckas HeliponaTus, cBsi3aHHas ¢ MB.

e (CuMrnromMaruyeckas KpUOTJIOOYITHHEMHUS.

e Amnemus c ypoBaeM HB < 10 r/m.

e TpomGouuToneHus ¢ yposHeM tpomGoruros 100x10° /i1 u Menee.

e lIMMmyHHas reMOIUTHYECKAs aHEMUS U/WIIA TPOMOOILIUTOIICHHUS.

e JloueyHas HeqOCTATOYHOCTH, CBSI3aHHAasa ¢ MB.

e AmMmiounno3s, cBI3aHHbIM ¢ MB.

e VYpoBeHb MOHOKIIOHATBHOTO IgM > 50 /i1, gaxke mpu OTCYTCTBUU CHMITTOMOB.
2. JleyeHue 00JbHBIX C BIIEpBbIe AHarHOCTHPOBaHHOIi MB

Cornacno pekomennanusm |V-ro Mexnynapognoro padouero cosemanust no MB s
JeyeHust OONBHBIX C BIIEPBbIE JUATHOCTUPOBAHHOHM OO0JIE3HBIO B OOJBIIMHCTBE Ciydae
MoKa3aHbl MporpamMmsbl, BKIrouaromue putykcumad [ll, B]. ¥V mamumentroB ¢ cunapomom
TUIIEPBI3KOCTH, OONbIIMMU pa3mepamu JIY WM cene3eHkH, KpUOrIoOyTuHeMHeH, Korjaa
HeoOXoauMa ObICTpast pEeAyKIUsl OIyXOJH, LEeNecoO0pa3Hbl MPOrpaMMbl C BKIIOYEHUEM
nukiopochamuaa (R-CHOP, RDC). Ilpu cunapome runepBs3KOCTH B Ka4eCTBE NMPOrpaMMbl
BeIOOpa Tpemiararor Ooprezomub-conepkammii pexxum BDR [, C]. [ns GompHBIX €
LHUTONCHUSAMHUSAMHU (0COOEHHO C TPOMOOLIUTONIEHHEH) PEKOMEHJYIOT JIeYeHHUE 10 Mporpamme
RDC. Coueranue putrykcumala ¢ aHajloraMH HYKJI€O03UJOB ¢ LUKIo(ochamuaoM Ui 6e3
HETO0 MCIOJIb3YIOT y MAIMeHTOB C TeHepaIn30BaHHON 00J1e3HbI0. [ OT/AeNbHBIX OOJIBHBIX C
HU3KUM YPOBHEM MOHOKJIOHAJIBHOTO Oelika, MEeJIEHHO Mporpeccupyromeil 0oie3Hblo, a
TaKXKe€ C COIYTCTBYIOIIEH MAaTOJIOTHEH HCIOIB3YIOT PHUTYKCMMAa0 B MOHOpPEXHME WIH
JIEUKEpaH.

Y mnamuentoB MB mnpu HaauMuMud CHUHApPOMA THIEPBSI3KOCTH, KPUOTIOOYTUHEMHUHU
JIeYeHUE CIeAyeT HayuHaTh ¢ muazMadepesa Ui OBICTPOTO CHIDKEHHUS YpPOBHS
MoHoksoHaneHOTO Oenka [I1I-1V, C]. O6b4HO BRIMONHSIOT 2-3 mpoienypsl miazMadepesa
s cHkenus ypoBHs IgM Ha 30-60%. Tlocne ceancoB mnazMadepesa B Onrkaiiiiee Bpemst
HAYMHAIOT crieln(UYecKoe JeueHne, Tak Kak B TeueHue 4-5 Helenb YPOBEHb MapamnpoTerHa
MOJKET BO3BPATUTHCS K ICXOTHOMY YPOBHIO.
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Tak kak omyxoneBble kinetku MB skcmpeccupyiror CD20, nanbornee MIMPOKO
WCIOJIBb3yEeMBIM TpenapaToM ajs yiedenus MB sBrsercst putykcnuMad, Kak B MOHOTEpAIHH,
Tak W B KoMOMHauumsx. OOmas >PQPeKTUBHOCTh J€YeHHS OOJNBHBIX C TIEpBBIC
nuarHoctupoBanHoit MB coctasisier ot 20 1o 50%, mMenuana mpoaoJDKUTEILHOCTH OTBETA
Ha JyiedeHue ot 8 nmo 27 mec. IIporuBoomyxomneBbiii A3PGEKT NpU JIEYCHUH PUTYKCUMaOOM
HACTymaeT B CpeIHEM CHycTs 3 Mec. mociie Havana Tepanud. Ilocne Hauvama tepanuu
purykcumabom y 40-50% mnanueHToB OTMEuYaeTcs BHE3AIHOE TPAH3UTOPHOE MOBBIIICHHUE
ypOBHA  MOHOKJOHaIbHOTO IgJM, KOTOpO€ MOXET CONPOBOXIATHCS  CHHAPOMOM
TUIEPBA3KOCTH, HapacTaHWEM  IOJIMHEHpolaTHH, CBsi3aHHOM ¢  cekpeuueidl  IgM,
KpuornoOynuHemuu. Jljis  CHMKEHHS YPOBHS MOHOKIOHaIbHOTO IgM  mcmonbs3yroT
mwia3madepe3. Ceancel 1miasmadepesa I NPOPUIAKTHKH — pPa3BUTHS — CHHApPOMA
THIIEPBA3KOCTH HEOOXOANMO MPOBOAUTH y MAIMEHTOB C YPOBHEM MOHOKJIOHanbHOTO IgM >
50 1/n mepen BeIeHUEM pUTyKCUMaba.

B uccnenoanuu Il da3er Obi1a oneneHa 3 GeKTHBHOCTE OOpTE30MHUOa B MOHOPEIKUME
y OONBHBIX Kak C BIEpPBbIE IUArHOCTUpOBaHHONH MB, Tak u y paHee NOJydYaBIIUX
cnenuduyeckyro tepanuio. JleueHne 60pTe30MHOOM MPOBOIMIOCH B CTAHIAPTHOM PEKHME
70 TIPOrpeccUpoBaHusl OOJIE3HU WIM JOCTUKEHMSI HAaWIYYlIEro OTBETa C MOCIEAYIOUIMM
MpoBeJIcHUEM 2 KypcoB JeueHus. O0mas 3QpGeKTUBHOCTD JIeUCHHs cocTaBmia 26%, HO mpu
3TOM OTMEUYEHO pa3BUTHE CEHCOPHOM NojuHeiponatuu B 74% ciyyaes.

KomOunanmst purykcumaba ¢ KOPTHKOCTEpOHIaMH U OOpTE30MHOOM HCCIIEIOBaHA y
nanueHToB ¢ akTuBHON MB (cxema BDR). IIpotuBoonyxonessiif ahdexT Obut nomyueH 96%
ciydaes, npu 3ToM 22 % OonbHbIX nocturiu I1P. ITpu mennane nabmoaenus 2 rona, y 80%
OOJBHBIX OCTArOTCs B peMuccuu. Cpeau HexenaTelbHBIX SBJICHHN HanOoJiee 4yacThiM OblIa
nonuHeponarus, y 30% - 3 crenenu. TpaH3UTOpHOE MOBBINICHHE MOHOKJIOHALUTbHOTO IgM
OTMEUYEHO TOJIbKO y 2 GonbHBIX (9%). Takum obOpa3zom, npumeHeHue cxembl BDR moxer

CHU3UTh PUCK MOBBIILIEHUS YPOBHSI MOHOKJIOHaNbHOTO IgM B mporecce nedeHus.

Coueranue putykcumadba c Oopresomubom (cxema BR) y O6onpHBIX € BHepBbie
nuarHoctupoBaHHo MB Taxxke Bbicoko 3ddexTuBHO. IIpoTHBOOMYyXO0eBBI 3PPEKT, Kak
ObUT0 Moka3zaHo B uccnenoBanuu Il ¢asel, cocraBun 88%, y 65% nanuentoB nosnydensl 1P
umu YP. Tlpu menmane nabmionmenust 14 mec. memmansl BBII u BJIII He mocTurHyThI.
[Tonuneitponatnu 3-4 CTeneHW HE OTMEYEHO, BEPOATHO, M3-3a Ha3Ha4YeHHs Ooprezomuba 1
pa3 B Hemeno. TpaH3uUTOpHOE TOBBINIEHHE MOHOKIOHambHOTO IgM otmedweno y 31%
6071bHBIX TTOCHIE | U 4 KypcoB JieueHus (Imocie puTykcumada).

Taxum oOpa3om, [uis JiedeHHs] OONBHBIX C BIEpPBblE NUArHOCTUpoBaHHOM MB moryt
OBITH PEKOMEHI0OBaHbI MPOrpaMMBbI ¢ BKIItoueHueM 6opresomuda: BDR, BR, a y manuenTos ¢
HETIEPEHOCUMOCTBIO pHUTYKCcHMMaba — codeTaHue OopTe3omuba ¢ jAekcamerazoHom. I[lpum
JedeHUH OOopTe30MUOOM HEOOXOAMMO MPOPMIAKTHYECKOE Ha3HAYCHUE BaITpeKca WU
aI[MKJIOBHpA B CBSI3U C YBEIIMYCHHEM PHUCKA PA3BUTHsI OMOSCHIBAIOLIEIO reprieca, a TakKxke
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CBOEBPEMEHHOE CHI)KEHUE /103bI O0pTe30Muba Mpu pa3BUTHH MosinHelponatuu. Kpome toro,
MOJIKO’)KHOE BBEACHUE OOPTE30MUOa BMECTO BHYTPHUBEHHOT'O CYIIECTBEHHO CHHMXKAET YaCTOTY
Pa3BUTHS HEXENATEIIbHBIX SABJICHUM.

Tepanus mnepBuuHbIX OonbHBIX MB Takke MOXeT OBITh HayaTa C HPOTPaMM,
codeTarommx nukiopochamua, purykcumad u xkoprukocrepouasl (RDC, R-CHOP, R-CP).
[TpotuBoOMmyX0NEBHIN ekt y OonpHbIX, monydatonmx pexxum RDC, mocruraercs y 83%
O0NbHBIX, Y 7% manueHToB MoxeT ObITh nmomyuyeHa [1P. JIByxnernsas BBII cocraBnser 67%.
[lepeHocHMOCTS JIeUEeHUs YIOBIETBOPUTENbHASA: Y 9% OOJIBHBIX pa3BUBACTCS HEUTPOIICHHS 3-
4 crenenu, npuOIM3UTENbHO B 20% Cilydasx TUarHOCTUPYIOTCS HEXeJIaTelbHbIC SBICHHS,
CBSI3aHHBIE C PUTYKCHUMaOOM.

BxitoyeHne  BHHKPUCTHHA B TNPOTpaMMBbl,  cojepkamue  nukiodocdamun,
CONPOBOXKAAETCS YBEIMYECHHEM pHCKa MoiauHerponatnn npu MB. B perpocnexkTnBHOM
WCCIICIOBAaHUH TIPOBeieHa oneHKa 3(h(eKTrBHOCTH NieueHus akTuBHOW MB 1o Tpex cxemawm:
R-CHOP, R-CVP u R-CP. CymecTBeHHOW pa3HHIBI MEXAy TpylnnaMH [0 oOmei
3¢ (GEKTUBHOCTH HE BBISBICHO: MTPOTHBOOIYXOJIEBBIH dPPEeKT ObLT mosydeH y 96% OonbHBIX
npu sieuennu 1o cxeme R-CHOP, o cxeme R-CVP — y 88% naruenToB u 1o cxeme R-CP —y
95% OompHBIX. HexenatenbHble  SIBICHUS, CBA3aHHBIE C JICYCHHEM, BKIIIOUYAs
BUHKPHCTUHOBYIO HeWpomaTuio, (HeOpMIbHYI0 HEHTpPONEHHIO, a TaKke HeOoOXOAMMOCTb
TOCIUTAIM3AIMY OBIIM 3HAUYMTENLHO BBINIE MpH siedeHnu o cxemam R-CHOP, R-CVP, uem
MIPH UCTIONTB30BaHUM rporpammel R-CP.

AHanoru HykJeo3uA0B (K1aapubuH U ¢piyaapabrH) B MOHOPEKUME WM B COYETAHUH C
puTykcumMaboMm u/mnu 1nukinogochamMuaoM Takke 3(Q(EKTHBHBI y NAIMEHTOB C BIEPBHIE
nuarHoctupoBanHoit MB. O6mas >¢dekTuBHOCTh KiaapubuHa U (aynapaduHa COCTaBIsET
ot 40 no 100%. Wcnonp3oBanue 3THX mIpenapartoB npu MB ymyuniaer U BbDKMBA€MOCTb.
Opnako [nWTeNnbHAs Tepanus aHajJoraMM HYKJIEO3UJOB OOBIYHO  CONPOBOXKJAETCS
MHUEJIOCYTIPECCUEeN, IMMYHOCYIIPECCUEH C pa3BUTHEM MH(EKIIMOHHBIX OcClIokHeHuM. Kpome
TOT0, UMEIOTCSI COOOIEHUs, yKa3bIBalOIIMEe Ha yBEJIWYeHUE pucka TpaHchopmauuu MB B
arpeccuBHble JUM(POMBI, U YBEIUYEHHE Pa3BUTHS BTOPUYHOTO OCTPOrO MHUEIO00JIACTHOTO
neiiko3a U muenoauciuiasuu. [1oaToMy HCIONb30BaHME aHAIOIOB HYKJIEO3HMJIOB  CIEAYEeT
OTPaHUYUTb.

AJKHIMPYIOIIME TpernapaTthl B KayecTBE Tepanuu | JIMHUM B MOHOPEKHME WIH B
COYETaHUM C KOPTHUKOCTEPOWJIAMH TPUMEHSETCS B OCHOBHOM Yy TMOXHJIBIX OONbHBIX. B
WCCIEAOBAaHUHU TI0 CPAaBHEHHIO TUTENBHOrO Tpuema xjopamOymmina mo 0,1 Mr/kr u
KypcoBoro jedenus mo 0,3 Mr/kr B TedueHHe 7 JHEW Kaxaple 6 HEIelb CYIIECTBEHHOU
pasHUIBI B J(PGEKTUBHOCTH JICYCHUS HE BBIABICHO. [Ipu JIUTETRHOM JIEYECHUH
XJIOpaMOyIuiIoM 0o01Iast 3PEeKTUBHOCTH JiedeHUs coctaBmia 79%, mpu kypcoBom — 68%,
Menuana OB — 5.4 ropa. Jledenue xmopaMOyIHIIOM MIPOBOJAT HE MEHEe 6 MeCAIeB, TaK Kak
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MIPOTHUBOOIYXOJIEBBI A(PPEKT HacTymaeT MeaseHHO. [locie MOCTHKEHHS IUIaTO TEeparuio
CJIElyeT OCTAaHOBHTb.

B nocnennue roasl ais aedeHusi OOJBHBIX € BIEPBBIC AMArHOCTHpOBaHHOW MB cramu
WCIOJIb30BaTh  NPOTHBOOIMYXOJIEBBIM Mpenapar OCHIaMyCTHUH, COYETAIOIIMA CBONCTBA
QIKWINPYIOLIETO0  COEIMHEHUS W  IIypUHOBOIO aHajora. B paHIOMU3MPOBAHHOM
WCCIICIOBAaHUH TPOBENCHO cpaBHEHHE J((PEKTUBHOCTH JieueHUS OOJIBHBIX C BIEPBBIC
JIMarHOCTUPOBaHHBIMU MHAONEHTHBIMEH HXJI mo cxemam (putykcumad, OennamyctuH) u R-
CHOP. Cpenn nux 65u1 41 manment ¢ MB wim numdorutazmorurapaoit aumdomont. O6mas
3¢ PeKTUBHOCTH JieueHus Mo cxeme RB u anutensHOCTh coxpaHeHHsT MPOTUBOOITYXOJIEBOTO
oTBeTa OBUIM MOAOOHBI pe3ysbraraM ucnosib3oBaHus cxemMbl R-CHOP. Ilpu nedenun mo
cxeme RB orTmeuena Hu3kasg 4vacroTa HeWTponeHMM 3 U 4 CTeneHH, UH(QEKIHOHHBIX
ocioxHeHu# u anoneuuu. [lpu meanane nabmoxaenus 45 mec. BBII 6bu1a 10CcTOBEpHO BBIIIIE
y OomnbHBIX, momydaBmux RB (69,5 mec. IlpotuB 31,2 mec.). DTu naHHBIE TO3BOJISIOT
MPEOI0KHTh, 4TO pexuM RB moxer ObiTh ipennouturensiee R-CHOP B mepBoii muHuM
nedenuss MB.

VY Momnoneix 60ipHBIX MB ananoru Hykiaeo3unoB ((piaymapabuH, KIaapuOWH),a TaKkKe
OCHIAMYCTHH ¥ XJIOPaMOYIMJI, HE CJIEIyeT HCIIOJIb30BaTh B KAueCTBE TEpaluM IEPBOU
JUHUM, TaK KaK 3TO MOXET IoMenarb ajaekBaTHoMmy cbopy I'CK B ciydae npuHsATHS
pelIeHns o MpoBeieHNnU Bbicokoa03HOoM xuMuoTepanuu ¢ TI'CK npu penunuse 3a0oieBaHusl.

3. Iloaaep:xxuBarouiasi Tepanus

Bompoc o moanepkuBatomielr Tepanuu putrykcumabom npu MB oGcyxknaercs. B
OTJIETbHBIX IIEHTpaxX Ha3HayaloT pUTyKcuMab manuentam MB mocre ycnenHoro jiedeHus mo
MporpaMMax C BKIJIFOUEHHEM 3TOro mpernapata mo 375 Mr/mM% Kaxble 3 Mecsla B TedeHHe 2
ner. B ogHOM wMccnenoBaHuu ObLTO MOKAa3aHO, YTO Ha3HAYEHHME PUTYKCMMaba B KauyecTBe
MOJ/ICPKUBAIOIICH Tepanuu yiyuinaer ooOmyro 3ddextuBHocTh seuenus, BBII u OB.
OnHako TpH TUTEIHHOM JICYCHUH PUTYKCHUMAOOM OTMEUEHO YBEIMYEHHE WH(PEKIIMOHHBIX
OCIIO)KHEHUH, TIO CPAaBHEHHIO C TPYNIOW OONBHBIX, HE TOJYYaBIIUX IMOAACPKUBAIOIICH
tepanuu. [IpocnexkTuBHOE HccenoBaHUE, MPOBOJMMOE B HACTOSIIEE BpeMs, BO3MOXHO,
MO3BOJINT OTBETUTh Ha BOMPOC O IEJIECO0OpPa3HOCTH TMOJACPKHUBAIONIEH Tepanuu
putykcumabom rnpu MB.

4. Jleuenue penuausos MB

Beibop mnporpammbl  nedeHus penuauBoB  MB  3aBucut ot addexktuBHOCTH
MpeLIeCTBYIONEH Tepanuu, JAJIUTEIbHOCTH PEMUCCHUH, COCTOSHMS M BO3pacTa IMAalMeHTa,
COIYTCTBYIOIIEH MaTOJOTUU U OCJIOKHEHHWH, COMPOBOKIABIINX MEPBOHAYAIBHYIO TEpAIHIo.
IIpy no3mHMX peuuauBax, pa3BUBLIMXCS uepe3 roa M Oosiee Mocie JAOCTHKCHHS
IIPOTHBOOITYXO0JIEBOTO OTBETA, BO3MOXKHO HCIOJIb30BAHWE NPUMEHSBIIUXCA paHEe METOIOB
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nedyeHus. Jlnsg yneueHus paHHUX peuuauBoB MB (mpu AMUTENBHOCTH peMHCCHM MeHee |
roga), a TaKkKe TMpH pedpakTepHOM TEUYEHUH OOJNE3HH CJEIyeT HUCIOJIb30BATh
aIbTEPHATUBHYIO IporpaMMy 1-ii  JuHUM. OTH [OpPOrpaMMbl  JIOJDKHBI  BKJIIOYATh
JICKApCTBEHHBIE Tperaparbl JPYruX TPYII, MOTYT OBITh MCIIOIBb30BaHBI KAK MOHOPEKUME,
TaK ¥ B BUJIe KOMOMHAIMH MTPETIapaToB.

Jlnst nedeHus: penuanBoB BHICOKO 3 dekTuBHbIMU sBisIOTCA nporpamMbel FR, FCR
[I,A]. PesynbraThl uccnenoBanus jJedeHus: no cxeme FR, ncnonb3yemoii kak y OOJNBHBIX C
BIIEPBBIC JMArHOCTUPOBaHHON MB, Tak M paHee MOMy4aBIIMX TEPaNHio, MOKa3aal OOLIYIO
s dexTuBHOCTh JieueHust y 95% OonbpHbIX. B 86% cnyyaeB momydensr [IP u YP. Ilpu
nurensHocTr Habmoaenus 40,1 mec. meauana B/III cocraBuna 51,2 mec., menunana OB nHe
nocruruyra. IIporpamma FR Bxirowana 6 xypcoB BBeAeHMs ¢uiyaapaOuHa B CTaHJIAPTHOMN
703€ Kakzaple 4 Helenu, HauYuHasg ¢ 5 Henenu. Putykcnmal® Ha3Ha4yamy Takke CTaHIApTHOW
no3e ¢ 1 Henenu. Yersipe BBeAeHMsI pUTyKCMMaOa BBINONHsUIM 1 pa3 B Hexenro, a 3aTeM
BBOMIM Tipenapar Ha 17, 18 u na 30, 31 Henmensax (Bcero § BBENEHUI). YUUTHIBAs 4acTOTY
Pa3BUTHA U JUIMTEIBHOCTb LIUTONIEHUHM, aBTOPHI UCCIIEI0BAaHUS MpEeJlaraloT UCI0Ib30BaTh 4-
THEBHOE BBeJieHHE (ryaapabuHa U OTPaHUYHUTh YMCIIO KYPCOB 110 4.

Hcnonp3oBanne mnporpaMM ¢ BKJIIOUEHHEM Oopre3ommba  mpu permauBax MB
MO3BOJISICT TIOJIYYUTh MPOTHBOOMYXO0JeBbId 3(dexkr y 60% OO0NbHBIX, IPU COYETAHUU C
JIeKCaMEeTa30HOM WM puTykcumabom B 60-70% ciyuaes. [lpu HazHauenun Ooprezomuda
clenyeT OTAATh HPEANOYTEHHE CXeMaM C Ha3HadeHHeM Ooprezommba | pa3 B Hexmemo, a
TaK)Ke HMCIOJb30BATh TOAKOXHBIN IyTh BBEACHHUsS Tpernapara BMECTO BHYTPHUBEHHOTO C

LECJIBI0 CHUKCHUA YaCTOThI pa3BUTHUSA TSDKEIIoN HOHHHCﬁpOHaTHH.

[Iporpammer Ha ocHOBe OeHpamycTrHa 3P GEKTUBHBI MPU PEIUANBAX U pedpaKkTepHOH
MB kak B MOHOpEXHMME, TaK U B COUYETAaHWU C pUTykcuMabom. Kak ObLI0O TOKa3aHO B
uccnenoanuu |l aszpl, mpoTuBoonyxonesbiit 3pPexT noayyeH y 83,3% OoapHBIX, MeMaHa
BBII cocraBuna 13,2 mec.

B Hacrosimee Bpemsi TPOBOJSATCA HCCIEAOBaHHS TO OmeHKe Ah(HEKTUBHOCTH
BbICOKOJI03HOM  xuMmuotepanuu (BXT) c ayroTTCK mpu MB. O6cyxnaercs
11e71€co00pa3HOCTh MCMOJIb30BAaHUS 3TOTO METOJa JICUEHUS Y MOJIOJBIX MAalUeHTOB C
MHO>KECTBEHHBIMHM pEelUAMBAMH WM NepBUYHO  pedpakTepHoil Oonesnsto. BAXT mnpu
penuauBax y MosoAblX 0osibHBIX MB MokeT ObITh HMCIOJIb30BaHA B OTIENbHBIX CIIydasx IO
COTJIACOBAHUIO C TPAHCIUIAHTALMOHHBIM IIEHTPOM.

OpuuM u3 HamboJee MepCHeKTUBHBIX, UCCIEyEMbIX B HACTOAIIEE BpeMs IpernapaToB
SBJIIETCS MHTUOUTOP THPO3WH KHHa3bl bpyrona uOpyrunu6. B uccinemoBanuum |l dassi,
KOTOpoe mpojoipkaercs, 63 manueHnta ¢ MB nonyuyanu uOpyruHu® a0 2 jer, moka He
HAcTyNajo IpOrpecCHpoBaHue OOJIE3HW WIM Ppa3BUBAJIACh BBIPAXKEHHAs TOKCUYHOCTD.
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O¢ddexTuBHOCTD Tepanuu, BKIIOYAas MUHUMAIbHBIA OTBeT, cocTaBmia 83%, UP u OXYP
nocturiu 64% 6onbHbIX. Perucrpanus nbpyrunnba B Poccun mianupyercst B 2015 .

5. Jleyenune nepudepuyeckoii HeiiponaTumn

[epudepuyeckas nonuneiiponarus npu MB BcTpedaercst ¢ yactoroit ot 10 mo 20%.
IIpy CIIO)KHOCTM MEXaHUW3MOB pa3BUTHUSA IIOJIMHEHWPONATUM B KaueCTBE OCHOBHOI'O
o0CyXIaeTcs HMMMYHHas aKTHBHOCTb MOHOKJIOHanbHOro IgM, HampaBieHHas NpPOTUB
MuenuHaccoruupoBanHoro riukonporenHa (MAG) u npyrux aHTHIEHOB HEPBHOM TKaHHU.
[TosTomy mepudepudeckas mnonuueiponarusi npu MB paccmarpuBaercss B OOJBIIMHCTBE
ciy4aeB kak IgM-accoruupoBaHHasi.

g neyenus lgM-acconuupoBaHHOM nepudepruuecKoil NoJuHERPONaTHH UCTIOIb3YIOT
mwiazmagepes, OporpaMMbl Ha OCHOBE pHUTyKcHMMaba. Y NalUEeHTOB C MEJJIEHHO
MIPOTPECCUPYIONICH YMEPEHHO BBIPAXKCHHOU ITOJMHEUPOIIATHEH HCIIONB3YIOT PUTYKCHMaO B
MoHopexume. [lpu TspKenoit nepudeprdeckoil NOTMHEHPONaTHH MPUMEHSIOT KOMOWHAIIN

R-CP u DRC mist 6oiiee BRIpaXKCHHOTO CHUYKCHHUS TTAPAIPOTCHHA.

6. Omnpenenenne 3¢pPeKTUBHOCTH JIeHEHUS

Onenka s¢dexktuBHOCTH JedeHHUss MB TPOBOIUTCS COTIACHO MEXIYHAPOIHBIM
KpUTEpUSIM, TNPEIIOKEHHBIM Ha 6 MeXIyHapoJHoOM paboueM coBemlanuu no MB, 1o
M3MEHEHHIO YPOBHS MOHOKIOHaJIbHOTO |gM B CBIBOPOTKE KpOBM U MOYE, JUHAMHUKE
pasMepoB JUMQOY3JIOB M TopakeHHbIX opraHoB. [Ipu [P HeoOXxomaumo BBIMOTHEHUE
CTepHAIbHON MYHKIIMH U TPETTaHOOUOIICHH MOAB3OIIHON KOCTH.

IIP: HopmanbHbIl ypoBeHb |gM, OTCyTCTBHE MOHOKIIOHAJIBHOTO O€NIKa B CHIBOPOTKE
KpOBU U MOYE IO JIaHHBIM UMMYHO(UKCALIUN; OTCYTCTBHE MHPUIBTPAIMH KOCTHOTO MO3Ta
[0 JIaHHBIM THCTOJOIMYECKOTO HCCIEIAOBAaHUS, OTCYTCTBHE JUMQOAJECHONATUH U
OopraHoMeranuu (€ciu onpeaessuMch UcXxoHo) mo qanHbiM KT, otcyrerBue cumntomoB MB.
Jst monrBepxkaenus [P HeoOXoauMo MOBTOpPHOE HCCiENOBaHHE M-TpagueHTa METOJO0M
UMMYHO(DUKCAIIH.

OXUYP: cumxeHnue ypoBHs MOHOKJIOHaiIbHOro IgM ceiBopoTku kpoBu Ha 90% u Gosnee
W yMEHBIICHHE pa3MepoB JUMGOaJACHONMATUH/OPraHOMETaIuu  (€CITU  ONPEIeISUIUCH
WCXO/IHO), MO MAaHHBIM (usukanbHOro obcmenoBanus wuian KT. OTcyTcTBHE HOBBIX

CUMIITOMOB akTUBHOII MB.

YP: cHmxeHnue ypoBHS MOHOKJIOHaIbHOTO IgM chiBopoTku kpoBu Ha 50% u Gosnee u
yYMEHbIIIEHHE pa3MepoB JuMGoaeHONaTuH/OpraHOMETAINN (€CITU ONPENENSITUCh UCXOIHO),
1o JaHHBIM Qu3uKanpHOro oocnenoBanus wim KT. OTCyTcTBHE HOBBIX CHMIITOMOB aKTHBHOMN

MB.
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MuHuMAaJbHBIH O0TBET: CHI)KCHHE YPOBHS MOHOKJIOHATHHOTO IgM CBIBOPOTKHM KpOBU
Ha 25% u 6onee, HO MeHee 50% OTCyTCTBHE HOBBIX CUMIITOMOB aKTUBHON MB.

Ct: meHee 25% cHuxeHue nin MeHee 25% yBenndeHre ypOBHS MOHOKJIOHAJIbHOTO
IgM ceiBopoTKH KpoBU MeHee 25% 0e3 mpu3HakoB HapacTaHus JuMdoaaeHonaTum/

OopraHomMerajinu, I_[I/ITOHCHI/Iﬁ WKW KIIMHUYCCKU 3HAYUMbIX CUMIITOMOB, CBA3aHHbBIX C MB.

I13: yBenuuenue ypoBHsS MOHOKJIOHaIbHOTO IgM criBopoTkHM KpoBu Ha 25% u Oonee
MIPY TIOBTOPHOM HCCIICOBAHUN WJIM MPOTPECCHPOBAHNE KIMHUYECKH 3HAYUMBIX CHMIITOMOB
0one3nu (HeoObsscHnMast tuxopaaka 38,4 C, HouHas MOTIUBOCTh, MOTEps Beca Tena Ha 10% u
0oJiee WM CHHIPOM THIICPBI3KOCTH, HEUPOIIATUsl, CAMITOMATHYECCKAs] KPUOTIIOOY THHEMHUSI

WJTU aMUJIOU]103), CBsi3aHHbIe ¢ MB.
7. JAuHaMu4eckoe HaOII01eHNe.

Onexkrpodope3 OEIKOB CHIBOPOTKH KPOBH M MOYHM CJIEAYET BBHIMONHATH KaKAbE 3
MecsIia, Ipu OTCYTCTBHM M-TIpoTenHa HEoOXoauMa WUMMYHO(]HKcanus OEIKOB CHIBOPOTKU
KpoBU U MouM. MccnenoBanue ypoBHS MMMYHOTJIOOYJIMHOB CJENYET BBINOIHATH KaXKible 3
Mecsiua. [Ipu ucnonp3oBaHuM puTyKcuMadba BO BpeMs IEPBBIX KYPCOB JIEUEHUSI HEOOXOMMO
BBIIIOJIHEHUE 3JIeKTpodope3a OeNKoB CHIBOPOTKM KpoBH 1 pa3 B Henemo. MccienoBanue
KOCTHOTO MO3ra, BKJIIOYasi TPErNaHOOUOICHIO MOJIB3/I0IIHON KOCTH, PEKOMEHAYETCSI TOJBKO
s nonrsepxkaenus 1P, Y3U Beex rpynn nepudepuueckux JIY, JIY OproimHoi monocTty,
3a0pIOIIMHHOTO MIPOCTPAHCTBA, [IEUYEHH, CEJIE3EHKU CIEIYET BBINOIHATh KaXKJble 3 MeECsLa.
Pentrenorpadguio rpynHoil kietku mnpoBoasT 1 pa3 B roa. PentreHorpadus kocteit
BBINIOJIHSETCS. O KIMHUYECKUM TMokazaHusM. KT OpromHoi MoJ0CTH MpH HCXOAHOM
yBenuueHuu JIY WM mopakeHuu OpraHoB - Ul OUEHKU 3((EKTHUBHOCTH JIEYEHHUS U IO

KIIMHUYECKHUM ITOKa3aHUsIM.
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IIpoduniakTuka u JiedeHHe CHHAPOMA JIM3HMCA OIYXO0JIH

Cunapom mumsuca onyxoinu (CJIO) - CIOXKHBI TATOTEHETUYECKHH KOMILIEKC,
BKJTIOYAIOIIUI AJIEKTPOJIUTHBIC, META0OINYECKNE HAPYIICHUS U MOYEKHCIYI0 KaHAIBIEBYIO
He(ponaTuio, MPUBOJAIIYIO K Pa3BUTHIO OCTpoil modyeuHor HemoctatouHoctu (OITH). Ilpu
MacCHUBHOM paclajie OINyXOJIEBBIX KIJIETOK MPOMCXOAUT BBICBOOOXKIEHHE Kanus, (ocdopa,
MIPOAYKTOB pacraja MMypuHOB (KCAHTHUHA, THIIOKCAHTHHA ¥ MOYEBOM KUCIIOTHI), YTO MIPHUBOIUT
K pa3BUTHIO THUMNEPKAJIHMEMHH, THIEPYPUKEMHUH, TrHuneppochaTeMun, THIIOKATbINEMHH,
BO3HHMKHOBEHHIO M MPOrpeccHupoBaHMI0 MeTabonuuyeckoro amuaosa. K ¢akropam pucka
pazButusi CJIO ortHocsitcs Gomnbmmasi omyxosieBass macca, JIJII' >1500 E/n u omyxomneBoe
nopaxeHue KocTtHoro mosra. CJIO Haubonee 4acTO BO3HUKAET MPHU OCTPBIX JIEHKO3axX C
runepieikonuro3om u npu  Jgumpome bepkurra, pexe — npu  audpdysHoi B-
KpYNHOKJIETOUHOU TuMpome, TuMpome U3 KiIeToK MaHTuHON 30HbI. CJIO MOXeT pa3BUThCS
Kak Ha (hOHE Hayasla UCIOJIB30BAaHUS XUMHUOTEPANTNH, TaK U CIIOHTAHHO, YTO OOBICHSETCS HE
TOJIKO BBICOKOW YyBCTBHUTEIBHOCTHIO K XMMHOTEPANTUU U MposidepaTnBHOW aKTHBHOCTHIO
OITyXOJIEBBIX KJIETOK, HO M WX TOBBIIIEHHOH CIOCOOHOCTBIO K aromnTo3y, Hampumep, Hpu

mumdome bepkurra.

l'unepkanuemus sBisercs HaubOosee TsKenbIM M omacHbIM mnposiBieHue CJIO u
pasBuBaeTcsA, Kak mpaBuio, Ha 1-3 cyTku xumuotepamnuu. M3BectHO, uTo 98% OT 0O0mIETrO
KOJMYECTBAa Kajlusg B OpraHM3ME paclojiaraeTcsi  BHYTPUKIETOYHO, TOCKOJIBbKY TOJ
neiicteuem Na,K-AT®a3pl B miua3zMaTudyeckoil MeMOpaHe NMPOMCXOAUT aKTUBHBIA MEPEHOC
Kanusi BHYTpb KieTkd. [Ipu pacmane omyxoJjieBbIX KJIETOK BECh BHYTPHMKJIETOUHBIN Kaimuil
MepeMEeIIaeTcsl B MEKKIETOYHOE IMPOCTPAHCTBO M 3aTeM B KpOBSHOE pycio. Bo3Hukaer
TUTIEPKATUEMUS, KIMHAYECKU MPOSBIISIOMIAACS PE3KOH MBIIICYHOW CI1a00CThIO, aHOPEKCHEH,
apeei, TONTHOTOU, PBOTOM, mapecTe3ussMu. Kputnueckas runepkanueMus (>6-7 MMOJIb/JT)
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IIPUBOAUT K  HAPYLIECHHUIO IIPOBOJUMOCTH M PHUTMA CEpALA C BO3MOXKHOM OCTaHOBKOM
CEpIEeYHON neATeNbHOCTU. IIpu yMEepeHHON TIUIEpKaIueMUu Ha 3JIEKTPOKapIUOrpaMMe
BBISIBIISIFOTCSL BBICOKMH 3y0er T ¢ 3a0CTpeHHO# BEpIIMHON M y3KHMM OCHOBaHHEM, Haubosee
BBIPAXEHHBIN B TPYIHBIX O0TBeleHUsAX V2-V4. Ilpu HapacTaHMM rUNepKaJueMUuu aMILUIUTyaa
3yobua P cHwmwxkaercs, umuTepBan P-R ymnmunsiercs, a 3atem 3ybenm P mcuesaer coBcem.
Kommnieke QRS pacmmpsiercss u nedopmupyercsi, kKak mpu Oiokane HOXeK mydka [mca.
[osiBnsieTcst  JKEMYAOUYKOBAas TaxUKapAus, (GUOPWIUIALUS OJKEIyJOYKOB U, HAKOHEL, B
KOHEUHOW CTaauu — >KeJIynoukoBas acucrosus. [lpu crnenmpuueckoM NOpakeHHH TOYEK,
XpoHHYecknx 3aboneBanusx nouek, OITH, anmmnose runepkamuemus, kak nposisinenue CJIO,
pa3BuUBaeTCs OBICTPEE U KOPPUTHPYETCS TPYIHEE.

['unepypukeMusi pa3BUBaeTCs MPU BHICOKOUYBCTBUTENBHbBIX K JIEKAPCTBEHHOM Tepamnuu
ONyXOJISIX B TMEPBBIE CYTKH XUMHOTEpAlMd NpU OBICTPOM yMEHBIICHHUH pa3MepoB
OITYXOJIEBBIX OYaroB ¢ MAacCUBHBIM pacajoM OIyXOJIEBBIX KJIETOK. OmyxoJieBas akTUBHOCTb
U YCKOPEHHBIN BHYTPUKJIETOUHBIH 0OOMEH 00YCIIOBIMBAIOT MOBBIILIEHHOE UHTPALEIUTIOISIPHOE
coJiepkaHue MeTa0O0JINTOB HYKJIEMHOBBIX KHUCJIOT — IIYPUHOBBIX OCHOBAaHMM (KCaHTHMHA U
TUIIOKCAHTHHA), KOTOpBIE MOJ JEHCTBUEM KCAaHTMHOOKCHAA3bl MPEBPAIAIOTCS B MOYEBYIO
kucnoty. Ilpu paspyiieHuH KJIETOK €€ COJep)KaHHE B KPOBHU PE3KO BO3PACTAET U MOKET
nocrturatb 18 r/cyr (B HOpMe 2 T1/cyT). MoueBas KHCIOTa BBHINAJaeT B OCAJOK B
TJIOMEPYJISIPHOM ammapare TOoYeK (KaHaJbIbl IEepBOro mopsiaka, rae kuciaas Ph moun),
pazBuBaerca Mouekucinas Heppomatus u  OIIH. OcHOBHBIMM NaTOreHETHUYECKUMU
MexaHusmamu B popmupoBanuu OITH sBisitoTcst Mouekucias HepponaTHs U TUIOBOJIEMUS
(xucnas cpena, MOBBIIIEHHOE COJEpyKaHUE MOYEBOM KHCIOTHI Ha (poHe aeduunrta KuJIKOCTH
MPUBOJUT K €€ OTJIOKEHHIO B BHJI€ KPUCTAJIOB B MOYEBBIX MYTAX C MOCIEAYIOLIUM
passutueMm OITH).

I'unepdocdaremust pa3BuBaercs Ha 1-2 cyTku xumuorepanuu. B pesynpraTe pacnaga
OITYXOJIEBBIX MacC BHYTPUKJIETOUHBIN (hochop nepexoauT BO BHEKIETOYHOE MPOCTPAHCTBO U
nanee B KpoBsHoe pycio. [Ipu mpeBbllIeHMHM I[MOYEYHOro mopora 3Kckpeuuu ¢docdopa
pa3BuBaerca runepdocdareMusi, KIMHUYECKU TMPOSIBISIIOMIAACS CYyAOpPOraMH, apUTMHEH.
OnyxoJneBble KIETKH COJIEpPKaT 3HAYUTEIBHO OOJbIIee KOJIMYECTBO BHYTPUKIETOYHOTO
dbochopa, yem HOpMasibHble JTUMGONUTHL. B CBsI3W ¢ 3TUM NIpU paspylIEeHUU OITYXOJIH
BbLIETUBLINICS (hocdop moaBepraeTcsi MOBTOPHOMY HCIIOJIB30BAHUIO U YUAaCTBYET B CHHTE3€
HOBBIX OIyX0JIeBbIX KJeToK.[Ipu yBennuenuu coaepxanus pochopa v Kaablus B KPOBIHOM
pycie TOpOUCXOAUT mpeuunuranus ¢ocdata KaidblUs C MOCIEAYIOUUM pa3BUTHEM
rUNoKajgbIineMud. B knuHuke HabmromaroTcs aputMuu, cyaoporu, pexxe OITH B pesynbrare
pa3BUTHA OCTPOro He(pOKaNbIIMHO3a, CBS3aHHOIO C OTJIOXEeHHEeM ¢ocdaTa KaiblUs B

IIOYCYHBIX KaHaJIbIIaX.

OcHoBHbiMU ~ mpuHHMIaMu Tepanuu  CJIO  sBnstorcs ruaparanusi, KOPpPEKLIUs
MeTtabonmuecknx HapymeHuid u jedenue OITH.I'mneprupparamuio m3 pacuera 1500-3000
MJI/M2 B CYTKH B/B NpPOBOAAT, HauMHas 3a 1-2 JIHA 10 HayaJa XUMHUOTEpAaluM U 3aBepluas
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yepes 3-5 nmHell mocie ee OkoH4aHWsA. [l OIEHKH COCTOSHUST BOJHOrO OanaHca,
NPEJOTBPAIICHUS BOJEMHUYECKONH MEperpy3kd HEoOXOAMMO €XEJHEBHOE B3BEIIMBAHHE
MaIMeHTa, KOHTPOJb LIEHTPAIBHOTO BEHO3HOTO JIABJICHUS 2 pa3a B JCHb, AWYpe3a U OanaHca
KUJIKOCTU Kaxable 6 yacoB. [lowacoBoit mmype3 nomkeH coctaBisaTh 200-250 mu. Ilpu
HE/I0CTaTOYHOM MOYEBBLICIICHUN TOKa3aHa CTUMYJISIIHS JTa3UKCOM B o3e oT 1 1o 10 mr/kr,
OpU  COMYTCTBYIOUICH  T'HMOAIbOYMHHEMHH  TPOBOASAT  3aMECTUTENBHYIO  TEpaIuio
anpOymMuHOM. Ecim mpoBoAMMBIE MEPONPUSATHS HEIOCTaTO4YHO 3()()EKTUBHBI, BO3MOMKHO
MPUMEHEHHE JOolaMUHAa B TouedHoW mo03e (3-5 wMkr/kr/muH). Kputepuem anexkBaTHOMN

BOJIEMHUYECKOM HArpy3KH SBISETCS MOKa3aTelb MI0THOCTH Moun Menee 1010 r/i.

C 1enpo CBOEBPEMEHHOMN KOPPEKLIUHU AIEKTPOJIUTHBIX U1 OMOXMMUYECKUX HapYIICHUH B
MEPUOJT pacraga OMyXOoJdH HEOOXOIMM KOHTPOJIb 32 YPOBHEM Kallusl, KalblHs, KpeaTHHUHA,
MOYEBHHBI, MOYEBOI KUCIOTHI, 00miero Oenka, alb0yMUHOB (hocdaToB B CHIBOPOTKE KPOBH,
ompenenenue Ph moun 1-2 pasa B feHs.

[Ipn yrpoxaromel TrunepkalueMUd HEOOXOJAMMO MPOBEACHUE TI'€MOAMAIU3A,
sBIsifoerocss Hanbosee 3()()EKTUBHBIM CPEICTBOM ISl CHWIKCHHS COJCpPKAHUS Kajus B
CBIBOPOTKE KpoBH. K KOHCEpBAaTHBHBIM MEPONPHUATHUSIM KOPPEKIIUH THIIEPKATUEMHH OTHOCST
BBEJICHUE IPENapaToB KajblUs, KOHLEHTPUPOBAHHOW TJIIOKO3bl C MHCYJIMHOM, HaTpus
OukapOoHata. MOHBI KajblHs MO BIUSHHUIO HA CEpALE SBISIOTCS AHTAarOHUCTAMH HWOHOB
Kamust. [mroxkoHat wim xjopun kameimst 10% - 10-20 mi BBOAMTCS BHYTPUBEHHO OYEHB
MemieHHo. [Ipu otcyrerBum 3¢dexkta BO3MOKHO MOBTOPHOE BBeACHHE uepe3 S5-10 MHUHYT.
JleiicTBre mpenapaToB KalbliMsl HAUMHAETCSA Yepe3 HECKOJIbKO MHUHYT I10CJI€ BHYTPUBEHHOTO
BBelIeHUST W Tpojospkaercs B TeueHue 20-30 munyT. KOHIEHTpUpOBaHHAs TIIOKO3a
CTUMYJIHMPYET TPAHCKJIETOYHBIM Mepexoj] Kajus, €ro MOrJOLIEHHE KJIETKaMu IEYeHH U
MBIILIEYHBIMU BOJIOKHAaMU CKeJleTHOM Myckynatypbl. OObryHO BBOgutTcs 500 M 20%
rimoko3bl ¢ 20 EJl uncynuHa B Teuenue 1 yaca. Harpust OukapOoHAT Takke MOTEHUUPYET
BHYTPHUKJIETOUHBIM NEPEX0/l MOHOB KalMsl, OJTHAKO €ro Hesb3s Ha3HauyaTh OJHOBPEMEHHO C

npemnaparaMu KaJIblIHs B CBA3KU C BO3BMOKHOCTBIO CBA3BIBAHUA MOHOB KaJIBIUA.

C uenpl0 MPEJOTBPAIICHUS THUIEPYPUKEMHH TIpU OOJIBIION OIyXOJEeBOM Macce,
WHTCHCUBHOM XHWMHOTEpAanuu BcerJa JOHKHA MPEANIecTBOBaTh mpendasza, momorarormas
MOCTENIEHHO COKPATUTh OMYyXOJEBYIO Maccy W mnpenorBpaTutTh pazputue CJIO. C uenbro
MpEeAOTBpaIleHNs TpPeoOpa3oBaHMsl KCAaHTHHA W THUIOKCAHTHHA B MOYEBYIO KHCJIOTY
Ha3HAYAIOT  AJUIOMYPUHOJ,  SBJSIOMUAKUCS  CTPYKTYPHBIM  aHAJOTOM  THIIOKCAHTHHA.
ATNIOMYpPUHONT MHTUOUPYET KCAHTHHOKCHIA3Y, YTO MPUBOJIUT K CHIIKEHHUIO OOpa30BaHUs
MoueBOor KHUCIOTHI. [Ipenapar HazHayaeTca BHyTpp B no3e 600 mMr B cyTku 3a 1-3 mHS A0
Havyana mpeadasbl U Jajiee HEMPEPhIBHO B TE€UEHUE KYypCOB XUMHOTEpPANUUd O MOMEHTA
MaKCUMaJIbHOTO COKpAIlleHUsI pa3MepoOB OIyXOJEBBIX OYaroB , IIOCJIE€ Yero Jo3a
ajuionypuHona cokpamaercas g0 300 Mr B CYTKM W UCHOJB3YETCS [0 OKOHYAHUS
XUMHOTepanuu. [[Jsi MOBBIIEHNS paCTBOPUMOCTH MOYEBOM KHUCIOTHI HEOOXOMMa IIeJI0uHas
cpena. C 3Toil uenpio Ha3Hayaetcs 4% pacTBOp HaTpus ruapokapOoHara u3 pacuera 15-25
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MI1/9ac TU00 KPYTIIOCYTOUHO B BHJI€ HEMPEPHIBHON MH(Y3UH, INOO OOITIOCHBIMU BBECHUSIMU
4-6 pa3 B CyTKM B TeueHHe Bced mperndassl u 1-ro Kypca xumuorepanuu. Kak mpasuiio,
BBIIICYKA3aHHOM J03bI JOCTaTOYHO JJsl aJCKBaTHOTO oOllesiiaynBaHusi mMouu, Ph  koropoit
nomkeH ObITh 7,0 u 6onee. KoHTponb ciaenyeTr mpoBOIUTH HE pexke 1 pa3a B CYTKU C IENbIO
KOPPEKIHS 1036l BBOJIMMOIO THAPOKapOOHATa HATPHSI.

Tsoxensrit CJIO 4acTo OCIIOKHSAETCS Pa3BUTHEM THIIOKOATYIISAIIMOHHON (ha3bl CHHIpOMaA
JTUCCEMHUHUPOBAHHOTO BHYTpHcocynuctoro cBepThiBanus ([IBC), TpeOyromero maccuBHON

3aMECTUTEJIbHOW Teparnuu CBeXe3aMOpoKeHHOH 1u1azmMoil (He Mmene 1000 mi 2 pa3a B JeHb),
KOHIICHTpaTaMH TPOMOOIIUTOB, HEPEKO, IPOBEACHUS T1a3zMadepesa.

JleueHue aHeMHUH Y OHKOJIOTHYECKHX 00JIbHBIX

IImywxun B.B., Cuecosoui A.B., /lasuoenxo U.C., [asvioxun HU.JI., Koponesa U.A.,
Ilocnenosa T.U., Yepnoe B.M., Aapro M., [1oooyornas HU.B.

OnpeaejgeHue aHeMUH

AHemHsT TpHU 3JIOKAUeCTBEHHBIX HOBooOpazoBaHusx (A3H) omnpenensercs Kax
CHIDKEHHE KOHILIeHTpanuu remMoriaobuHa (Hb) Huke HopManbHOTO 3HaYeHHsI, 00YCIOBIEHHOE
KaK HaJIMIMUEeM CaMOM OMyXOJId, TaK U ¢ ee JedeHueM. Crnadasi CTereHb aHEMHUH TTPEICTABIISIET
coboii cHmxkenue koHueHtparmuu Hb B amamazone ot 100 mo 119 r/nm, anemus cpemneit
crenenn — KoHueHtparus Hb ot 80 1o 99 r/n, Tspkenas anemust — koHreHTpanust Hb Huxke
80 /1.
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IIpyyKMHBI pa3BUTHSI AHEMHHU U €€ PACIIPOCTPAHEHHOCTh

Anemus Y OHKOJOIMYCCKUX OOJIBHBIX MOXET Pa3BUBATLCA BCICACTBUC CaMbIX

PAa3JIMYHBIX IPUYHH, B TOM YUCJIC:

®  HEJO0CTaTOK KeJe3a U BUTAMHUHOB (Yallle BCETro);

e Hamuuue omnmyxoiu (MHPWIBTpAIMs KOCTHOI'O MO3ra, KPOBOTEUEHHUE, THIEPCIUICHU3M,
aHEeMUs XPOHUUYECKHX 3a00J1eBaHU);

® [POTHBOOIYXOJIEBOC JieueHHEe (OOIIMpHAs JiyuyeBas Tepamusi, WHAYIHPOBaHHAsS
XUMHOTEpAued W JPYTUMH ITPOTHBOOITYXOJIEBEIMU TperapaTaMu KOCTHOMO3TOBas U
MOYCYHAsI TOKCUYHOCTh, MHIYIIMPOBAHHBIN IIperapaTaMu reMOJIn3);

e  comyTrcTBYIONHE 3a00eBanus (TeMOTIOONMHOTIATHH, 3a00JIEBaHUS TIOYEK U JIp.).

AHeMHs1 Yy 00JbHBIX C COJTMIHBIMH ONYXO0JISIMH

AHeMmusi, acCOLIMUPOBAHHAA C XPOHUYECKUMU 3abosieBaHUSIMH, MPUCYTCTBYET y 40%
OOJIBHBIX C CONMIHBIMU HOBOOOpa3zoBaHusiMu. Ciabasi cTerneHb aHeMuu BeTpedaercs B 30%,
cpenHsis creneHb — B 9% u Tskenas anemuss — B 1% ciyuaeB. YacroTa pa3BUTHS aHEMHUH
BO BpeMsi XUMHUO- WU JIy4eBOM Tepanuu coctasiseT 54% (cnabas crenenb — 39%, cpenuss
— 14% u Taxenas 1%). Anemus yvame BcTpeuyaeTcs mpu pake jerkoro (71%) u omyxonsax
KEHCKOW pPETpOIyKTHUBHOM cHcTeMbl (65%) M BO3pacTaeT ¢ YHCIOM IMOJYYEHHBIX KYpPCOB
JICYEHUSI.

AHemusi y 00/1bHBIX ¢ HOBOOOPa30BAHUAMH KPOBETBOPHOI CHCTEMBbI

AHemHsT MOXET NpPUCYTCTBOBATh NPU MHUENOAMCIUIacTHUecKuX cuHapomax (MIC;
gactota 60-80%), Bcex Tumax JeiiKO30B (OCTPBIX M XPOHMYECKHX, JIUM(OUIHBIX U
MUEIIOUTHBIX ), MHOXXECTBEHHOU Muesnome u muMpomax (10 71,6% Ha MOMEHT TUarHOCTHKH).
Ona Takke MOXXET OBITh CIEJCTBUEM XUMHOTEpAaluu IO IOBOJY HEOIUIACTHYECKOTO
IpoLecca, BOZHUKATh I0CJIE€ TPAHCIIAHTALIMM ayTOJIOTMYHBIX WM AJUIOTEHHBIX CTBOJIOBBIX
KJIETOK.

O0cienoBanue 001bHBIX C aHEMHEH

e Jlpu cbope aHamHe3a y OOJBHBIX C aHeMHEHl HEOOXOIUMO OOpaTUTh BHHMAaHHE Ha
BO3MOKHOCTh HAacJIE/ICTBEHHON aHEMUHU MJIM TeMOTTIOOMHOIIATHH, a TAKXKe Ha XapakTep U
JUTUTENIFHOCTh TPEAIIECTBYIOIIEH MPOTUBOOIYXOJIEBONW Tepanuu (BUJ JEKapCTBEHHOMN
TepanuH, KOJIMYECTBO KypCOB, MHEJIOTOKCHYHOCTh, BKIIIOUEHUE IMPENapaToB IJIATHHBI).
3areM cleAyeT OLEHHTh Ma30K KpPOBH, ONPEAEIMTh YHUCIO PETUKYIOLHUTOB U IpU
HEOO0XOMMOCTHU BBINOJIHUTH UCCIIE0BAaHHE KOCTHOIO MO3ra. TakkKe BaKHBIM SIBIISETCS
OLIEHKa ITOoKa3aTelieil oOMeHa jkene3a — coiep)kaHue ChIBOpoToyHOro epputnna (CP) c
nornpaBKoi Ha coaepkanue C-peakTHBHOro Oeinka (MOBbIIIEHHE (eppUTHHA KaK Oerka
ocTpoii (a3el MpU BOCMANEHWM), HackimleHue TpaHcheppuna xemnezom (HTXK),
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cozepkanue (oraToB KpoBH M BHTaMUHa Bip. Heo0XxoamMo OIeHHTH BO3MOXKHOCTh
CKPBITOrO KPOBOTEUCHHS U3 JKemynouHo-kumeyHoro TpakTa (JKKT) (mpoObl Ha CKpBITYIO
KpOBb B  CTyJl€, DSHJOCKONMYECKOE HCCIECIOBaHUE) M  HAIWYUE IOYECYHOU
HEIOCTaTOYHOCTH (KJIMPEHC KpeaTuHUHA MeHee 60 MII/MUH), KOTOpas MOXKET OTpakaTh
IIOpaKEHHE ITOYEK CO CHMKEHUEM coiepkanus sputponostuHa (3110) kposu [D].

e VYV OONBHBIX XPOHHYECKUM JTUMQPOICUKO30M, HEXOKKUHCKUMH JHUM(POMaMU H Yy
OOJIbHBIX C AayTOMMMYHHBIM 3a00JieBaHHEM B aHaMHE3€ CIIEAYET BBINOJHUTH MpPOOy
Kym6ca.

e Konuenrpauuss sHaoreHHoro spurponodtuHa (OI10) moxer mpencka3arb OTBET Ha
nedeHrne y OOJIbHBIX Mmuenoauciuiazueid [D] m JomkHa ompenensThCsl TOJNBKO B ITOM
rpymnmne O0JbHBIX.

e [Ipu BO3MOXXHOCTH HEOOXOAMMO MPOBECTU KOPPEKIUIO BHISIBJICHHBIX IPUUMH aHEMUU J10
MPOBE/ICHUSI 3aMECTHUTEIbHBIX TPAaHCPY3UH OSPUTPOLUTOB (€CIM HET SKCTPEHHBIX
MIOKa3aHUN) WM Ha3HAYEHUs SPUTPONO33-cTumyiupyroumx npenaparo (IOCII) u
npenapaToB xenesa [A].

e HeoOXoauMOCTh JICYCHHS AHEMHH OIPEIEISICTCS €€ OTPHIATCIBHBIM BIIMSHACM Ha
KaueCTBO >KU3HU OHKOJOTHYECKUX OOoNbHBIX [l] ¢ pasBuTHEM ciabocTH. AHEMUS TaKkKe
SIBJISIETCSL OTPHUIATENBHBIM MPOTHOCTUYECKUM (PAaKTOPOM TMPOJOKUTEIBHOCTH KU3HU
Mpu OOJTBITMHCTBE TUTIOB omyxoJieH [1]. ¥ HekoTOphIX O0IBHBIX aHEMHUS MOXKET U3MEHSTh
AKTUBHOCTH MPOTHBOOITYXOJIEBOTO JICUCHUS (OTIEIbHBIX ITUTOTOKCHYECKUX IPEnapaToB

Y JTy4eBOU TEparum).
JleyeHune aHeMuu

TpamuimoHHBI METOJI KOPPEKIIUK CHIKEHHOTO HD ¥ sKU3HEyrpoKaroIux CUTyanui,
CBSI3aHHBIX C KpoBomoTepei (OOIIMpHBIE oOmepalud M TpaBMa) — 3aMECTUTENIbHBIE
TpaHC(hYy3UH S3PUTPOMACCHl — HE SBISIOTCS Oe30macHbIM U 3()(HEKTUBHBIM METOJIOM Y
OHKOJIOTMYEeCKHX  OoibHbIX. IlepenuBaHust spuTpoMacchl MOTYT — COIPOBOKIATHCS
TeMOJIMTUYECKUMH  peakiusMd, B ToM uyucie (atampHbiMu  (dactora —1:1000),
TpaHC(HY3UOHHBIMH ~ TOpaXKeHHssMH  Jlerkux (wactota — 1:5000), OakrepuanbHOI
KOHTaMHUHaIue, B ToM 4yucie QarampHeiM cerncucoM (dactota — 1:10 000), mepemaueit
BupycoB renatuta B (qactora — 1:30 000), renatura C u Bupyca UMMyHOJIe(HUIINTA YeTOBEKa
(wactrota — 1:1 000 000). Kpome TOr0o, MHOTHE MOTEHIIUAIBHO ONACHBIE BUPYCHbIE HH(EKIUU
B HacTosilllee BpeMs Yy [JOHOPOB He TecTUpyloTcs. Hapsny ¢ BbllIecKa3aHHBIM
MMMYHOJICTIPECCHsI, BBI3BaHHAS IEPETMBAHUEM SPUTPOLUTOB, MPHUBOAUT K IOBBIIICHUIO
pucka TpomM0030B, MH()EKIMOHHBIX OCIOKHEHHA M CHIKEHHEM Oe3peluIUBHON U oOuiei
BBDKMBAEMOCTH TIPU psiie OMYyXOJEBBIX 3a00seBaHUi (KOJOPEKTANBHBIA paK, pak MOYEBOTO
ny3bipsi). [loBbimenne koHueHTpauu HD mocne Tpanchy3uii sBiseTcss KpaTKOBPEMEHHBIM U
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JUISL IOIZIEPKAHUSL €0 HOPMAJIBHOTO 3HAUEHHs X HE0OXOAUMO MOBTOPSATH. B CBs3u ¢ aTHMHU
¢akramu  BO3  pexoMeHAyeT MaKCUMAJIbHO  PETJIAMEHTHPOBATH  3aMECTUTEIIbHBIC
reMOTpaHC(y3UH U KCIIOIb30BaTh AbTEPHATUBHBIC METOAMKHU Koppekimu Hb.

Cormacno mnpukazy MunucrepctBa 3xapaBooxpanenuss Ne363 ot 25.11.2002,
reMoTpancpy3uu TpH CHUKCHHH KOHIICHTpAIK remoriodnna meree 70-80 r/n moka3aHbl B
Cllydya€ OCTPBIX TIIOCTIEMOpPpParMuecKux aHeMuil, Tpu OAHOMOMEHTHOM CHIKCHHH
remaTokpuTa 10 25% u menee. [Ipu XpoHHUECKUX K€ aHEMUSX TJIABHOM 3a/layeil ABISICTCS
yCTpaHEHHE MPUYHMHBI, BBI3BABIICH aHEMHIO, M TeMOTpPaHC(PY3HH HA3HAYAIOTCS TOJBKO IS
KOPPEKIIMH BAXHEUIIUX CUMIOTOMOB, OOYCIIOBIIEHHBIX THUIIOKCHEH BCJICICTBHE CHIKCHUS

FCMOFJI06I/IH21, 1 HC IIOAJal0IUXCA OCHOBHOH IMaTOIr¢HETHICCKOM TCpaIiunu.

ANBTEpHATUBHBIM METO/IOM KOpPPEKIMW aHeMmuu sBisiercs HasHaueHue OCII B
MOHOTEpANUU WIK B KOMOMHAIMK ¢ npenapaTamu xene3a. Mcnons3oBanue DCII no3omnser
MOBBICUTH MPOAYKIMIO SPUTPOLUTOB KOCTHBIM MO3IOM M YBEIUYUTH conepxanue Hb Oe3
NEPeNMBaHUsl  JTOHOPCKHX  OpUTPOIUTOB. CHCTeMaTH4YecKHe aHalu3bl  PE3yJIbTaTOB
KOHTPOJIMPYEMBIX HCCIEIOBAaHUNA, CBHIETEIBCTBYIOT O TOM, 4ro mnpuMmeHeHne OIIO y
OHKOJIOTUYECKUX OOJIbHBIX C aHEMHUEH, IMOJIydaloluX XMMHUOTepamnuto, a Takxe npu A3H
noBbimaeT Kouienrpauuio Hb B 60-70% ciyuaes [l]. Ilpu srom npumenenune IO
COITPOBOKIAETCS 3HaYMMBIM COKpaIleHUuEeM HE00X0IMMOCTH 3aMECTHUTEIbHBIX
remotpancy3uit (otHocuTenbHbIN puck 0,64; 95% AN 0,6-0,68). Y GOJbHBIX C COJIUIHBIMU
OITyXOJISIMH U OOJIBHBIX, MOJyYAIOMINUX TUIATHHOCOJEPKAIYI0 XUMHUOTEPAITNIO, TPUMEHEHHE
OCII 6onee 3¢pdhexTUBHO, YeM MPH APYrUX TUIAX OMYXOJIeH U Ipyroi xumuoTepanui [ ].

B psne wuccnenoBaHuMi MPOJEMOHCTPUPOBAHO IOBBIIIEHUE KAauyecTBa JKU3HU,
OLICHEHHOE pa3HbIMH crnocobamu, npu mnpumeHeHuun OCII [ll]. Opgnako B apyrux

HCCICOOBAHUAX pa3jIndHrsd B ITOKA3aTCIIAX KaUCCTBA )KU3HU IMPHU3HAHBI HE TJOCTOBCPHBIMHU.

B 1o xe Bpems OCII mnoBblmaoT  BEPOSTHOCTH TPOMOOTHYECKHX OCIOKHEHUI
(otHOCHTENbHBIN puck 1,67; 95% JAW 1,35-2,06). besomacnocts mnpumenenuss OCII y
OHKOJIOTUYECKUX OOJBHBIX C TOYKM 3peHHs] oOmed U Oe3peluIuBHON BBDKHMBAEMOCTH
Cero/iHsI aKTUBHO H3y4YaeTcs, OJHAKO pe3ylbTaTbl HCCIEIOBAaHUM  HEOJHO3HAYHBI.
CymectByer 3 MeTaaHanu3a, TMoOKa3biBalOmMX HeratuBHoe BiusHue OCII Ha 00mIyIO
BBDKMBAEMOCTh, U 2 METaaHalM3a, HE BBIIBUBIIMX MOJ0OHOTO BiusHUA. Bo Bcex 3Tux
MeTaaHalln3ax He ObUIO BBISBIEHO 3HAUMMOI'O HEraTWBHOTO BiMsHUS npumeHeHus OCII y
OO0JbHBIX,  MOJYYAIOIIMX  XMMHOTEpanuioo.  BONbIIMHCTBO  SKCHEPTOB  CUMUTAET
HenenecooOpasHeiM npuMmeHeHne OCII y OoJbHBIX, HE MOJNYYAIOUIMX XUMHOTEpANHio, 3a
uckmouennem nanueHtoB ¢ MJIC. Ilocnennue omyOnuMKOBaHHBIE — MCCIEIOBAaHUS
CBUJETEIBCTBYIOT O BO3MOXXHOM IO3UTHBHOM BiMsHUMU HaszHaueHus OCII Ha mokaszatenu
BBDKMBAEMOCTH (IIPpM MX MNPUMEHEHWH B COOTBETCTBUM C MPHUHATHIMH CTaHAApTaMHU Yy
OOJNBHBIX, TMOJYYalOUIMX XUMUOTepanuio). HenaBHO mnpoBeneHHbIE  MeTaaHAIU3BI,
BKJIIOYMBILNE PE3yIbTaThl IOCIEIHUX MCCIEJOBAHUN CBUIETEIBCTBYIOT 00 OTCYTCTBHHU
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3Haunmoro BiustHUA OCII Ha mokaszarenu oOmiedl u Ge3peluUBHON BBDKMBAEMOCTH IpU

Ha3HAYCHUU 110 3apCruCTPUPOBAHHBIM ITOKAa3aHHUAM.

VYuuTeiBass BBICOKHMI pHCK pa3BUTHS aHEMHH Yy OHKOJOTHYECKHUX OOJNBHBIX H
nokazanuyr 3¢dexruBHocTh IJCII B ee nedenun, DCII moryr OBITH pPEKOMEHIOBAHBI
OHKOJIOTUYECKHM OOJIbHBIM C aHeMHeW IpH YCJIOBUH COOJIIOJICHHS YKa3aHHBIX HIDKE

IMPUHIHUIIOB HA3HAYCHU.
AHeMus IpHu COJIMAHBIX HOBOOﬁpaSOBaHI/IHX H J'II/IM(l)OMaX

o Ilokazanumem k HaszHaueHmio OCII gBisgeTcd neueHHME KIMHUYCCKH 3HAYMMON aHEMMH,
BBI3BAHHON  XMMMOTEpanued y  B3pOCHbIX  OOJNBHBIX €  HEMHUEIOUTHBIMU
HOBOOOpa3oBaHUsAMH. Llenpro JieueHus: SBISIETCS NPEIOTBpALICHHE TeMOTpaHCy3uil U
UX BO3MOXXHBIX OCIIOKHEHHH (TIeperpy3ka jkene3oM, nepepada WH(PEKIHH, CBA3aHHAs C
TpaHC(Y3UsIMH UMMYHOCYIIPECCHS) Y TOBBIIIEHUE KA4YeCTBa JKU3HH ITYyTEM ITOBBIIICHHUS
KoHIeHTpauuu Hb.

e  OpHUEHTUPOBOYHOM KOHIIEHTpAIMel reMorio0nHa, KoTopas siBJisieTcs 0€30MacHOU, U B TO
&Ke BpeMsi 00eCTIeUrBaeT yIOBICTBOPUTEILHOE KA4€CTBO KHU3HU OOJBLHOTO, siBiisieTcs 120
I/, OJHAKO TJIABHOW MEJbIO SBISIETCS CHIDKEHHE TOTPEOHOCTH B TIEPEIMBAHUIX
3PUTPOLUTAPHON MACCHI.

e [Ipumenenne OCII MoxeT cuuTaThCs IeIeco00pa3HbIM y OOJIBHBIX C YMEPEHHOM
anemueil (koHuentpamuss Hb menee 100 r/m), monydarommx XHMHOTEpANUIo, IMPHU
HaJIMYUU CHMIITOMOB aHEMHUU WU JUIsl TNPEAOTBPALLEHUS JalbHEHIIEro CHHKEHUS
koHUeHTpauuun Hb, a Takke y OONBbHBIX € OBICTPO CHMIKAIOLIECHCS KOHILIEHTpauuen
remornioouna no npuurae XT [I, Al.

e VYV OonbHBIX, HE MOJyYarOIMUX XuMuoTepanuio, npumeHenne OCII HemnenecoobpasHo,
MIOCKOJIbKY HE HCKJIIOYEH HEraTUBHBIM A(Q(EeKT Ha IOoKa3aTead BBDKUBAEMOCTH MpU
HazHaueHuu DCII npu konuenTpanuu Hb Boime 120 r/xa [1, A].

e  Pexomennaruu no no3upoBke npemnapatoB ICII npencraBnenst B Tadm. 1.

e Ecnu xoHuentpanus Hb nocne 4 Henenb jedeHns MOBbICHIACH KaK MUHUMYM Ha 10 1/,
no3a JCII mokeT OBbITh OCTaBIIEHA MPEKHEHN WK CHIDKeHa Ha 25-50%.

e Ecau xonuentpauus Hb 3a 3TOT mepuoj nmpumeHeHus: MOBBICHIACh MeHbIIe yeM Ha 10
I/, HEOOXOAMMO MCKIIOYUTh Hajluuue (QYHKIMOHAIBHOTO JeHIMTa >Keje3a C
Ha3HAUEHUEM I[IPENapaToB  JKejle3a BHYTPUBEHHO. YBenumdeHue A03bl  OCII
HerenecooopasHo (Tabm. 2).

e B cmyuae noctwkenus sddekra (JOCTHKEHHME HOpMalbHON KoHueHTpamuu Hb)
npumeHenre DCII 1omkHO OBITH OCTAaHOBIIEHO B TeueHHe 4 Heslelb MOoCiIe OKOHYAHUS
XUMHOTEPAIINN.

e Ecau nossimenue koHnentpauuu Hb <10 r/n nmocne 8-9 nenens neuenus, orset Ha JCII
MaJIOBEPOSATEH U JIEYEHHE CIENYET IPEKPATUTb.

e Ecnu xonnentpauus Hb yBenuumaercst >20 r/n 3a 4 Henenu wnu npesbimaer 120 r/m,
71032 J0JKHA OBITh peaynupoBaHa Ha 25-50%.
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e Ecmu xonnentpamms Hb mnpessmmaer 130 1/7, nedeHue cieayer NPEKpaTHTh O
camwkenus Hb mmke 120 /i1 1 ganee BO30OHOBUTH ¢ peIyKIUeH 10361 Ha 25%.

e [Iponomxenne npumeHenus: ICII cBoiie 6-8 Henenb NpuU OTCYTCTBUU dPdEeKTa B BHUIC
noBeimieHuss Hb Ha 10-20 1/m wnm CcHWKEHHS TOTPEOHOCTH B TeMOTpaHCQY3HSIX
Herenecoobpasto [I, Al

AHemusi y OoapHbix MJC W mnanmueHTOB, MNOJYYHBIIMX TPAHCILUIAHTAILUIO
reMoOno3THYECKHUX CTBOJOBBIX KJIETOK

e V OompHbix MJIC HH3KOTO/IPOMEKYTOUYHOro-1 M HHU3KOTO pHCKA, OLIEHEHHOTO Ha
ocHoBanuu Kkl IPSS, OCII ¢ nnmm 6e3 ['-KC®D MoryT ucmoib30BaThes 7151 KOPPEKITUU
aHeMuu. B panmomMu3supoBaHHBIX HccnenoBanusx npumenenue JCII vamie mpuBoIUIIO K
HopMmasnu3aiuu KoHienrparuu Hb (36,8-42%) no cpaBuenuto ¢ koutposiem (0-10,8%)
[II]. Y GonbHBIX ¢ Oosiee BRICOKOM MCcX0aHOM KoHIeHTpanued D110 (> S00E/n) ormeuen
MeHbui 3¢dexr (27,3%) mo cpaBHEeHHIO ¢ OOJIBHBIMH C 0OJee HU3KOH HCXOIHOM
koHnenrpauueit 10 (39,4%). Jleuenne OCII mpoBomutcs B noze 40 000-60 000
ME/menemo mist sputponiodtuHa u 150-300 Mkr/HEenero s qapOenodTHHA, 110 KpaitHe
Mepe, B TeueHue 8-10 Hemens [B]. [Ipu KOHIICHTpAIIMU KOJIBLEBBIX CHIEPOOIacTOB OoJiee
15% x teparmuu ICII nenecoodbpazno nodasuts I -KCD. IIpeaukropamu orBera Ha DCII
SBIISIIOTCSL HU3Kasi MOTPEOHOCTh B 3aMECTUTENBHBIX TPAaHCPY3HUAX SPUTPOLUTAPHON
Macchl (MeHee 2 eJl. B Mecsll), KoHreHTpanus saaoreHHoro 2110 menee 100-200 ME/mn
u noxrtun MJIC pedpaxrepHas aHemus.

e (Cpa3zy mocine ayToJOTHYHON TpaHcIaHTanuu orBeT Ha DI1O cHUXEH, HECMOTPS HaA TO,
yto 3HAoreHHsl IO npoaynupyeTcs moykamMu B MOBBILIEHHOM KonuuecTBe. [lozxke
YYBCTBUTEIHHOCTh TPAHCIIAHTUPOBAHHBIX KieTok K OIIO BoccraHaBnmmMBaeTcs W
HE00XO0JIMMOCTb B FeMOTPAHC(PY3USIX YMEHBIIACTCS.

e [locne amnoreHHOM TpPAHCIUIAHTAMM OTBET KOCTHOTO Mo3ra Ha ctumyssinuio OI10
HacTynaet ObicTpee. OmHAKO BOCHMATUTENbHBIE ITUTOKHHBI, PEAKIMS TpaHCIJIaHTaTa
MPOTUB XO35MHA M MMMYHOCYIIPECCUBHAsl TE€pamusl BHI3BIBAIOT HE TOJBKO CHIDKEHUE
npoaykuuu sHporeHHoro JI1O, Ho m cHmxkawt otBer Ha JIIO. Ilpumenenne ICII
oka3anoch 3PGEKTUBHBIM MOCHE AIJIOTEHHOW TPAHCIUIAHTAIMU, OJHAKO OHH JOJIKHBI
HCIIOIb30BaThCs B Oosiee BhICOKMX J103ax (10 60 000 ME/nenento) [B].

CpaBHurenbHas xapakrepucruka JCII

JIaHHBIX ~ OTHOCUTENBHO pa3nuuuil  d(PpPeKTUBHOCTH ¥  OE30MACHOCTH  MEXIY
paznuunbiMu JCII He cymecTByer [1].

Tem He wMenee, B Poccuiickon ®@exnepauuu OTCYTCTBYET 3aKOHOJATEJIbHAsS
HEOO0XOUMOCTh MPOBEAECHUS KIMHUYECKMX HCCIEeIOBaHUN Ui OMOAHAJIOroB, WU K HUM
MPUMEHSIOTCS TaKue ke TpeOOBaHUs, KaK K JDKEHEpHKaM. B CBS3M ¢ BBICOKOW CIIOKHOCTBIO

MOJIEKYZT OMOAHAJIOTOB W BO3MOXKHOCTHU CYIIECTBEHHBIX H3MEHEHUH 3(PPEKTHUBHOCTH H
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MMMYHOT€HHOCTH TpU TNPUMEHEHUH OHOAHAIOTOB IO CPAaBHEHUIO C OPUTMHAIBHBIMU
MOJICKYJIaMH, COBET O3KCIIEPTOB MPEIyNpekaaeT O HEOOXOAUMOCTH OCTOPOKHOCTH MpHU
MPUMEHEHHUU TPenapaToB, He MPOIIEAINX (HOpPMAIN30BaHHBIC UCCIIEOBAHUSI.

Be3onacHocts u nepenocumocts ICII

e OCII He 1OMKHBI UCIOIB30BATHCS Y OOJIBHBIX C M3BECTHOW TMIEPUYBCTBUTEIHHOCTHIO K
HUM WIHM K UX KOMIIOHEHTaM, a TaKKe€ y OOJIbHBIX C HEKOHTPOJIUPYEMOU apTepuaibHON
runeprensueil [B]. Ux pelictBue Ha OOJBHBIX C HApyIICHHON (yHKIMEH NeueHH He
W3BECTHO, MOA3TOMY Y OOJIBHBIX C 3a00JEBAHUSMHU IEYCHU HMX CIEAYyeT HMPUMEHSTH C
OCTOPOKHOCTRIO [D].

e  OTHOCHUTEIBHBIA PUCK TPOMOOIMOOIHMUECKUX OCIIOKHCHHU TOBBINIAeTCS HA 67% mpu
ucnonszoBanun DCII no cpaBuenuto ¢ mianedo (OP 1,67; 95% AW: 1,35-2,06) [I].
Ucnonp3oBanne ICII nomkHO OBITH TIIATENBHO O0JYMAaHO Y OOJBHBIX C BBICOKHM
PUCKOM TPOMOOIMOOIMUECKUX OCIIOKHEHH, HAPIMEP C TPOMOO30M B aHAMHE3E, TT0CIIe
XUPYPrU4ecKoro mnocoOusi, NpHU JIMTENIbHOM HMMMOOWIM3ALMK WIA OrpPaHUYEHHON
aKTUBHOCTH, a TaKXe Y OOJIbHBIX C MHO’)KECTBEHHON MHEIOMOM, MOJIy4aBIINX TaIUI0MUL
WIK JICHAIWJOMUJ B KOMOMHAIMUM C JOKCOPYOMIIMHOM U KOpTuUKocTepouaamu [D].
JlanHbIE O TIPOPHUIAKTHYECKOM HCIOJIB30BAHUM AHTHKOATYJISTHTOB WJIM AaclUpUHA
OTCYTCTBYIOT.

e VYV GOJBHBIX C XPOHUYECKON MOUYEYHON HEJOCTATOYHOCTHIO OMMCAHBI CIydau UCTHHHOMN
spUTpouUTapHON amjazuu npu npumeHeHun OCII, BbI3BaHHON HEHUTpaIU3yIOIKUMU
autu-OI10 anturenamu [V]. CiydaeB HCTHHHOW SPUTPONUTAPHON arjia3uud Cpeau
OHKOJIOTHYECKUX 001pHBIX He omucaHo [II, B].

Hpyrumu ocnokHeHussiMu jedeHust DCII SBISIOTCS peAkue aljaepruuyeckue peaxkiuu,

BKJIIOYAsl yAYIIbE, KOXHYIO CbIIIb W KpAIlMBHUILY; apTpalruu; nepudepruueckue OTEeKH;

HE3HAYMTENIbHAS U MPEXo/isias 00Jib B MecTe UHbeKIuH [I].

PexoMenganuu 1o KOHTPOJIIO COoA€EpPKaHUA Ke€JI€3a U NIPUMECHCHUIO IpemapatroB
KeJie3a

e Heo6xomumbl ucxomnoe u nepuomndeckoe usmepenne HTXK, CD u C-peakTuBHOTO
6enka [D] B cBsa3u ¢ Tem, 4ro y yactu OonbHBIX Ha (oHe Tepanuu DCII OvIcTpo
pa3BuBaeTcsd aOCONIOTHBIA WM (YHKIMOHAIBHBIA AehuIuT >keneza. Y OOJBHBIX C
aHeMuell 1 1e(UIMTOM KeJie3a BBeJCHHE MpenapaToB jKejle3a NPUBOAUT K 3HAYUTEIBHO
OosblIeMy TOBBIIIEHUIO KOHIEHTparuu Hb, yem 6e3 nmpumeHeHus Kele30CoAeprKaInx
IpernapaToB WM MIPU Ha3HAUEHHUH MPEraparoB xeesa nepopaisHo [11, A].

e Jlognepxka mpenapaTaMy keje3a TaKKe YMEHbIIAET YUCIO OOJbHBIX, HYKIAIOIINXCS B
TpaHcy3usax 3puTpouuTos [1].

e Jlo3upoBKa M KpaTHOCTh HA3HAYEHUS MperapaTroB jkeje3a Ui B/B  BBEIEHUS

MIpeICTaBJICHBI B Ta0. 2
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AJNropuTM HCCIEI0BaHUS 0OMEHa jKere3a JoJbKeH BKitovath onpenenenne HTXK u CO.
OpHEeHTHPOBOYHBIMU TIOKa3aTeNsIMu sBIsitOTCs conepkanue CO menee 100 mr/mn u HTXK
Mmenee 20%. Y oHKkosorndeckux O00ibHbIX mpu coaepkanun CO menee 100 Hr/mi peus unet
00 abcomoTHOM JaedUIUTE JKelne3a M HEoOXOIUMOCTH TepaluH IpernapaTaMu Kelesa,
NPEINOYTUTEIIEHO BHYTPUBEHHO, T.K. IIEPOPAIbHOE JKEJIe30 IUIOXO BCACHIBACTCS M HE
BOCTIONHSIET HemocTaTok xene3a. [Ipu 6omnee Beicokom CD (100-800 ur/min) u HTXK menee
20% MOXHO aymaTh 0 (QYHKIMOHAIBHOM nedurute xene3a u yederane DCII Heobxomaumo
JOTIOJTHUTh ~BHYTPUBEHHBIMU IIperapataMu kene3a. JIONMOJHHUTEIbHBIMH — MapKepamu
nepuuuTa Kejle3a MOXKET CIYXKHTb COJEp)KAaHHE TUIOXPOMHBIX JIPUTPOIMTOB B
nepudepruyeckoir kpoBu Oonee 5% wu kouueHTpanuu Hb B perukynonurax meHee 26

MTAKOTPaMM.

B cBsa3u ¢ BO3MOXHBIM B3aUMOJICHCTBUEM JKEJIE€3a M HEKOTOPBIX LIMTOCTATUKOB
(aHTpalMKJIMHBIL, Tpenaparbl IJIATHHBI) HEOOXOIUMO BO3JEPKHUBATHCS OT BBEICHUSA

MPEIApaTOB KeJie3a B IHU BBEJICHUS TPOTUBOOIYXOJIEBBIN MMPENapaTos.

Be3onacHocTh M NepeHOCMMOCTH MNpenaparoB :Kejie3a /AJsi BHYTPHBEHHOIO
BBeJICHHS:

e B KpymHBIX paHJIOMHU3HPOBAHHBIX KOHTPOJIMPYEMBIX KIMHUYECKUX HCCICAOBAHUSX HE
OBUTO TIOKA3aHO PA3JIMYMi B YAaCTOTE BOSHHUKHOBEHHS HEKEIATENBHBIX SBICHUNA MEXKIY
rpynmnaMu OOJIBHBIX, TOTYYABIIHNX JKeJIe30 BHYTPUBEHHO, U KOHTPOJIBHBIMH TPYITIAMHU.

e  BO3HHMKHOBEHHE AIJICPIrHYECKUX M aHA(PHIAKTOUIHBIX PEaKIUi, B OCHOBHOM, CBSI3aHO C
MIPUMEHEHHUEM JIEKCTPaH-COJIePIKALINX MPEnapaToB, JaXe HU3KOMOJICKYIISIPHBIX.

e lcmonp30BaHME MPETapaToB, COAEPIKAIINX JEKCTPaH, BO3MOYKHO TOJBKO B CTallMOHAPE C
BO3MOXXHOCTBIO OKa3aHUs MPOTHBOMIOKOBOW Tepanuu. [larueHTsl JTOJDKHBI HAXOAUTHCS
MOJT MPUCTATLHBIM HAOJIOJICHHEM Bpada BO BpeMs BBEICHUS IperapaTa U B TEUeHHE |
gaca [ocJie Hero.

e (OOmas yactoTa pa3BUTHS HEXKENATCIbHBIX SBICHUH Yy OONBHBIX, TOITYYaBIINX B/B
BBeJieHHe Jkene3a B jo3upoBke 100 mr, cocraBuna 68,9 na 1000 000 OonpHBIX mpu
MPUMEHEHUH HHU3KOMOJICKYJISIPHBIX JEKCTpaHoB, 12,8 — mpu NpUMEHEHUH caxapo3bl
xKenesa, u 3,5 — Ipu MPUMEHEHUH JKelle3a HaTpUH-TIIOKOHATA.

e Ha ceroassimHuii JeHb y MAIMEHTOB, MOJYYaBIIUX MpenapaThl keae3a BHYTPUBEHHO IS
JICYCHUs aHEMHUH, ACCOLIMUPOBAHHON C OHKOJIOTUYECKUMH 3a00JIEBAHUSMU, TTOBBIIICHHS
pUCKa pa3BUTHUS HHPEKIIUN HE OTMEUCHO.

e VY ManueHTOB, MOMYYAIOUINX T'€MOAHMANU3, MPU MPUMEHEHHH MPErnapaToB kele3a s
BHYTPUBEHHOTO BBECHHSI IMOKA3aHO CHI)KEHHUE YaCTOTHl TOCIUTAIN3AINN, CBI3aHHBIX C
unpexknusiMu (oTHOCUTENbHBIN puck 0,54; p <0,001), u cMepTHOCTH (OTHOCUTEIBHBIHA
puck 0,61; p =0,08) mo cpaBHeHuto c¢ oOmiei mnomynsaueit. Hecmorps Ha 37O,
pe3yNnbTaThl HUCCIEIOBaHWM, MPOBEIECHHBIX HA JKUBOTHBIX MOJIEISAX, IO3BOJISIOT
3aKJIIOYNTh, YTO HA3HAYCHHs B/B IpEMapaToB jKeJe3a CleayeT u30erath y OOJNBHBIX C

AKTHUBHBIM I/IH(beKI_II/IOHHI:IM nmponeccom.
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Tabmuma 1

I[O?,I)I u MOI[I/I(i)I/IKaIII/IFI 03 MpCrapaToB SPUTPOIIOITHHOB Y B3POCIIBIX OHKOJIOTMYCCKUX
6OJ'ILHLIX, MMOJIyJaromuXx XuMHOTCPAIINIO

Ono anbda*

Omo Gera*

JapOernosTun anbha*

HauanrHas no3a

150 ME/krx 3 pB
HE/I.
40000MEx 1pB
HeJl.

30000MEx 1pB
Hel.

2,25 Mkr/krx 1 pB
HeJ.
500 mxr x 1 p B 3 HE.

CHMKEeHUE 03Bl
MIPU JOCTHKEHUHU
LIEJIEBOTO YPOBHSA
reMmorjioonHa**

25-50% no3sl

25-50% no3sl

25-50% no3sl

OcTaHoOBKa B
Ha3HAYECHUU

Hs 6osee 130 r/x
OCTAHOBKA JI0 MEHEe
120 r/n

Hs 6osee 130 1/
OCTAaHOBKA JI0 MEHEe
120 r/n

Hs 6omee 130 r/n
OCTaHOBKA JI0 MEHEE
120 r/n

OTtmeHa npenapara

[Tocne okoHYaHUS XMMHOTEpAUK WU €CJIM HET OTBETa I0CiIe § HEx.
JeyeHus (CoxpaHsieTcs NOTpeOHOCTh B FTeMOTPaHC(Y3HSX )

* Bce apuUTPOIOITUHBI BBOJISITCS TIOJIKOXKHO.
** Jloctxenue ypoBHs remoriioonna 120 r/71 uiam yBeIMYeHHE YPOBHS T€MOTIO0HNHA

0osee yeM Ha 20 /11 3a 2 HEOENH.
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Tabmnuua 2

,Z[O?,I/IpOBKa 1 KPAaTHOCTb HAa3HAYCHUA IIPCIIApaTOB KEJIC3a AJId B/B BBCACHUA

IIpenapar Keaesa |1l ruagpoxcun Keaesa Il ruagpoxeup Keaesa
AEKCTPaH €axapo3HbIi KOMILJICKC Kap0OKCHMMAJIbTO3aT
HaumenoBan | ®apmaxkocmoc A/C, lanus | 1. TL.JI. Pusepo u Cua C.A., Budop (UuTepus1IHm)
ue ApreHTuHa Nuxk.
NMPOU3BOUTE 2.3A0 «Dapmdupma [Beitapust
Js, «CoTtekc»
cTpaHa 3. Budop (MuaTepusmnn) NHk.
IIBennapus
BnyTtpuBeHHble BHyTpuBEHHO CTPYHHO MIH BHyTpuBEeHHO CTpYIHHO
KarenbHble HHPY3UN KaIleJIbHO ITPU CTPOTOM WIH KaleJbHO
BHyTpuBeHHbIE HHBEKINH COOII0ICHUH CKOPOCTH
BBEJICHUS IIperapara
= BuyrpusenHas CrpyiiHoe BBeieHUE CrpyiiHoe BBeieHUE
= HHBbEKIUSA
= 20 MT kejre3a B BHIIE MaxkcumansHas
= 100-200 mr >xene3a B Hepas3BeAeHHoro npenapara (1 | onHokpaTHas n03a— 10
= TE€YEHUE M) B MUHYTY. Makcumanbibiil | 4 mi (200 mr xenesa) 3
é MPEANIOYTUTEILHO 06wvem 200 mr (10 muT) 32 0IHY | pa3a B HEZEIIO.
§ paszBenenue B 10-20 mu HHBEKIIHIO. MuHuManbHOE BpeMs
5 0,9% pacTtBOpa HaTpus BBEICHUSA- 6 MUHYT

xjopuaa wim 5% pacTBopa
TITFOKO3BI

BayrpuBennas
KaneJbHast nHdy3usa*

KaneabHoe BBegeHue*
Passenenue B 0,9 % pactBope
HaTpUA XJIOpUIa B
cootHomeHuu 1:20

KanegnHoe BBe1eHHE
Passenenue B 0,9 %
pacTBope HaTpus
XJIOpUA COTJIACHO
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( CKOpPOCTB BBEJICHUS HE
ooitee 100 mut 3a 30

MHUHYT)

1) 100-200 mr, pa3BeneHue
B 100 M1 0,9% pactBopa
Hatpus xjopuaa uinm 5%
pacTBopa IJIFOKO3bI

2) Undysus
MaKCHUMaJIbHOM pa30BOU
110361 20 MI/KT B
pa3Benenue B 500 min
0,9% pacTtBOpa HaTpus
xyopuna wim 5%
pacTBopa IIFOKO3bI
B TeueHue 4-6 4acos.

CyMmmapHas 103a
paccuuThIBaeTCA
WHMBUIYAILHO B
COOTBETCTBUU C 00IIUM
TeUITUTOM XKele3a o
dbopmyne ['aH30HU, HO HE
JIOJIKHA TPEBBIMIATh-
20mr/KT

CKOpOCTP KarejabHOro

BBEICHUS:

- 100 Mr — He MeHee yeM 3a 15
MHH

- 200 mr — B Teuenue 30 MuH

- 300 mr — B Teuenue 1,5 yaca

- 400 mr — B Teuenue 2,5 gaca

- 500 mr - B Teuenune 3,5 yaca

MaxkcumanbHas pa3oBasi 103a—
7MI/KT, HO HE IOJDKHA
npesbimath 500 mr

CymMmmapHas 103a
pacCUUTHIBACTCS
WHIUBUIYAIILHO B
COOTBETCTBUH C OOIITUM
JneUIIMTOM XKee3a o
dbopmyne ["aHzonn

Henomnycrtumo
OJIHOMOMEHTHOE BBEJICHUE
MOJIHOM TE€PaneBTUYECKOU
JI03bI TIpernapara

UHCTPYKIUU 110
MIPUMEHEHHUIO.
MaxkcumanbHas
OJIHOKpAaTHas J103a —
1000 mr xene3a (20
MI/KT kene3a) 1 pa3 B
HEJIEIIIO.
MuHuManbHOE BpeMs
BBEJCHUS-15 MUHYT

CymMmapHas jo03a
paccuuThIBaeTCSA
WHIUBUIYAJIbHO B
COOTBETCTBHUH C OOLITUM
neUIMTOM Kee3a 1o
¢dbopmyie ["aH30HU.

Ha Ha Her
25 MTI MeIJIEHHOI B/B B/B nanekmus 20 Mr st
WHBCKITUEH B TeueHUE 1-2 | B3pOCIBIX H JIETEH C BECOM
MUHYT (oxkuaanue 15 muH, | Gonee 14 kr,
npu orcyrctBun HA JUIst 1eTeil BecoM MeHee 14 kr
TecT no3a BO3MOYKHO TIOJIHOE TecT-no3a — 1,5 MI/kr B
BBEJICHUE J103bI) Te4eHue 1-2 MUHYT.
(oxxupanue 15 muH, npu
otcyrcTBur HS Bo3MOKHO
MOJIHOE BBE/ICHUE J103bI C
PEKOMEHI0BAaHHOM CKOPOCTHIO)
*mpernapaTsl )kelie3a He IOJDKHBI BBOJUTHCS B JHU BBEJICHUS IPOTHBOOITYXOJIEBBIX
npenaparoB
Pucynok 1

AHFOpI/ITM JICYCHUS aHCMHUHU Y OHKOJIOTUYCCKUX OOJIBHBIX




4 I
OueHKa 06Lero aHaaM3a KpoBu: CHwkeHue yposHA Hb
Hb, MCV, MCHC % CHu»KeHne MCV n/unmn MCHC
TMNOXPOMHbIE 3PUTPOLUTBI
o ‘1, J
e N
Oednunt kenesa ?
g y,

OueHuTb cnegytolime \

nokasarenu:
-ypoBeHb peppuTmHa
-ypoBeHb TSAT
JlononHuTenbHo:
% r'MNOXPOMHbBIX 3pUTPOLUTOB
ypoBeHb Hb B peTuKynouutax
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/ ABCONOTHbIN AedULNT kenesa: \
-ypoBeHb bepputnHa meree 100 nr/mn
-ypoBeHb TSAT meHee 20%
-%rMNoXpPoMHbIX 3p > 5%
-CHr <26 pg
PDYHKUMOHANbHBIN AedULNT Kenesa:
-ypoBeHb depputnHa 6onee 100 nr/mn
-ypoBeHb TSAT meHee 20%
-% rMNOXPOMHbIX 3p > 5%
-CHr <26 pg

(CHr) \ /
e
PYHKLMOHANbHBIN ABCcOoNtOTHbIM Het peduumnta Jpyrve npnynHbl:
+ p,ed)VILI,VIT xenesa p,ed)VILI,VIT Xenesa enesa 9 By, ¢onv|eBa;| aHemus,
HYTPUTMBHAA HEA0CTAaTOYHOCTb U Ap.

‘1' ‘l' -
/B/B BefeHue meneaa,\ B/B BeaeHue Axemua- -

AeduumnT Kenesa 4.6. Xenesa, V;;p’\'zl::goe?_;liﬂ Taxenana aHemus

CKOppernposaH AeduumnT Kenesa pa = Hb meHee 70 r/n
[0 Havyana Tepanuu A.6. ckoppernposaH L

pu3N0 nan 0,0 HaYana Tepanuu

BmecTe ¢ pu3lo

\_

pu3MNoO

{

Hb meHee 100 r/n

/

N j

-

TpaHcoy3ua
M

aHen

MOHUTOPUHT aedurunTa Kenesa Kaxaple 7-10

-
MpumeHeHune pudMO

|
J/
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HpO(l)I/IJIaKTI/IKa N JICYHCHUE TOINHOTLI U PBOTHI Y GOJ'[LHLIX, nmojgyvyaroumux XuMmno- u
JIYYEBYIO IPOTUBOOITYX0JIEBYIO TEPAIIUIO

TomHoTa M pBOTAa SABISIOTCS OJHUM M3 HauOoJjee YacTbIX MOOOYHBIX APPEKTOB
xumuotepanuu (XT) U CylmiecTBEHHO yXY/IIAIOT KauecTBO KM3HU OONBHBIX. B HacTosmiee
BpeMs JCWCTBYIOT Pa3JIMYHbIE PEKOMEHJAIUH MO MPO(PUIAKTUKE M JICUCHHIO SMETHYECKHX
peakuuil Ipu IPOBENCHUM LUTOTOKCHYECKOM Tepanmuu. ['pymnma pOCCHMCKHX DKCIEPTOB
pazpaboTaia JaHHBIE PEKOMEHIAIUH C YYETOM peKOMEeHIAi MexXIyHapoaHOH accoluaiu
no mnojnepxkuBaromei Ttepanmuu npu pake (MASCC), Eppomeiickoro o0mecTBa IO
MeauuuHckor onkoiorun (ESMO), HanmonansHON ceTd 1O pacipoCTpaHEHHUIO MOAPOOHBIX
3Hanuit o pake (NCCN), Amepukanckoro obmiectBa no kimHudeckoi onkosoruu (ASCO) u
C Y4ETOM 3aperucTpUpOBaHHBIX Ha Tepputopuun Pocculiickoit denepannuy aHTUIMETHYECKUX
IIpenapaToB.

AJIFOpI/ITM HpO(l)I/IJIaKTI/IKI/I H Tepanui TOHOTHI U PBOTLI

e Omnpenenutb SMETOT€HHBIM NOTEHLIMAT Ha3HAUEHHOTro pesxxuma XT.

e Ha3HauuTh NpoQuiIaKTUYECKYIO TEPAIIUIO, UCXO/1 U3 dMeToreHHocTu pexxuma XT.

e Ha3HauuThp JIe4YeHHWE B Ciydyae pa3BUTHS TOUIHOTHL M PBOTHl Ha (oHE
PO UIAKTUIESCKON TEPAITHH.

e Baectu wu3MeHeHHs B TPOQUIAKTUYECKYIO TEpamui0 TOIIHOTHI/PBOTHI Ha
nocaeayromux nukinax XT.

IMeTOreHHbIi MOTEeHHAJ MPOTUBOOIYX0JI€BOI0 Mpenapara

Ilon ypoBHEM »HMETOI€HHOCTHM TIIOHUMAeTCs PHUCK pa3BUTHUA pPBOTHl y OOJbHBIX,
MOJIYYaOIUX TOT WJIM HMHOM LUTOCTaTUK B MOHOpEXUME Oe3 MPOTUBOPBOTHOW Teparuu.
Hanpumep, BBICOKHII ypOBE€Hb 3METOT€HHOCTH O3HA4aeT, YTO MOCJE BBEJIEHUs Mpernapara
pBoTa Oynet pasBuBatbes 6osee yem y 90% OonbpHbIX. Kitaccudukarust mpoTHBOOTYX0JIEBBIX
IIPEnapaToB B 3aBUCUMOCTH OT YPOBHsI SMETOreHHocTH 1o pekomeHgauusmMm MASCC/ESMO
npejcTaBieHa B Taou. 1.

Tabmuna 1.
OMETOTreHHBIN OTEHIIMAJ TPOTUBOOIYXOJIEBBIX TPENapaToB (B MOHOPEIKUME).
Pexomenmaniun MASCC/ESMO 2010 r.

YpOoBEHb YMETOT€HHOCTH [IpoTuBOOITYXONEBBIE [IpoTuBOOIIYXOIEBBIE
Ipenaparsl JJisi BHyTPUBEHHOIO |  MpEINapaTsl s IpuemMa

BBCICHUSA per os
Bricokuii Hucnnatun ['excameTnnmenamMux
(pBoTa y 90% OGONBbHBIX U Mexnopatamus [Ipoxapb6a3un

Ooree) CrtpenTo3onuH
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Huxnodochan > 1500 MI/M°
Kapmyctun (BCNU)
Jlakap6a3un

YMepeHHblIit
(pBoTa y 30-90% G0NbHBIX)

Huzkuit

OxkcanuriaTux
urapabun > 1 /™
KapOomnarun
HNdochamuyg

Huxnodochamua
Temo30namun
Bunopensoun

Hmamunuod

Huxnodochamua < 1500 MI/M?

Jokcopyouruu
HayHopyounma
OnupyOouIH
WnapyOuniun
HNpunorekan
Aszanutuang
bennamycrunn

Knodapabun

Anemmy3zymab

(pBota 'y 10-30%)

[Taxknurakcen
Jlomerakcen
MuTOKCaHTpOH
JoxcopyOurma
JITIOCOMAJIBHBIN
Nkcabenunon
Tonorexkan
OTomno3umg
ITemeTrpekcen
MeroTpekcar
MuToMHUITUH
'emuutabun
Hurtapabun < 1000 Mr/M?
5-bropypanun
Temcuponumyc
BLopmezomub
Llemyxcumab
Tpacmysymab
Tanumymyma6b
Kamymaxcymab

Kanenurabun
Teradyp
dnronapabun
OTOmO3UL
Cynumunu6
Deeporumyc
Jlanamunub
JlenanugomMun

Tamumomung

MunumaapHBIH
(<10% 60bHBIX)

brneomunun
Bbycynbdan
2-XJIOpJICOKCUAICHO3UH
dmronapabun

Buunobnactun

XnopaMOy1u
I'mppokcuypea
L-dpennnananun mycraps

6-THOoryaHuH

Merotpekcar
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Bunkpuctun Tecpumunuod
Bunopensoun Opromunud
besayuzymab Copadghenuod

Kypcusom evioenenv mapeemuuie npenapameoi.
DOMEeTOreHHBI MOTEHIMAll MPernapaToB JIsi BHYTPUBEHHOTO BBEICHHS OIpeaesseTcs,
KaK MpaBWio, JUId PEXKUMa OJHOAHEBHOIO BBEACHHS, T.C. OIpPENEIseTcs IMETOr€HHOCTh
pa3oBoil 03bl. B ocHOBY sMeroreHHo#l kiaccupukanuyu TabIETUPOBAHHBIX IMpPENapaToB
MIOJIOXKEH YYeT 3METOT€HHOCTH IMOJIHOTO Kypca JISUeHHUSI.

DOMETOreHHOCTh KOMOWHHMPOBAaHHOTO pEXKHMa XHUMHOTEpAlUU OIpPEAeIseTCs, Kak
MpaBUJIO, TMpernapaToM, OOJIANAIOIMUM HAWOOIBIIMM 3METOTEHHBIM TOTCHIIHAIOM. JTO
MTOJIOYKEHHUE SIBJIIETCSI a0COTIOTHO BEPHBIM JIJISI PEKMMOB, BKITFOUAOIIUX BHICOKOAIMETOTEHHBIE
nutoctaTukn. KoMOMHAIMsT CpEeIHEIMETOTCHHBIX ITUTOCTATHKOB MOJXKET  IIOBBIIIATh
AMETOTCHHOCTh pekuma B 1ieioM. CoBpemenHble pekoMmeHnannun MASCC/ESMO u NCCN
OTHOCAT KOMOMHAIIMIO AaHTPAIMKIMHOB ¢ [HKIoPochaHOM K BBICOKOIMETOTCHHOM
xumuorepanuu (BOXT).

KVDCbl xumuomepanuu, NPUMEHAEeMblE 8 ceManolocuu C 8bICOKOU OMEMO2EeHHOCIbIO .
e DHAP
e ESHAP
*ICE
* ABVD
e CHOP mipu BBICOKOM HHIUBUyaTHHOM PHCKE (KEHCKUU TI0JI, BO3PACT MEHee 55 Jer,
MaJTbIi TIPUEM aJIKOTOJIs, TONTHOTA ¥ PBOTA B AHAMHE3E)

Kypcol xumuomepanuu, npumensemvle 8 2emamonocuil co cpeOHeﬁ omemozennocmoio 3+7

(ecnu mpuMeHsieTCsl 1IapyOUIIMH WK J103a IuTapabuna npesbimaeT 200 Mr/mM2 B CyTKH
* HAM (BbIcOKHE 103bI IUTapaOMHAa IUIIOC aHTAPALUKIINH)
* beH1aMyCTHH
e Kypcol ¢ Mendananom
e A3anuTHANH
e Kinopopabun
e KomOunanmu ¢ kapmyctaaom (BCNU)

THunbl TOHOTHI K PBOTHI

ITo cpokaMm M MeXaHM3MY Pa3BUTHS BBLICISAIOT 3 OCHOBHBIX THIA TOIIHOTHI U PBOTHI,
BBI3BAHHOW LIUTOCTaTHKAMH: OCTPYIO, OTCPOUYCHHYIO U YCIOBHO-pediekTopHyto (anticipatory
— MEePEeBOJIAT TAKXKe KaK «IIPEIIECTBYIOLIYIO», «IIPEKIACBPEMEHHYIO», «PBOTY OXHJIAHUS),
JIOTIOJTHUTENIBHO  BBIJCIAIOT HekoHTposmpyemyto (breakthrouth — «mpopsiBHYIO») u

pedpakTepHyIo.
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Ocmpas peoma pa3BUBaeTCs B TMepBble 24 4 TMOCiHEe XUMHOTEpANUU, OTINYAETCS

BBICOKOH HHTCHCUBHOCTBIO, PCAKO COIIPOBOXKIAACTCA TOIITHOTOIA.

OI’I’lCDO'{eHHCL‘Z peoma pasBUBACTCA Ha 2-5 CYTKH IIOCJIC Ha4YaJla XUMUOTECpAIIiu, MCHCC

MHTEHCHBHA, 4Y€M OCTpas, U, Kak IPaBWIO, COIPOBOXKAACTCS IOCTOSHHOW TOLIHOTOM.
MexaHu3Mbl pPa3BUTUSI OCTAIOTCS HEACHBIMU. Benymias ponb orBoautcst cyOctanuuu P,

CCPOTOHUH MMCCT MCHBIICC 3HAUCHUC.

Ycnosno-peprekmopnas _peoma TPENCTaBISIET COOOM KIACCHMYECKUH  yCIOBHBIH

pediiekc Ha XUMHOTEPANHUIO W/WIM COMYTCTBYIOUIME €M MaHMIYJISIUH U OKPY)KAIOLIYIO
oO0cranoBky. @opmupyercss B TexX ClydasX, KOTJAa MPOTHBOOIYXOJIEBas Tepamus
COIPOBOXKAAETCS TOIIHOTOM W PBOTOW. PUCK ee pa3BUTHs yBEIMYHUBACTCS MPONOPLHOHATIBHO
YHUCILY IIPOBEIECHHBIX KypCOB U MOYKET COXPAHATHCA B TEYEHHUE JUIMTEIBHOIO BPEMEHU I10CIIE
OKOHYaHUS XUMHOTepanuu. Benyiryio ponb B (OpMHUpOBaHUM YCIOBHOIO peduiekca Urpaer
MHOTOJTHEBHAsT yMEpEHHAash WM TsDKeNas TOIIHOTA. Jlydmum MeTonoM mNpoQHIaKTUKA
YCIIOBHO-PE(IIEKTOPHOM TOLTHOTHI U PBOTHI SIBJISAETCS aJeKBAaTHAS aHTHIMETHUYECKAs 3aIlnuTa

ManueHTa y>KC C IIEPBOTro Kypca XUMHOTCPAIIUU.

Hexonmponupyvemas (breakthrouth — «npopwviénasy) mownoma u peoma pa3BUBACTCS

Ha (QoHE aneKBAaTHOM AaHTUIMETHUYECKOH MNPOQWIAKTUKA U TpeOyeT JIOTOIHUTEIbHON
KOPPEKLHUN.

PeqbpakmepHaﬂ peoma BO3HHUKACT Ha IMOCICAYIOUIUX HOUKIIaX XHMHUOTECpAllMU IIpU

He?((EKTUBHOCTH MPOTUBOPBOTHOM MNPOPMIAKTUKM W/WIM [penaparoB pe3epBa Ha
MPeNbIIYIINX KypcaxX JeUeHUs.

IIpoTuBOpBOTHBIE NpenapaThl

Antaronuctsl  5-HT3-penentopoB sBisirorcss 3(QQEKTHBHBIMA AHTHAIMETUKAMHU TSI
Npo(UIAKTUKU OCTPOM TOIIHOTHI U PBOTHL. [IpemapaTsl 0071a1aI0T HU3KOM TOKCHYHOCTHIO,
BKJTFOYAIOIIEH, TJIaBHBIM 00pa3oM, TOJOBHYIO 00Jib, 3aMophl, peke HaOII0IaroTCs auapes,
rOJIOBOKPY’KE€HHUE, TUIIO- WM THIEPTEH3Us, IpexXodilee HapylleHue 3peHus, ciadbocts. B
Poccun 3apeructpupoBaHbl U YCIEUIHO HCIONB3YIOTCS 4 MpeACcTaBUTENs JAaHHOM TPYMIbL:
OHJIAHCETPOH, TPAaHUCETPOH, TPOMHUCETPOH, NAJIOHOCETPOH. B  KOHTpoOIHpyeMbIX
nccnenoanusax Ilanonocerpon nokasan npenmyniectso Hag Apyrumu SHT3 antaronucramy,

0CO0EHHO TpH MPOPUITAKTUKE OTCPOUCHHON TOIIHOTHI U PBOTHI.

B cBs13u ¢ Tem, 9TO aHTAaroHUCTH S-HT3-perenTopoB HMEIOT pa3TUYHBIN METa0O0JIN3M B
MIEYEHH, Y psAJia MAIMEHTOB C TaK HA3bIBAEMBIM CBEPXOBICTPHIM META0OINYECKUM (HEHOTHUIIOM
MO’KET HalOJII0/1aThCsl YCKOPEHHOE BBIBEJICHHE TPOIHCETPOHA U3 OPTaHMU3Ma, a CIIeI0BAaTEIbHO
— pa3BUTHE HEKOHTPOJIUPYeMOW wuiu pedpakTepHOi pBOTH. B ngaHHON cuTyanuu
1enecooOpa3Ha CMEHa aHTUIMETHKA.
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Kpurepuem 3 PpeKTUBHOCTH MPOTUBOPBOTHOM TEepamuu SIBISAETCS MOJHOE OTCYTCTBHE
(MOIHBINA KOHTPOJIB) PBOTHI M TOIIHOTHI B TeueHHUE 24 4 (Ieproj pa3BUTUS OCTPOM PBOTHI) C
MOMEHTA BBEJICHUSI IPOTUBOOITYXO0JIEBBIX MTPENApPaTOB.

B mnacrosmiee BpeMsi pe3yibTaThl IIPOBEJIEHHBIX CPaBHUTENIBHBIX HCCIIEIOBAHUI
MO3BOJISIIOT PEKOMEHI0BaTh BHYTPUBEHHBIA WM MEpopaibHbIi nmpuem 5-HT3-antaronucros
3a 30 MUH 70 BBEAEHUS LUTOCTATHKOB /IS MPO(QMIAKTUKHA TOIIHOTHI W PBOTHI KaK IpHU
BBICOKOAMETOreHHOW  xumuotepanuun (BOXT), Tak W 1Opu  cperHEIMETOrE€HHOMU
xumuotepanuu (CIOXT).

Kopmukocmepou()bl .

MexaHu3M NIpPOTUBOPBOTHOIO JAECUCTBUS KOPTUKOCTEPOHUJIOB HEU3BECTEH, XOTS OHU
naBHO # A(PQPEKTHBHO HUCHOIB3YIOTCS [UIS TPOPIIAKTHKA OCTPBIX W OTCPOUYCHHBIX
OMETUYECKHUX PEAKIIAM.

JlexcaMeTa30H HE HAa3HA4aroT JOIOJHUTENBHO IIPU NpoBeAceHUM pexxkuMoB XT, yxke
coJlepKaIlMX JAeKCaMeTa30H. JlekcaMeTa30H IPOTUBOIIOKA3aH IIPU TEPAITUA UHTEPICUKUHOM-
2 v uHTEepEepOHaAMH.

Anmazonucmol Heupokununossix peyenmopos-1 (NK1).

[lepBBIM npeacTaBUTENIEM HOBOTO KJIacCa aHTUIMETHUKOB, BHEJIPEHHBIM B KIIMHUYECKYIO
MIPaKTUKY, SIBISIETCS CENEeKTUBHBIN Onokarop peuentopoB NKI1 anpenurtant (sMeHn).
[Ipenapat BbImyckaeTcs B (QOpME IKEJIATUHOBBIX Karcyl, OWOJOCTYIMHOCTh KOTOPBIX
cocraBisieT 60—-65%, He 3aBUCUT OT IpreMa MUIIK, MAaKCUMaJIbHAs KOHLEHTpalUs B IUIa3Me
HaOJro1aeTcs yepe3 4 9, mepuo]| moayBeiBeaeHus — 9—13 u.

AmpenuTaHT, Kak W Jpyrue MpeACTaBUTEIN ATOr0 Kiacca IpenapaToB, SBISETCS
YMEpPEHHbIM HHruOouTOpoM U HHAYKTOpoM CYP3A4, uTto HE0OXOAMMO Y4YUTHIBATH IPHU
OJIHOBPEMEHHOM HCIMOJIb30BaHUM IPENapaToB, METAOOIM3UPYIOMIMUXCSA ATOMH KE CHCTEMOI
(HampuMmep, anpenuTaHT CHIXKAET 3(PPEKTUBHOCTh TOPMOHAIBHBIX KOHTPALIEIITUBOB, B CBS3H
C 4YeM He0OXO0JIMMO HCIOJIb30BaHNE AJIbTEPHATUBHBIX METOJOB KOHTPALENUHN). ATIPETUTAHT
MPaKTHYECKH HE BIMsIeT Ha (apMaKOKMHETHKY S-HT3-aHTaroHMCTOB, HO TIOBBINMIACT
KOHIEHTPALMI0 KOPTUKOCTEPOUIOB. B KOMOMHAIMK C anpenuTaHTOM J03a JIeKcaMeTa3oHa
JOJDKHA OBITH CHIDKEHA MPpUOIM3uTENbHO Ha 50%.

[Ipn HazHaueHuM anpenurTaHTa/docanpenuTaHTa Yy MalMEeHTOB, MMOPYYAIOIIUX
antuBuTamMuHbl K (BapdapuH) HEOOXOAMMO [OMOJHUTENBHO, 10 2 pa3 B HEIeNo,
KOHTpoJIpoBaTh ypoBeHh MHO (MeX1yHapOIHOTO HOPMAIU30BAaHHOTO OTHOIIICHHUS) B CBS3H
C BIIMSIHMEM amlpenuTanTa/docanpeniuTanTa Ha akTUBHOCTb IIUTOXPOMOB.

AnpenuTaHT Ha3Ha4yaeTcs B 103€ 125 mr B 1-i1 1eHb 3a 1 4 10 BBEIEHUS] LIMTOCTATUKOB
(B coueTanum ¢ aHTaroHucToM S-HT3-pementopoB u AekcameTa30HOM) U B 03¢ 80 MT BO 2 U
3-1 naum mukiaa BOXT.

Enoxamopul peyenmopos OONAMUHA.
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[MompaznensroTcst Ha  3aMelleHHbIe OeH3aMHIbl  (METOKJIONMpaMUA, HTOIPHI),
(beHoTHa3uHbI (XJIOPIPOMAa3HH, UM aMUHA3HMH, IIPOMETa3uH, METONEMa3HH), OyTUPOPEHOHBI
(aponepuo, rajaonepuao).

beHzamuipl NCNONB3YIOTCS KaK AHTUAMETUKHU IPU OTCPOUYEHHOM TOLIHOTE, PBOTE U KaK
npernapaTsl pe3epBa JUisi KyYNUPOBaHUS HEKOHTPOIUPYEMON M pepaKkTEepHOIl PBOTHI.

benzonuasenuuel  (AuasenaM, —JopasenaMm, — ajlblpa3ojlaM) — UCIOJIB3YIOTCA B
KOMOWHUPOBAHHBIX PEKUMAX JJISl YCHIICHUS IIPOTUBOPBOTHOTO 3(PeKTa qpyrux mpenaparos,
NpopUIAKTUKA  YCIOBHO-pE(IIEKTOPHOW  pBOTHI  Omarojapss WX  CEOATUBHBIM U
AQHKCHOJIMTUYECKUM CBOMCTBAM, a TaK)K€ B KOMIUIEKCHOM TEpalM¥ HEKOHTPOIMPYEMOU H

pedpakTepHOl PBOTHIL.
IpuHIUNBI COBPEMEHHOI MPOTHBOPBOTHOI Tepanuu

* O0s13aTENIBHOCTH POBE/ICHUS, HAUWHAs C TIEPBOT0 Kypca XUMHOTEPAIIUH.

* BBe/ieHnEe aHTUAMETHKOB JI0 Havajla BBEJCHHS MIEPBOTO IIUTOCTATHKA.

e [I[pumenenune Hanbonee Y3PPEeKTUBHBIX CTAHJAPTHBIX TPOTHBOPBOTHBIX KOMOWHAITHIA.

e [I[pumMeHEeHNE KaXIOr0 AHTUIMETHKA, BXOJIIETO0 B KOMOWHAIMIO, B aJIEKBATHBIX
n03ax.

e CoOroieHue afieKBaTHOM MPOOKUTEILHOCTH MTPOTHBOPBOTHON TEPATTHH.

e CoOmoieHe HEOOXOOUMBIX JUIsl cOXpaHEHUs AS(P(GEKTUBHONW  KOHIEHTPALUU
MHTEPBAJIOB MEXAY IPUEMAMU aHTUIMETHUKOB.

Pe:xkxumbl NpopHIAKTHKH U Tepanuyv 3MeTHYeCKHX peakuuil y 00JIbHBIX, MOJTy4AI0IMMX
XHMHO- H JIy4eBYI0 IPOTHBOOIIYX0JICBYIO TePaIuio

Hpod)uﬂakmuka OCI’I’ZDOZZ u 07’]’le0Ll€HH01:i mMowilHOnbl U _peomvl npu B8bICOKOIMEMO2CHHOU

0OHOOHEBHOU XUumMuomepanuu

B mHacrosmee Bpems Haubonee 3(PQEeKTHBHON aHTHAIMETHUYECKOHM KOMOMHAIMen
ABNISIETCS KOMOMHAIMsT NPOTHMBOPBOTHBIX IpenaparoB, BKJIOYaromas aHtaroHucr NKI-
peLenTopoB + aHTaroHUCT peuenTopoB cepoToHuHa (5-HT3) + nexcameraszon. /loGaBnenue
OeH3zoaMazenuHoB U Ojo0kaTopoB H2-pernentopoB ructaMuHa WIM MHTHOUTOPOB MPOTOHHOU
TIOMITBI TPOBOJIUTCS IO MOKa3aHHUsIM HAa YCMOTpPEHHE Jieyalero Bpava (cm. tabi. 2)

Tabnuua 2.
[IpodunakTrka pBOTH M TOLTHOTHI IPU OJTHOJJHEBHON BBICOKOAMETOT€HHOM
XUMHUOTEPAITUU
I'pynna IIpenapar Hens 1 Jens 2 Hens 3 Henb 4
Bnokaropsr NK1- AnpenuTasT 125 Mr BHYTpB 80 mr 80 mr ---
peLenTopoB 1 pa3 B neHb 3a | BHyTph 1 | BHyTpB |
WU 60 mun 1o XT | pa3 yrpoMm | pa3 yrpom
150 mr B/B ~-- ~-- -
docanpenuraiT KaneiabHO
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(OTHOKpPATHO)
3a 30 MUHYT
10
XUMHOTEparnuu
I'mokokopTtukoun | Jlekcamera3zon 12 Mr 8 mr 8 mr & mMr
BHYTPUBEHHO | BHYTpb 1 | BHyTph 1 | BHyTpSH 1
1 pa3 3a 30-60 pas B pas B pa3 B
MHUHYT 10 XT €Hb €Hb JEeHb
+ B ICHb
5
bnokatop 5-HT3- | Omnpancerpon | 8 mr B/B unu §8-16mr* BHyTps 32 30-60 Mmunyt n1o XT
peLenTopoB I'panucerpon 1-3 mr B/B i 2 mr BHYTpS 32 30-60 munyT 10 XT
Tponucerpon 5 mr B/B wu BHYTpb 32 30-60 munyT 10 XT
[Tanonocerpon 0.25 mr B/B wiu 0.5 mr BHyTpS 32 30-60 MUHYT 10
XT
+ Jlopezamnam 0,5-2,0 Mr BHYTpb UM BHYTPUBEHHO KaxK/bie 4—6 u
OeH30/1Ma3eT1HbI

+ H2-6;10kaTOpBl WIIM HHTUOUTOPBI POTOHHOW TTOMITBI

* PekOMEH/JIOBaHHOW J030M OHAAHCETPOHA MAI[MEHTOB MoOJoxke 60 jer sBisercs 8§ mr
BHYTPHBEHHO U 16 MT mepopaibHO (B KOHTPOJIHMPYEMBIX HUCCIEIOBAaHHUAX § MT 11/0 X 2 pa3a B
cyTku). Y mamueHToB crapuie 60 JeT peKoMeHJOBaHHas 1032 OHJJAHCETpOHA & MT
BHYTPUBEHHO U 8 MI' IEPOPATILHO

Hpod)uﬂakmuka OCI’I’ZDOZZ u OMCHOI{EHHOZ:Z mouwiHonvl U peonivl _npu cpedHeamemozeHHoﬁ

O0OHOOHEBHOU XUumMuomepanuu

HpO(I)I/IJ'IaKTI/IKa TOHNIHOTBI U PBOTHI, BO3HHUKAIOIIEH pu NpOBCACHUN XHUMHUOTECpAIINU
npenaparaMmu CO CpECAHHUM OMETOI'CHHBIM IOTCHHOUAJIOM, HOJDKHA HAYUHATHCA [0 Ha4dajla
XUMHUOTECpAIIUU U TPOBOAUTHCS HC MCHEC 3 JHEH 1mociie IMPOBCACHHUA XUMUOTCPpAITNU (Ta6ﬂ.3).

[Ipu mcnonbp30BaHUM KOMOMHAIIMM HAa OCHOBE AaHTPALMKIMHOB M IMKiIopochaHa JuIs
NPEJOTBPALICHUsT OCTPOM M OTJIOXKEHHOM pPBOTHI JOJDKHA OBITH MCIIONB30BaHA Teparmms,
BKJIFouaromas anraronuct NK1-penentopoB + aHTaroHucCT perentopoB ceporonuna (5-HT3)
+ JekcamMeTa3oH KakK IPU BBICOKOIMETOTreHHOW XxumuoTteparnuu (tadn. 2). [lpu HEeKoTOpBIX
cpeaHesMeToreHHsix pexumax (BEP — OnmeoMuiuH, 3TOMO3MJ, IMCIUIATUH U PEKUMBI
BKJIIOYAIOIME KapOOIUIaTHH) PEKOMEH/IOBAaHO Ha3HAYEHME ampenuTaHTa/(ocanpenuraita B
koMOuHaiu ¢ 5-HT3 aHTaroHucroM M JEeKCaMEeTa30HOM NpU NPOPHUIAKTHKE OCTpOU
TOLIHOTHl M PBOTHl M ampenuTaHTa/(ocanpenuranTa Opu NpodUIaKTHKE OTCPOUEHHOU
TOILITHOTHI ¥ PBOTHI (Tab. 2).

Tabauua 3.
[TpodunakTrka pBOTHI M TOIIHOTHI IPU CPETHEIMETOTCHHON OTHOTHEBHON XUMHUOTEPAITHH
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I'pynma [Ipenapar Henb 1 Henb 2 Jensb 3

['mokokopTtukoun | Jlekcamera3zon 8-12 mr 8 MI BHYTpPb 8 MI BHYTpPb
BHYTPUBEHHO HJIN
BHYTpPB 3a 30-60

MHUHYT 110 XT
brokarop 5-HT3- | OnnmancerpoH 8 mr B/B miu 8-16mr* BHyTph 32 30-60 MmunyT 10 XT
peuenTopoB I'panucerpon 1 mr B/B wiu 2 mr BHYTpb 3a 30-60 munyT 10 XT
Tponucerpon 5 mr B/B win BHYTpb 3a 30-60 munyT 10 XT
[Tamonocerpon | 0.25 mr B/B unu 0.5 mr BHYTpSH 32 30-60 MmunyT 10 XT
+ Jlopezanam 0,5-2,0 Mr BHYTpb UM BHYTPUBEHHO KaXKble 4—6 u
OeH30/1Ma3eT1HbI

+ H2-6110kaTOphl UM UHTHOUTOPBI TPOTOHHOMN TTOMITHI

* PexOMEH/JIOBaHHOW 1030 OHJIAHCETPOHA TAIMEHTOB MoJioke 60 JieT sBiseTcs 8 Mr
BHYTPHBEHHO U 16 MT mepopaibHO (B KOHTPOJIHUPYEMBIX UCCIEIOBAaHUAX 8§ MT 11/0 X 2 pa3a B
cyTku). Y mamueHToB crapuie 60 JeT peKoMeHJOBaHHas 1032 OHJJAHCETpOHA & M
BHYTPUBEHHO U 8 MI' IEPOPAIILHO

HDO(Z)M]ZCIKWIUKCZ OCMDOﬁ u omcpoueHHoﬁ MOWwHOmMyblL U peomvsl npu HU3KOIMEMOLEHHOU

0OHOOHEBHOU XuMuomepanuu

e JlekcamMeTa30H 8 MI' BHYTPb WJIM BHYTPUBEHHO B JIEHb 1.

Win:

e 5-HT3-6s0kaTOp BHYTpH, B CBeYaX WJIM BHYTPUBEHHO OAHOKpaTHO 3a 30—60 MuH 10
XT.

Win:

* Metoknonpamuz 10—40 mr BHyTpb ninu BHyTpuBeHHO 3a 30—60 muH 1o XT.

Hpod)uﬂakmuka MowiHOnbl U peomsl nNPpuU MUHUMATIBHO OMEMO2eHHOU 0OHOOHEB8HOU

xumuomepanuu

[Ipodunaktuka He TpeOyeTcs.

HDO¢UJZCIKWZMKG mouwHomysl U peomuvl npu MHO200HEBHOU Xumuomepanuu ¢ 6bl1COKUM PpUCKOM

oaMemoceHHocmu

VY nanueHToB, NOJy4YaroluX MHOTOJHEBHYIO XMMHUOTEpANNIO, TPaHHIla MEKIY OCTPOi
U OTCPOUYEHHOW TOIIHOTOM M PBOTOW CTHUPAETCS, MEPEKPBIBAIOTCS OCTPHIA M OTCPOYECHHBIN
NIEPUOBI, TIPU 3TOM HMMEET 3HAYEHHME KaK MHIMBUYyalbHas SMETOT€HHOCTb LIUTOCTATHUKOB,
TaK M UX codeTaHus. PUCK pa3BUTHS OTCPOUYEHHBIX IMETHMUECKHUX pPEaKLUN 3aBUCUT KaK OT
OMETOIEHHOCTH PEeXUMa, TaK U OT SMETOIEHHOIO IOTEHLHUaNa IOCIEAHET0 BBEAECHHOIO
nuTocTaTuka. I1oaToMy HpoQuIaKTHKA TOIIHOTEI U PBOTHI TOJDKHA MPOBOAUTHCA C 1-TO THS

mukia XT u emre B TeueHHe 2—3 OHEH IOCIE €€ OKOHYAHWSA. AHTHAIMETHKH HA3HAYaOT
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CXKCIAHCBHO Ha OCHOBC OMCTOI'CHHOI'O ITOTCHIIMAJIa HUTOCTATUKOB, BBOAUMBIX B TOT U1 HHOﬁ
JeHb. BbIOOpP MPOTHBOPBOTHON KOMOMHAIIMM OCYIISCTBISCTCS HAa OCHOBE Iperapara,
o0Jaaroniero HanOOoJIbIIEH SMETOIEHHOCTBIO.

e Aartaronuct 5-HT3-penentopoB nopkeH OBITh Ha3HAYEH JIO IMEPBOTO BBEICHUS
CpElIHE- WM BBICOKOOMETOIEHHOTO IIpenapara.

e JlekcameTa30oH JOJDKEH ObITh Ha3HaueH B 1-d  JOeHb Uil CpelHe- U
BBICOKOOMETOTEHHBIX IPENApaTOB BHYTPh UM BHYTPUBEHHO, 3aTeM 2—3 JHS IOCIe
okonuanusi XT. JlekcameTra3oH He J00aBISAIOT K PEXHAMAM, YXKE COAEpIKAIIUM
JIEKCaMETAa30H.

* AIpENIUTaHT MOKET OBITh Ha3HAu€H IPU BBICOKOOMETOI'€HHONH MHOT'O/JHEBHOMN
XUMHOTEPANIUU C BBICOKUM PUCKOM Pa3BUTHUS OTCPOUYEHHOW TOLIHOTHI U PBOTHI B

no3e 125 mr B gewp 1 u 80 Mr B 1HA 2-5.

Tepanus nexorumpoaupyvemou (breakthrough) mownomot u pgomoi

IIpy BO3HMKHOBEHMM HEKOHTPOJIMPYEMOW TOIIHOTBHI M PBOTHI, HECMOTpPS Ha IIJIAHOBOE
Ha3HA4YCHWE CTAHJAPTHOM MU SMETOTCHHOCTH JAHHOTO PEKMMA XUMHOTEPAUMU aHTHUIME

THUYECKOH CXEMBI, HEOOXOINMO:

1. MHcximouuTh MpUYMHBI, HE CBSA3aHHbIE C HEMOCPEICTBEHHBIM Ha3HauY€HUEM

LUTOCTaTUKOB:

e 00CTpyKIMS UM Nape3 (BUHKPUCTHH) KUILIEYHUKA;

e MeTacTasbl B FOJIOBHOM MO3T;

® TUIEPKAIBIEMHUs, THIOHATPUEMHSI, THIIEPTIINKEMHUS;

e ypeMmus;

e Ha3HAuYeHHUE ONHUATOB;

e ncuxo(U3nOoJIOTHUECKUe (PBOTA OKUIAHMUS ).
B ciydae uX MCKIIOYEHHs MEpPEBECTU MallME€HTa Ha CXeMy MNpO(UIAKTUKH IS
Oomee  BBICOKOAMETOTEHHOIO  MOTEHLMala: C  HU3KOAMETOTeHHOro  Ha
CPEIHEAIMETOTEHHBIN U CO CPEAHEIMETOTEHHOTO Ha BEICOKOAMETOI€HHBIN.

2. Ilpy BO3HMKHOBEHHMHM HEKOHTPOJIMPYEMOHl TOLIHOTHI M PBOTHI Ha (oHE
CTaHJAPTHBIX IMPOTUBOPBOTHBIX cXeM (0€3 UCMOIb30BaHUS — alpernuTaHTa)
HEOO0XOMMO MpU TOCIEAYIOUIMX Kypcax BBECTH B IPOTHUBOPBOTHBIM pPEXHUM
arnpernuTaHT.

3. Ilpy BO3HUKHOBEHHH HEKOHTPOJIUPYEMOHl TOIIHOTHI W pPBOTHL Ha (oHe 3-
KOMITOHEHTHOH POTUBOPBOTHOM CXEMBI CTaHAAPTHOTO MOAX0/1a HET. MOKHO:

a) Jlo0GaBUTh K Ha3HAYEHHOMY PEXHMY OJIUH W3 MpENapaToB MHOTO Kiacca U3
PE3EPBHOTO CIIUCKA:
* (QeH3oauazenuHsl (lopazemnam 1o 0,5-2 Mr kaxiabie 4—6 );
= D2-6moxatopsl (MeTokIonpaMus 1o 20 Mr kaxasle 6 4);
* (eHoTHaszuHbI (aMUHA3UH 25 MT X 4 pa3a B CyTKH);
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=  OyrupodeHoHs! (ramonepunon 1-2 mr kaxapie 4—6 ).
b) 3amenutp Ha3HayeHHBIN 5-HT3-Oiokarop Ipyrum mpeicTaBUTENEM JIAQHHOTO
KJIacca IIpenapaToB:
" OHJAHCETPOH 24 MI BHYTpPb UM BHYTPUBEHHO B JICHb;
" [PAHMUCETPOH 2 MI BHYTPb WK | MI BHyTPUBEHHO B J€Hb.
C) Ha3HayaTh aHTHIMETHUKHU CTPOTO IO YacaMm, a He TPH MOSIBICHUU TOITHOTHI HIIH
PBOTBI.
d) IlpennoyTUTENBHBIM SIBISICTCS MApEHTEPATIbHBIM MYTh BBEJCHHUS IPEIAapaTOB
00 B PEKTALHBIX CBEYAX.

e) D'maparaims, KOPPEKIHMs JICKTPOIUTOB.

f) Ilpu nucnencum nobGaButh H2-01okaTopsl MK OJIOKATOPHI IIPOTOHHOMN ITOMITBI.
Ecmu  TomHoTa/pBOTA KOHTPOJMPYETCS — NPOAOIDKATh TEPanuio, eClId He
KOHTPOJMPYETCS — IPOAaHAIU3UPOBATh J03bl IPENaparoB W HA3HAYUTH JAPYTYIO
KOMOHMHAIIMIO ITPENapaToB.

IIpoduirakTuka yca10BHO-pedI1eKTOPHOI PBOTHI

[TpumMeHeHre ONTUMANTBHON MPO(PUIAKTHKH TOIIHOTHI M PBOTHI IPU KAXKAOM ITHKIIE
XT.

Jlopazenam no 0,52 Mr Ha HOYb HAaKaHYHE U YTPOM Iepe]l XUMHOTEpaIueH.
[IcuxoTtepanus, THITHO3, aKyITyHKTYpa, apT-Teparusi.

HpO(l)I/IJIaKTHKa TOUIHOTHI U PBOTHI, BO3HHKAaIONIEi IpUu MPOBEACHUMN nyquoﬁ TEpaNuu

Boicoxoomemozcennas JIyucBas TCparung (TOTa.TII)HOG

00JIy4eHHe BCEro Tena, TOTajJbHOE 00ayueHne TuM(pOy3JI0B)

a. Amdrrtaronuctsl 5-HT3 penenitopos:

Onnancerpon 16-24 mMr BHYTpb WJIM BHYTPUBEHHO WJIM BHYTPHMBIIIEYHO HITH
pexTanbHo. JInbo:

I'pannceTpoH 2 Mr BHYTph WIM 1-3 MI' BHYTPMBEHHO WJIH BHYTPHUMBIIIEYHO.
JInbo:

TpornrceTpoH 5 Mr BHYTpb WM BHYTPUBEHHO WJIM BHYTPUMBIILIEYHO.

b. Jekcamera3oH 4 Mr BHYTpPb MM BHYTPUBCHHO WJIM BHYTPHUMBIIIICUYHO

[Ipenapats! mpumensoT 3a 30—60 MUH 10 00TydeHUS

Cpednesmemozcennas nydeBas Tepanus (Ha 00JacTb BEpXHEH

YaCTH )KUBOTa, BEpXHell yacTu Tynosuiia, HBI)

a. Amdrrtaronuctsl 5-HT3 penenitopos:

OnnancerpoH 16-24 mMr BHYTph WJIM BHYTPUBEHHO WJIM BHYTPHUMBIIICYHO HITH
pexTanbsHo. JInbo:

I'panucerpoH 2 Mr BHyTpb WiIH 1-3 MI' BHYTPHUBEHHO HWJIM BHYTPHMBIIIEUHO.
JInoo:

Tponucerpon 5 Mr BHYTpb WM BHYTPUBEHHO WM BHYTPUMBILICYHO.
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b. Jlexcamera3oH 4 Mr BHYTPb WJIM BHYTPUBEHHO WJIM BHYTPUMBIIICYHO.
[IpemapaTsl npuMeHsroT 32 30—60 MUH 10 OOTyUICHHS.
3. Huskoomemocennas  (oOnydeHue  TOJOBHOTO  MO3Ta,

KpaHHOCTIMHAIBbHOE, 00JaCTH TOJIOBBI — III€W, HW)KHEH YacTH TPYIHOW KJIETKH, Ta3a) U

MUHHMAaJILHO 3METOreHHasi (00JacTH MOJIOYHBIX JKeje3, KOHEUHOCTEH) JiyueBasi Tepanusi.

VY [aHHOW Tpynmbl NAlMEHTOB MPOBEACHHUS NPO(UIAKTUKH TOIIHOTHI M PBOTHI HE

TpeOyeTrcs. B cinyyae eciim OHM HAYMHAIOT WCOBITBIBATH YYBCTBO TOIITHOTHI M PBOTHI,

MO>KHO Ha3HAYUTh:

a. OnpancerpoH 16 Mr BHYTph WM BHYTPHUBEHHO WJIM BHYTPHUMBIIICYHO WA PEKTAIBHO.
JIn6o:

b. I'panucerpoH 2 Mr BHYTpb WK 1—3 MI' BHyTPUBEHHO WJIM BHYTPUMBIIIEYHO. JIn00:

c. TpomucerpoH 5 Mr BHYTPb WM BHYTPUBEHHO HJIH BHYTPUMBIIIIEUHO.

[Ipenapater npuMeHstoT 32 30—60 MUH 10 00TydICHHUS.

XumMuoTepanus + JiyueBasi Tepanus.

[Ipu mnpoBeneHWH IJIydeBOrO BO3ACHCTBHS Ha (OHE XUMHOTEpAMH CXeMma
AHTUAMETUYECKOM MPO(PUIAKTUKM PEKOMEHJIYETCS [0 MaKCUMAJIbHO 3METOIC€HHOMY
BO3JICUCTBUIO (10 30HE JIy4€BOM HArpy3KH WM MO IUTOCTATHKY), HO MOXKET OBITh MOAHATA HA
OJHY CTYNEHb NMpH Hamu4uu 3 win Oosiee PaKTOpPOB pUCKa (KEHCKHM TMOJ, MAJbIA MpHEeM
aJIKOTOJIs1, CTpax IMepes JeUYeHUEM, BO3pACcT MOJIOXKE 55 JIeT U TOIIHOTa U PBOTA B aHAMHE3E).

IIpodpunakTuka pazsutus ¢peOpuIbLHOI HelTPONIEeHUN



220

IIpuioxenue 1: ypoBHM 10Ka3aTEJIbHOCTH

B HacTOAmMX KIMHUYECKHX PEKOMEHIAIMSIX B KBaJpPaTHBIX CKOOKaxX MPUBEICHBI yPOBHH
JI0KA3aTeIbHOCTH PEKOMEHJAlMi, B COOTBETCTBMH CO IIKalaMH, pPa3pabOTaHHBIMA
AmMepukaHckuM o0mmecTBoM KimHUYeckoi oHkoorun (ASCO) u Eponeiickum o01iecTBoM
MmenuiHcKor onkonoruu (ESMO).

YpoBeHb ‘ Tun noxasaTenbHOCTH
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J0Ka3aTCJIIbHOCTU

Kax MHUHHMYM OJIHO KPYITHOI'O PaHAOMHU3UPOBAHHOI'O
KOHTPOJIUPYEMOI'O UCCIICAOBAHUA BBICOKOI'O Ka4€CTBA (C HU3KOH
BOPOATHOCTBIO OHII/I6OK) WJIN ME€Ta-aHaJIn3a roOMOI'CHHBIX
PaHAOMHU3HUPOBAHHBIX I/ICCJ'IG,HOBaHI/Iﬁ BBICOKOI'O Ka4ye€CTBa

He6nonpmue PAaHIOMU3HUPOBAHHBIC UCCIICAOBAHNA U1K KPYITHBIC
PAaHAOMH3HUPOBAHHBIC UCCIIECAOBAHUA C BBICOKOH BEPOATHOCTBIO
omuOok. Mera-aHanus HOI[O6HBIX I/ICCJ'ICIIOBaHI/Iﬁ WM ME€Ta-aHaJInu3
reTEPOrcHHbIX I/ICCJ'ICI[OBaHI/Iﬁ

HpOCHeKTI/IBHBIC KOT'OPTHBIC UCCIICAOBAHUA

PeTpOCHCKTI/IBHHe KOTI'OPTHBIC UCCIICAOBAHUA UIIKN UCCIICAO0BAHUA
«CJ'Iy‘lEIﬁ-KOHTpOJ'IL»

HccnenoBanus oe3 KOHTpOJ’IBHOﬁ rpyIIbl, OTACIBHBIC CJIydal, MHCHUC
OKCIICPTOB

Creneun

I'papanus

A

JlocToBepHbIe JaHHBIE O BHICOKON KIMHUYECKOH 3()()eKTUBHOCTH,
HAaCTOSITENIbHO PEKOMEHTyeTCs

JlocroBepHble Uiu yoenuTeabHble JaHHbIE 00 YMEPEHHON KIMHUYECKON
3¢ (HEKTUBHOCTH, PEKOMEHIyeTCS

Henocrosepublie nannbie 00 3¢ HeKTUBHOCTH, KOTOpas HE
NIEePEBEIIMBACT PUCK UM HEJIOCTATKU JICUeHUs (HeXKeIaTeNbHbIe
SBJIEHUS, CTOUMOCTD U T.JI.), MO’KET IPUMEHATHCS KaK OJUH U3
BapHaHTOB

Ipuioxenne 2: cxeMbl JIEKAPCTBEHHOTO JIeYeHHUS

JInmdpoma XoKKHHA

ABVD

e JloxcopyOouuux 25mr/m? B/B, xHu 1 1 15

e bneomurnuu 10 MI/M? B/B,qau 1 u 15

e BunGuactus 6 mr/m’ (cymmapno He 6osee 10 mr) B/B, 1au 1 1 15
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Jlakap6asus 375 mr/m® /B, auu 1 u 15

Jleuenue Bo300OHOBIsAETCA HA 29 NEeHb

BEACOPP-3ckannpoBaHHbIH

Dronosua 200 Mr/m? B/B, nau 1-3

Hoxcopyourun 35 MI/M? B/B, IeHb 1

Luknodpocdamuy 1250 mr/m? B/B, feHb 1

Bunkpucrtun 1,4 Mr/M° (cymmapHo He 6ostee 2 Mr) B/B, I€Hb 8

Baeomurmn 10 mr/m® B/B, icHb 8

[Tpokap6azun 100 Mr/m° BHYTpb, THH 1-7 (BO3MOKHA 3aMeHa Ha JakapOa3uH 375
Mr/M? B/B, JIcHB 1)

[Tpenau3zonon 40 MI/M? BHYTpB, 1HU 1-14

[-KC® moakoxuo ¢ 8 1o 12 a1HA WM 4O BOCCTAHOBIIEHMS TOKA3aTeIei JIEMKOIIMNTOB

Jleuenue Bo300OHOBIIsAETCSA HA 22 NEHb

BEACOPP-14

Srtomno3ug 100 MI/M? B/B, mHH 1-3

Hoxcopyouruu 25 mr/M° B/B, 1eHb 1

Huxmnodochamum 650 MI/M? B/B, IeHb 1

Bunkprctun 1,4 Mr/m® (cyMmapHO He 6oltee 2 Mr) B/B, CHB 8

biaeomunua 10 MI/M? B/B, II€HD 8

[Tpokap6azun 100 mr/m? BHYTpPb, IHU 1-7 (BO3MOYKHA 3aMeHa Ha jgakap6a3uH 375
Mr/M° B/B, IEHB 1)

[Tpenaun3zonon 40 Mr/m° BHYTPb, THU 1-7 (0OTMEHA MPETHNU30JI0HA B OJIUH JCHb Ha 8-
neHb nukia. [Ipy BOSHUKHOBEHUH CUHAPOMA OTMEHBI — B 3 JTHS)

I'-KC® noakosxuo, n1au 9-13

Jleyenne Bo30o0OHOBIsAETCS HA 15 neHb

Hexokkuackue JumM@p oMbl

MoHnoTepanusi pUTYyKCHMa0oM

Purykcumatb 375 Mr/M% B/B Kar., | pa3 B Hezemo B TeueHue 4 HeJenb

R-CHOP

Putykcumabd
o 375 mr/m® B/B Kam. | upk, ganee purykcuma6 1400 mr i/, ness 0w 1
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WIH
o 375 mr/M° B/B Kar., 1eHb 0 win 1 Bce IUKIIbI Kypca

e Jlokcopyourua 50 Mr/M2 B/B Kall., JIeHb 1

e [uxnodochamuza 750 Mr/M% B/B Karl., IeHb 1

e Bunkpucrun 1,4 Mr/mM® (cymmapHo He Goiee 2 Mr) B/B, JcHb |
e IIpeanuzonon 100 Mr BHYTpH, AHU 1-5

JleueHne BO30OHOBIIICTCS HA 22 JICHD

R-CVP

e Purykcumabd
o 375 mr/m? B/B Kam. | muk, nanee purykcuma6 1400 mr i/, ness 0w 1
WIn
o 375 mr/m® B/B Karl., nens 0 win 1 Bee IUKIIBI Kypea

o Iuxnopocdamuy 750 mMr/m> B/B Karr., IeHb 1

e Bunkpucrun 1,4 Mr/m° (cymmapHo He Gonee 2 Mr) B/B, JieHb 1
o [Ipeanuzomnon 40 mr/m° BHYTpb, THU 1-5

Jleuenne B0300HOBIsIETCS Ha 22 ICHD

RB

e Purtykcumad
o 375 mr/m? B/B kam. | wuk, ganee purykcumab 1400 mr 1i/k, aeHs 1
170171
o 375 Mr/m? B/B KaIL., IeHb | Bee IMKIBI Kypea

e bennamyctun 90 Mr/M° B/B KarL., 1au 1, 2
Jleuenne Bo300HOBIsAETCS HA 22 NEHD

R-miniCHOP
e Purykcumab
o 375 mr/mM® B/B kam. | muk, ganee purykcumab 1400 mr ni/k, nens 0 nm 1
WA
o 375 mr/M® B/B Kar., 1eHb 0 uinu 1 Bce UK Kypca

e JlokcopybOurnus 25 mr/m° B/B KalL., IeHb 1

o I[uxnodochamua 400 Mr/M° B/B KalL., IeHb 1
e Bunkpuctus 1 mr B/B, neHb 1

e Ilpennuszonon 40 mr/m BHYTpb, IHU 1-5
Jleyenne Bo300HOBIsAETCS HA 22 NEHD

R-CEPP

e Putykcumad
o 375 mr/m® B/B kam. 1 nuki, ganee putykcumad 1400 mr r/k, aess 0 wmm 1
581071
o 375 mr/M° B/B Kar., eHb 0 v 1 Bce IUKITBI Kypca

e [uxnodochamua 600 Mr/M° B/B Kal., Ja4 1, 8
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e Drtomo3ux 70 MI/M> B/B, mHH 1-3

e TIpokapGasun 60 Mr/m° BHyTpS, auK 1-10
e [Ipeanuzomnon 40 Mr/M° BHYTpb, THU 1-5
Jleuenue Bo300HOBISIETCS HA 29 JIeHB

R-CEOP

e Purykcumabd
o 375 mr/m? B/B Kan. | mpk, nanee purykcuma6 1400 mr i/, ness 0w 1
W
o 375 mr/m® B/B KarL., ness 0 win 1 Bee HUKITBI Kypea

e Iuxnopocdamuy 750 Mr/m® B/B Karr., IeHb 1

e DTtomno3un 75 MI/M? B/B, IeHb 1

e Bunkpucrun 1,4 Mr/mM® (cymmapHo He Goliee 2 MT) B/B, JcHb |
e [Ipeanuzomnon 40 mr/m° BHYTpb, THU 1-5

Jleuenue Bo300OHOBIsAETCSA HA 22 NE€Hb

R-CNOP

e Putykcumald
o 375 mr/M® B/B xarl. 1 UK, nanee purykcumad 1400 mr n/k, nens 0 win 1
AN
o 375 mr/M® B/B Kar., 1eHb 0 unu 1 Bce UKl Kypca

e [luknodochamug 750 mr/m? B/B Kall., IeHb 1

e Murokcantpos 10 MI/M? B/B, A€Hb 1

e Bunkpucrus 1,4 mr/m? (cymmapHo He 6osee 2 Mr) B/B, eHb 1
e Ilpennuszonon 40 Mr/m? BHYTpb, HU 1-5

Jleuenne Bo300HOBIsAETCS HA 22 NEHD

R-FND

e Purykcumab
o 375 mr/m? B/B Kam. | muks, nanee purykcuma6 1400 mr /k, gess 0w 1
170171
o 375 mr/m? B/B Karl., neHb 0 win 1 Bee IUKIBI Kypea

o  Onynapabun 25 mr/m° B/B KarL., aau 1-3
e Murokcantpos 10 MI/M? B/B Kar., JeHb 1
e Jlexcamerason 20 mr B/B KaIl., 1HA 1-5
Jleuenue Bo300HOBIsETCS HA 29 JIeHD

R-FCM

e Purykcumab
o 375 mr/mM® B/B kam. 1 muk, nanee purykcumad 1400 mr n/k, nens 0 nm 1
WA
o 375 mr/m® B/B Kar., ners 0 win 1 Bee IUKITBI Kypea

o  ®uymapabun 25 mMr/m° B/B Ka., auu 1-3
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e Murokcantpos 10 Mr/M2 B/B Kam., JeHb 1
o Iuxnodpocdamuy 150 mr/m B/B Karr., guu 1-3
Jleuenue Bo300OHOBIsAETCSA HA 29 NEeHb

R-BAC

e Purykcumab
o 375 mr/m® B/B Kam. 1 Uk, ganee putykcumad 1400 mr n/k, nenp 1
AN
o 375 mr/M° B/B Karl., IeHb | BCE IUKJIBI Kypca

e benmamycrun 70 Mr/M% B/B Kall., T4 2, 3
e [{urapabun 800 MI/M° B/B KaIl., U 2, 3, 4
Jleuenue Bo300OHOBIsAETCA HA 29 NEeHb

CMED
e [uxnodochamua 750 Mr/M% B/B Karl., IeHb 1
e Merotpekcat 300 mr/m’ B/B, 1eHb 1
e JleiikoBopuH 15 Mr B/B, yepe3 24 daca 1ocie BBEJSHUS METOTPEKcaTa U Jajiee
Kaxkaele 6 yacoB, Bcero 12 BBeneHMi
e DOTtono3ux 400 MI/M? B/B, 1Hu 1, 2

e Jlexcamerason 20 Mr/m? BHYTpS, JHH 1-5

R-CHOEP

e Purykcumab
o 375 mr/m® B/B kam. | muk, ganee purykcumad 1400 mr n/k, ness 0
WA
o 375 mr/m B/B KarL., AeHb 0 Bce IWHKIBI Kypca

e Jloxcopybumun 50 mr/m? B/B KalL., IeHb 1

o [uxnodochamug 750 Mr/M° B/B KalIL., IeHb 1

e Bunkpucrun 1,4 Mr/M? (cymmapHo He Oonee 2 Mr) B/B, IeHb |
e DOTtomno3ux 100 Mr/M? B/B Kall., 104 1-3

e [Ipegnuzonon 40 Mr/m? BHYTpb, 1HU 1-5

Jleuenne Bo300HOBIsAETCS HA 22 NEHD

R-MACOP-B

e Purykcumabd
o 375 mr/M? B/B xarl. 1 UK, nanee purykcumad 1400 mr n/k, nens 1, ven. 1, 3,
57,911
581071
o 375 wmr/™M® B/B KarL., zess 1, men. 1,3,5,7,9, 11

e Jlokcopyourua 50 MI/M° B/B Kam., ness 1, ven. 1, 3,5,7,9, 11
o [luknodochamug 350 Mr/M° B/B KallL., 1eHb 1, men. 1,3,5,7,9, 11
e Bunkpucrun 1,4 MI/M> (cymmapho He Oonee 2 Mr) B/B, AeHb 1, Hen. 2,4, 6, 8, 10, 12
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e Merotpekcat 400 Mr/M° B/B Kam., aeHsb 1, ven. 2, 6, 10

e JlenikoBopuH

e Bueomumun 10 mr/m? B/B, IeHb 1, Hen. 4, 8, 12

e IIpennu3onon 75 mr/cyT. BHYTpb HenpepbIBHO 10 HeJenb C MOCTENEHHBIM CHUKEHUEM
1036l B Teuenue 11-12 Henenp uian Tonsko Heaenn 1,3,5,7,9, 11

DA-R-EPOCH

e Purykcumab
o 375 mr/m® B/B Kam. 1 Uk, ganee putykcumad 1400 mr n/k, nesp 0
AN
o 375 mr/m° B/B Kart., 1eHb O Bce IUKJIIBI Kypca

e Orono3un 50 MF/MZ/CYT B/B, THU 1-4 (HenpepbiBHAS 96-yacoBas HHDY3Us)
o JlokcopyOuuun 10 mr/m%/cyT B/B, mun 1-4 (HenpepsiBHas 96-uacosast uHDY3Hs)
o Bunkpucrun 0,4 Mr/m?/cyT B/B, Hu 1-4 (HenpepbiBHAs 96-uacoBast HH(Y3Hs)
e [uxnodochamuzg 750 Mr/M? B/B, I€HB 5
e TIpemrmsomnon 60 Mr/m? 2 pasa B IeHb BHYTpb, AHH 1-5
o [-KC® 300 mkr mogkoskHo 6-15 qHu
Jleuenne B0300HOBIsIETCS HA 22 ICHD
B oannou 0osuposke nposooumces 1 xypc. [anee 0031 5mono3uoa, 00kcopyouyura u
yuxnoghocghana Koppekmupyromcs OmHOCUMENbHO NPedbloyye20 8 3a8UCUMOCTU OM
HU3We20 ypoeHs nokasameleli Kpogu, OnpeoeieHHbIX 80 8PeMsL U NOCIe NPOBEOEHUs]
Kypca, no cieoyrouetl cxeme:
e neumpogunvt gviue 0,5 x 1 0/, mpombooyumawl eviuie 25 x 1 0%/ — yeenuyerue 003
Ha 25%
o Heumpogunw menee 0,5 x 1 0%/ npu 1-2 usmepenusx, mpomboyumol eviuie 25 x
10%x — coxpaneHue 003 npeovloyule2o Kypca
o  Heumpogunvt menee 0,5 x 1 0° npu 3 u bonee uzmeperusx, mpomoboyumsi Hudxce 25
x 10%/1 — pedyxyus 003 na 25%

SC-EPOCH-RR (pexum jeuyenust HXJI y BUU-unuuupoBaHHbIX 00IbHBIX):

e Putykcumad
o 375 mr/™® B/B Kar. 1 BBejeHUE, najee purykcumad 1400 mr n/k, qam 1, 5
581071
o 375 wmr/M* B/B KarL., gau 1, 5

e Orono3unx 50 MF/MZ/CyT B/B, THU 1-4 (HenpepbiBHAS 96-yacoBas HHQY3uUs)
e Jlokcopyobuuun 10 MF/MZ/CYT B/B, 1HU 1-4 (HenpepriBHAs 96-uacoBas HHPY3uUs)
e Bunkpucrun 0,4 MF/MZ/CYT B/B, THU 1-4 (HenpepbiBHAs 96-yacoBas nHQY31A)
e [luknodochamug 750 MI/M? B/B, I€HD 5
e Ilpennuszonon 60 mr/m BHYTpb, IHU 1-5
o [-KC® 300 mKkr mogkokHo 6-15 qam
Jleuenue Bo300HOBIsAETCSA HA 22 NEHB.
o3y yuxnogocghamuoa peoyyupyrom
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o na 25% npu chuocenuu netimpogunog nuxce <0,5 x 10°/n, mpomboyumos <25 x 10°/x
6 meuenue 2-4 oueu

o na 50% npu chudicenuu netimpodunos nusice <0,5 x 10°/1, mpomboyumos <25 x
10%/1 6 meuenue 5 u 6onee oneil.

DeVic (pexum sneuyennss NK/T-kiierounoi JuMpomMbl, HA3aIbHbIIH THIT)
e Kap6ommarun 200 MI/M> B/B, IeHb 1
e Drtomo3uxn 67 MI/M> B/B, mHH 1-3
e Udochamua 1,2 r/m? B/B, nHU 1-3
e JlekcamerazoH 40 mr B/B, q1aM 1-3
Jleuenue Bo300OHOBIsAETCSA HA 22 NE€Hb

SMILE (pe:xum neuyennss NK/T-kiierounoii JuM@omMbl, Ha3aIbHbII THIT)
e MertoTpekcar 2 /Mm% B/B Kar. 6 4acos, JIeHb 1
e Udochamun 1,5 /Mm% B/B KallL., 1au 2-4
e | -acnaparunaza 6 000 ME/m? B/B Kamn., quu 8, 10, 12, 14, 16, 18, 20
e DOTtomno3ux 100 Mr/M° B/B Kaill., 1HH 2-4
e Jlekcameraszon 40 mr B/B Karl., 10U 2-4
Kaxxapiii ouepeiHoil Kypc mocie BOCCTaHOBIIEHUS! YPOBHsI HEUTpo(uiioB

BbJ10KOBBIE PEKUMBI JICYEHHUSI

CODOX-M/IVAC
e CODOX-M (tmkmsr 1, 3)
*  Tuxnodochamug 800 Mr/M° B/B, 1eHb 1
* Bunkpucrun 1,5 Mr/m? (ne 6onee 2 mr) B/B, 1HH 1, 8
* JlokcopyOunun 40 Mr/M B/B, 1eHb 1
*  Tuxmodochamug 200 MF/MZ/CyT. B/B, IHU 2-5
* Hwurapabun 70 Mr uHTparekaabHO, THU 1, 3
*  Mertotrpekcar 300 Mr/M B/B B Tedenne 1 waca, nanee — 2700 mMr/m B/B B
TeueHue nocuenyronmx 23 gacos (y 0ompHBIX cTapime 65 aet — 100 Mr/M° B/B
B Teuenue | gaca, ranee — 900 Mr/m> B/B B TeUEHHE ITOCITEAYIONMAX 23 Yaco),
neds 10
* Merotrpekcar 12 Mr uHTpaTeKaibHO, 1€Hb 15
» JleiikoBopuH 15 Mr BHYTpb yepe3 24 yaca mocie MHTPaTEKaIbHOTO BBEJACHUS
MeTOoTpeKcaTa
* T[-KC® 5 MKI/KT MOJIKOYKHO JI0 TIOBBIIICHUS YPOBHS TPAHYJIOIUTOB > 1 X 10%n
e IVAC (uukisl 2, 4)
*  Dromosua 60 Mr/m? (1a 500 M GU3. paCTBOPA WITH H30TOHHIECKOTO PaCTBOPA
TJIIOKO3BI) B/B, AHU 1-5
* MUdocdhamug 1,5 /™ (y 601bHBIX cTapiie 65 et — 1 /M) B/B, auu 1-5
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«  IlurapaGun 2 r/mM” (y 60mbHBIX cTapure 65 et — | r/m%) B/B Kaxasie 12 dacos,
nHu 1-2 (Bcero 4 BBECHUS)
* Merotpekcat 12 Mr uHTpaTeKaibHO, AEHb 5
* ['-KC® noaxoxHO 10 NOBBIIIEHNS YPOBHS T'PaHyJIOLMUTOB > 1X 10/
Hauao cieyromero 610ka — ocyie CTaGHIM3aluy YPOBHS TpaHyIonuTos > 1x 10%/1 i
YPOBHS TPOMOOITUTOB > 75X 10%/1 Ges noaaepxku ['-KCD

R-HyperCVAD/R-HMA
e Ilukiei 1, 3, 5,7 (HyperCVAD)
*  Tuxmodochamug 300 Mr/M% B/B Kaxple 12 yacos, gau 1-3 (Bcero 6
BBCJICHUI)
* Jlexcameta3on 40 Mr B/B wiu BHYTpb, Auu 1-4, 11-14
* Jloxcopyourus 50 mr/M° B/B HenpepbIBHON 24-4yacoBoil uH(py3uel B
LEHTPAJIbHBINA KaTeTep, 1eHb 4
* Bunkpuctus 2 mr B/B, 1Hu 4, 11
o Ilukisi 2, 4, 6,8 (HMA)
* Merotpekcat 1000 mr B/B HenipepbIBHOM 24-4acoBoil HH(Y3HEi, AeHb 1
* Ilurapabun 3 /™ (y 6onbHbBIX cTapiie 60 et — 1 F/Mz) B/B Kaxple 12 4acos,
nHU 2-3 (Bcero 4 BBEACHUS)
*  Metmmpeaau3oinon 50 mMr B/B kaxasie 12 yacoB, q1Hu 1-3 (Bcero 6 BBEICHUI)
e Purykcumab 375 Mr/M? B/B MITH putykcumabd 1400 mr n/k (Kpome 1epBoro BBEACHU),
auu 1, 11 (uukost 1, 3) u qau 2, 8 (ukist 2, 4) — Bcero 8 BBEJACHUM
e [lpodunaxruka nopaxenust ITHC npoBoauTcs Ha KakJJoM Kypce, cymMmmapHo 16
WHTpATEeKabHBIX BBEJCHUI:
* Merotpekcar 12 Mr uHTpaTeKaabHO, JEHb 2
* Ilurapabun 100 Mr uHTpaTeKanbHO, JEHb 7

R-MaxiCHOP/R-HD-AraC
e Iukier 1, 3,5, (MaxiCHOP)
*  uxmodochamug 1200 mr/m° B/B, neHb 1
*  JlokcopyOunua 75 Mr/M B/B, 1eHb 1
* Bunkpucrtun 2 mr B/B, 1eHb 1
* IIpennusomnon 100 mr B/B UM BHYTPb, THU 1-5
o [luxiuer 2, 4, 6 (HD-Ara-C)
* IlurapabuHn 3 r/M° (y GonpHBIX cTapiie 60 et — 2 r/m?) B/B KaxbIe 12 4acos,
nHU 1-2 (Bcero 4 BBeJEHUS)
e Purykcumab 375 Mr/M? B/B MK putykcumabd 1400 mr n/k (Kpome nepBoro BBEACHU),
JeHb 1 KaXkaoro mukKia
Jleuenne B0300HOBIIAETCS HA 22 NE€HDb WX II0CIE BOCCTAHOBIIEHUS ITOKAa3aTEIEH
nepudepuyeckoit KpoBu

NHL-BFM 90 (B-HXJ12004 ma6.)
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e (Cxema JIeueHUs:

I'pymma HU3KOTO pUCKa:
= V-A-B
['pyrmima npoMe)yTOYHOTO PUCKA MITU BBICOKOTO PUCKA:
V-AA-BB
Pecmaouposanue
o [IP
= AA - BB (- AA - BB -y 6onbubix svlcoko2o pucka)

—> o Henonnwiii omeem
J CcC
Pecmaouposanue 2
* [IP unu omcymcmeue onyxoneeou mrkaHu no
OaHHBLIM NOBMOPHOU OUONCUU
= AA-BB-CC
—>+  Onyxonesas mkams no OAHHbIM NOGNMOPHOIL
buoncuu
= Ayroaornynas TT'CK

e IlIpodasza (V)

[Tpeanuzomnon 30 Mr/M? BHYTpb WJIH B/B, THU 1-5
Huxnodochamua 200 mr/m° B/B, 1uu 1-5
Metotpekcat 12 Mr uHTpaTekaibHO, ACHb 1
[{utapabun 30 Mr MHTpaTeKanbHO, eHb |
[Ipeanuzonon 10 Mr uHTpaTekaibHO, 1€HD 1

e biok A

JlexcamerasoH 10 mr/m’ B/B witu BHYTpb, JHU 1-5

Udochamug 800 mr/M° B/B, nHu 1-5

Metotpekcat 500 mr/m? B/B, IeHb | (24-yacoBast uUHQy3Us)

Hurtapabun 150 mr/m? B/B Kaxeie 12 acos, xau 4-5 (Bcero 4 BBenEHU)
ronosua 100 Mr/m? B/B, THU 4-5

MeroTpekcaT 12 M HHTpaTeKalIbHO, JeHb |

Hurtapabun 30 Mr uHTpaTeKkaaIbHO, AeHb |

[Ipeanuzonon 10 Mr uHTpaTekanbHO, 1€HB 1

Jlexcamerason 10 mMr/m? B/B win BHYTpPb, IHU 1-5
Huknodochammua 200 mr/M° B/B, qHu 1-5

Merotpexcat 500 mr/M° B/B, 1eHb 1 (24-yacoBast uHQy3UsI)
JokcopyOurus 25 mr/M° B/B, 1HH 4-5

MerotpekcaT 12 Mr UHTpaTeKalbHO, AEHb |

[utapabun 30 Mr UHTpaTEeKaIbHO, ACHD |

[Ipeanuzonon 10 Mr uHTpaTeKaibHO, 1€HDb 1

e bBiok AA

Jlexcamerason 10 mMr/m* B/B wim BHYTPb, THU 1-5
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Hdbocdamna 800 mr/m* B/B, xun 1-5

MeroTtpekcat 5 r/mM® B/B, neHb 1 (24-gacoBast unby3us) (Ilpu revernuu no
npomoxony B-HXJI 2004 mab6. - 1 2/

Bunkpucrun 1,4 mr/m? (He Gonee 2 Mr) B/B, 1eHb |

[urtapabun 150 mr/m% B/B kaxpie 12 yacos, nuu 4-5 (Bcero 4 BBenICHUS)
ronosua 100 Mr/m? B/B, nuu 4-5

MetoTtpekcaT 6 MI HHTpaTeKalbHO, 1HU 1,5

[utapabun 15 Mr uaTpatexansHo, 1au 1,5

[IpenHn30510H 5 MI MIHTpaTeKaIbHO, 1HU 1,5

bnox BB

Jlekcamera3on 10 MI/M% B/B Um BHYTpb, AHU 1-5

Huxnodochamma 200 MI/M? B/B, nHU 1-5

MeroTpekcat 5 /™M B/B, 1eHb 1 (24-yacoBas unpysus) (Ilpu nevenuu no
npomoxony B-HXJI 2004 mab. - 1 Z/Mz)

Bunkpucrun 1,4 Mr/M° (ue Gostee 2 mr) B/B, IeHD 1

Jokcopyourus 25 MI/M? B/B, nHHU 4-5

MeTtoTtpekcaT 6 Mr UHTpaTeKalbHO, THU 1,5

[urapabun 15 Mr uHTpaTekanpHo, 18U 1,5

[IpenHu3010H 5 Mr UHTpaTeKaIbHO, AHU 1,5

bnox CC

Jlexcametason 20 Mr/M? B/B WiIH BHYTpb, IHU 1-5

Bunnesun 3 MI/M? (1e 6onee 5 mr) B/B, AcHB |

[urtapabun 2 /M B/B kaxple 12 gacos, quu 1-2 (Bcero 4 BBeICHUS )
romosux 150 mr/m? B/B, 1uu 3-5

MetotpekcaT 12 Mr uHTpaTeKaibHO, AEHb 5

[urtapabun 30 Mr uHTpaTeKkaaIbHO, AEHb 5

[Ipeanuzonon 10 Mr uHTpaTeKaIbHO, IEHD 5

Purykcumadb 375 mr/m? B/B WK putykcumabd 1400 mr n/k (Kpome mepBoro BBE/IEHU),

nenb () kaxaoro 0oka (B pamkax nporokosna B-HXJI 2004 ma6. B 0 n1eHb nepBbIxX

YeThIpex OJIOKOB)

Cxema neyeHus:

COP

['pymima HU3KOTo prcKa
= COPAD - COPAD
['pymnma mpoMexyTOYHOro prcKa
= COP-COPADM #1 - COPADM #2 -CYM #1 - CYM #2 —m1
['pymnma BBICOKOTO pHcKa
= COP-COPADM #1 - COPADM #2 - CYVE #1- CYVE #2—-ml -
(JIT 24 T'p npu nopaxennn IIHC) — m2 — m3 — m4

Huxnodochamua 300 Mr/M? B/B, I€Hb 1
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Bunkpuctun 1 mr/m’ (e Gonee 2 Mr) B/B, JCHD |

Ipenun3010H 60 Mr/M° BHYTpb WIH B/B, 1uu 1-7

MetotpekcaT 15 Mr + rugpoKopTH30H 15 MI UHTpaTeKalbHO, 1eHb 1 (B rpyme
BBICOKOT'O PHCKa — B coueTaHuu ¢ nurapadbunom 30 mr B nuu 1, 3, 5)

COPADM

Bunkpucrun 1,4 mr/m (e Gonee 2 Mr) B/B, neHb 1 (+ gers 6 B8 COPADM #2)
MeTtoTpekcar 3 r/mM° B/B B TeUEHHE 3 4acoB, B TPYIINE BBICOKO PUCKA 8 T/M” B
TedueHue 4 4acoB, ACHb 1

JleiikoBopuH 15 Mr/M® B/B 4 pasa B cyTKH, aHH 2-4

Jloxcopyourun 60 MI/M? B/B, I€Hb 2

Huxnodochamua 500 Mr/m° (1000 mr/mM® B COPADM #2) B/B xaxapie 12
4acoB, IHU 2-4 (Bcero 6 BBEJICHUIA)

[Tpeanuzomnon 60 Mr/M% B/B Un BHYTpPB, 1HU 1-6

MeroTpekcat 15 Mr + ruipokopTH30H 15 Mr HHTpaTeKaabHO, THH 2, 6 (B
rpyMIe BHICOKOTO PUCKa B coueTaHuu ¢ uTapadbunom 30 mr B 1HU 2, 4, 6)

COPAD

m1

Bunkpucrun 1,4 Mr/M° (ue 6osiee 2 mr) B/B, HH 1, 6
Hokcopyouius 60 MI/M? B/B, I€Hb 2

Huxnodochamma 500 Mr/M% B/B KaxJple 12 yacos, qHu 2-4 (Bcero 6
BBEJICHUI)

IIpennnsonon 60 Mr/M? B/B WtH BHYTpb, AHU 1-6

Merotpekcart 3 r/M® B/B B TeueHHe 3 4acos, 1eHb |

JlenikoBopuH 15 Mr/M° B/B 4 pasa B CyTKH, THU 2-4

Iurapabun 100 mr/m%/cyT. HenpepbiBHAs HHY3Hs, THI 2-6
MeTtotpekcaT 15 Mr + ruApoKOpTH30H 15 MI MHTpaTeKallbHO, IeHb 2
Hurtapabun 30 Mr + ruIpoKOPTU30H 15 MI MHTpaTeKallbHO, JIeHb 6

[{urapadbun 50 mr/m? HenpepbiBHas 12-yacoBas HHGY3HA (10 BBICOKHX /103
uTapabuHa, 2000-800), nau 1-5

[urtapabun 3 /M B/B (B TeueHue 3 4acos, 800-1100), ITHY 2-5

Oromno3ug 200 MI/M> B/B, IHHU 2-5 (1400-1600)

Bunkpucrun 1,4 Mr/m? (ue 6onee 2 mr) B/B, 1€Hb |

Merotpekcar 3 r/mM’ B/B B TeUCHHE 3 4aCOB (B rpyIme BbICOKOTO pucka 8 r/M° B
TedeHue 4 yacon), A€Hb 1

JlenikoBopuH 15 Mr/M° B/B 4 pasa B CyTKH, THU 2-4

Huxnodochamua 500 MI/M° B/B, HH 1, 2

Jloxcopyourua 60 Mr/M B/B, 1eHb 2

[Tpenun3zomnon 60 Mr/M° BHYTpb, THU 1-5

MeroTpekcat 15 Mr + ruIpoKOpTU30H 15 MT HHTpaTeKaIbHO (B TpyMIe
BBICOKOTO PHCKa B COYETaHUH C muTapaduHom 30 mr), 1eHb 2



e m3 - anasorudyeH M1, HO Ge3 BHICOKHX /103 METOTPEKCaTa M MHTPATEKAIBHOTO

BBCACHUA XI/IMI/IOHpeHapaTOB
e m2, m4

Oronosug 150 MI/M? B/B, HU 1-3
Hurtapabun 100 MF/MZ/CyT. HernpepbiBHAs 24-4yacoBas nHY3us, 1HU 1-5

Hauano cienyromero 6710Kka — mociie CTabMIM3aIuy yPOBHS IPaHYJIOMKUTOB > 1,5 X 10%n u

ypoBHS TpoMOomuTOB > 100 X 10%/1 6e3 noanepxku ['-KCD

HuTepBai MeK Iy KypcaMu MoaAepKuBaronui repanuu (M1-m4) — 28 nueit

JIb-M-04

e (xema neuenus: npeadaza—A-C—-A-C

e [Ilpendaza

Huxnodochamma 200 mr/m% B/B, muu 1-5
Jlekcamera3on 10 MI/M? B/B, nHHU 1-5

e biok A

e biok C

Hdbocdamna 800 mr/m* B/B, xun 1-5

Merotpekcar 1,5 r/M® B/B (B TeueHue 12 4acoB), JIeHb 1

Bunkpuctun 2 Mr B/B, 1eHb |

JlokcopyGuuus 50 mr/m? B/B, IeHB 3

[Murapadbun 150 Mr/M2 B/B KaxkJpie 12 yacos, quu 4-5 (Bcero 4 BBeeHUS )
Oronosug 100 MI/M? B/B, 1HH 4-5

Jlekcameraszon 10 MI/M? B/B, mHU 1-5

Merotpekcar 1,5 /M B/B (B Teuenue 12 yacoB), AeHb 1

BUHOIACTUH 5 MI/M° B/B, IIeHb 1

[urtapabun 2 /M B/B Kaxble 12 yacos, aHH 2-3 (Bcero 4 BBeneHU)
romosux 150 mr/m? B/B, guu 3-5

Hexcamerazon 10 Mr/m? B/B, quu 1-5
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[Ipodunaktuky Helponelikemun MpoBOAAT B 1 aeHb nipendassl u B 1 JeHb Kaxk10r0 0J0Ka B

BUJIC UHTPATCKAJILHOT'O BBCACHUS XUMHUOIIPCIIAPATOB:

e Ilurapabun 30 mMr
e Merotrpekcar 15 mr

e IIpennuzonon 30 mr

Putykcumab 375 Mr/M? B/B M putrykcumad 1400 mr n/k (kpome mnepBoro BBezeHus) B 0

JIeHb KaXJ10T0 O710Ka (Bcero 4 BBEACHMS)

CxeMbl /11 JICYEeHHS PeIMINBOB JUMGOM:

Cxemut 2-o0it tunuu (kanouoamut ona B/AXT ¢ aymoTI CK)

IGEV
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e JlekcamerazoH 40 mr B/B, 1aM 1-5
e Udochammn 2 /Mm% B/B Kall., IHH 1-4
e Bunopens6un 20 MI/M? B/B, IeHb 1

e Temmurabun 800 mr/m> B/B Kamn., 7au 1, 5

DHAP
e Jlexcamertason 40 mr B/B, nHM 1-4
e Ilucrmarun 100 mr/m® B/B Kar. 24-uacosas Hu(Y3Hs, TeHb |

e [lurapabun 2 r/m? B/B Kam. 2 pasa B JIeHb, IeHb 2

ESHAP
e DOrtomo3uxn 40 Mr/M° B/B Kai., qau 1-4
e Mermmmpenauszonon 500 mr B/B xam., aau 1-5
e [Ilucruratusn 25 MF/MZ/CYT. B/B HenipepbIBHAs UHGY3us, 10U 1-4

e Ilurapabus 2 r/m® B/B KaIL., 1CHB 5

MINE
e MUdochamua 1330 Mr/M% B/B Kall., 104 1-3
e Mecna 1330 mr/m® B/B Kall., 1au 1-3
e Dronosuna 65 mr/m> B/B Kam., 1au 1-3

e MUTOKCAHTPOH 8 Mr/M2 B/B Karll., 1eHb 1

o Hochammua 1500 mr/m® /B Kar., xuu 1-5
e DOTtomno3ux 150 Mr/M? B/B Kall., 104 1-3
e [lurapabun 100 mr/m? B/B Karr., qau 1-3

e Merotpekcat 3000 Mr/M? B/B Karl., 1eHb 5

e Bemesug 100 Mr/M% B/B Kam., 14 1-3
o Hochamun 5 r/m° B/B 24-qacoBast HHDY3HS, ICHD 2

e Kap6ommarun 400 MI/M? B/B Karl., IeHb 2

VBR

e Putykcumad
o 375 mr/™M® B/B Kar. 1 uuki, nanee putykcumad 1400 mr /k, aess 8, 15,22 u
JeHb | KaXa0ro Mociaeayroero uKia
WA
o 375 mr/m’ B/B Kam., iU 1, 8, 15, 22 1 nenp 1 kKaxa0ro nocaeayromnero uKkia

e boprezomud 1,6 Mr/M> B/B, oquu 1, 8, 15, 22

e benmamyctun 90 Mr/M% B/B Kar., Jau 1, 2



Jleuenne Bo3oOHOBIsIETCS HA 29 NEHD

Bcero 5 kypcos

GEM-P

e Temmurabun 1 r/m® B/B Kamn., 7au 1, 8, 15

e Ilucrarus 100 Mr/m® B/B KaIL., 1eHb 15

Metunnpenau3oiion 1 r B/B kam., mau 1-5

Jleuenue Bo300OHOBIsAETCA HA 29 NEeHb

AspMetDex (pexum Jedenusi NK/T-kiaeTouHoit 1uM¢oMbl, Ha3aJIbHBIH THIT)

e L-acnmaparunaza 6 000 ME/Mm? B/B KarL., 1au 2, 4, 6, 8

MeroTpekcat 3 /Mm% B/B Karl., IeHb 1

e JlexcameTtason 40 Mr/M% B/B KaIL., auu 1-4

Jleuenue Bo300OHOBIIsAETCSA HA 29 NEeHb

Cxemot 2-out tunuu (ne kanouoamut 013 B/IXT c aymoTI CK)

GDP
[ ]
[ ]

Hucrmnatun 100 Mr/M° B/B KaIl., IeHb 1
Temuuradun 1000 mr/m® B/B KaIl., Juu 1, 8

Hexcamera3on 40 Mr BHYTpb, 1HU 1-4

GemOx

I'emumuradun 1 r/™° B/B Karl., 1eHb |

Oxcamumuarus 100 mr/m® B/B Kam., JeHb 1

ViGePP

Bunopens6un 25 MI/M B/B, AcHb 1, 8
I'emintadbun 800 Mr/M> B/B, quu 1, 8, 15
[Tpokap6azun 100 mr/m BHYTpb, 1-7
Jlexcamerason 60 Mr/m BHYTpS, auK 1-15

Jlomyctun 100 Mr/m? BHYTDb, JI€Hb 1
Sronosua 100 mMr/m? BHYTpb, AHU 1-3, 21-23
Merotpekcat 30Mr/m° B/M, nau 1, 8, 21, 23

DEXA-BEAM

JlexcameTa3oH 24 mMr BHYTpb, AHU 1-10
KapmycTtun 60 Mr/M° B/B KalIL., IeHb 2

Mendanan 20 MI/M? B/B, J€HD 3

234
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e Dtomo3ux 200 Mr/M% B/B Kar., quu 4-7

e [{urapabun 100 MI/M? B/B KaIL. 2pa3a B JieHb, 1HU 4-7

miniBEAM
e KapmycTtun 60 Mr/M° B/B KaIL., IeHb 1
e Dronosuxa 75 mr/m> B/B KaIll., TH 2-5
e [lurapabun 100 Mr/M2 B/B Karl. 2 pasa B JIeHb, THU 2-5

e Menganan 30 mr/m* B/B, 1eHB 6

BAEM
e Jlomyctun 100 Mr/m? BHYTpb, | IeHb
e [lurapabun 100 Mr/M2 B/B Karl. 2 pasa B JieHb, THU 1-5
e Dronosua 100 mr/m® B/B Kar., 104 3-5

e [Ipeanusomnon 40 MI/M? BHYTpPb, THU 1-5

PEPC
e Ilpennuzonon 20 Mr BHYyTpb
e [luknodochamug 50 Mr BHYTpH
e DOrono3ux 50 Mr BHYTpb
e [lpokap6a3un 50 Mr BHYTpb
Ipenapamul npUHUMArOMCsL eHceOHeBHO 00 CHUICEHUSL YPOBHSL ICUKOYUMO8 Hudice 3 %
10°%/1, u 60306HOGNSICMCR NOCTIE 6OCCMANOBTCHUs NOKA3aMenell KPOBU 8 eCeOHe8HOM
pedicume, yepesz 0eHb UNU 8 PPAKYUOHUPOBAHHOM pedicume (3 OHell 8 Hedelio, 2 OHs
nepepuvle) 8 3a8UCUMOCIU OM UHOUBUOYATbHOU nepeHocumocmu. Edceonesnas 003a
npenapamos 6ce20a 0CMaemcsi NOCMOSIHHOU, 03MONCHO MOIbKO USMEHEHUe KOIUYeCmed

Omell 8 Heodeo, KOMopble NPUHUMAIOMCA NPEnapamol.

Xpoanueckui JumMdoIeiKko3

Monomepanus

MonoTtepanus XxJ10paMOyIIHIIOM — KYPcoBOi gopmar
o Xnopambymun 10 mr/m® BHYTpS, aHE 1-7
Jleyenne Bo3o0OHOBIsAETCS HA 29 NeHD

MoHnoTepanusi XJ10paMOyHJIOM — IOCTOSIHHBINA (popmaT
o  XmopamOytmi 0,07 — 0,2 MI/KT BHYTPb, €KETHEBHO 2-4 HEIETH C TIOCIETYOITUM
O100pOM JTO3BI

MoHoTepanus 6eHIAMYCTHHOM

e bennamycrun 90 Mr/M? B/B, nHu 1,2
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Jleueune Bo3oOHOBIsIETCS HA 29 NEHD

MonoTepanust oparymymadom
e B 1 nenr odarymymald BBoautcs B go3e 300 mr. Bce ocranbHbIE BBEICHHS
ocyuiecTBisitoT B o3¢ 2000 mr. Cnauana mpernapaT BBOAUTCS | pa3 B HeAel0 Ha
npotspkeHuu § Heaenb (8 BBenenuit B 1o3e 2000 mr), 3Batem 1 pa3 B mecsii, Bcero 4

paza. Obmiee yncno BBeAeHM oparymymada — 15.

MonoTepanusi a1eMTy3ymMadom

e Anemty3yma0 30 mr /k 3 pasa B Henento, 12-18 Henenb
Ilonuxumuomepanus

FCR BHyTpuBeHHbIii
e Putykcumal 1 nuki — 375 Mr/M% B/B Kall., IeHb 1, mocneayromnue nukibl — 500 MI/M?
B/B KaIl., cHb 1
o Onynapabun 25 mr/m° B/B KarL., aau 1-3
e [uxnodochamuza 250 mr/m° B/B KarL., auu 1-3
JleueHue Bo300OHOBIIICTCS HA 29 JIeHb

FCR nepopaabHblii
e Purykcuma6b 1 muki — 375 Mr/M° B/B Kar., IeHb 1, mocneayromue nukiasl — S00 MT/M?
B/B KaIl., IcHb 1
o ®dnynapabun 40 mr/m? BHYTpPb, AHU 1-3
o Iluknodochamua 250 mr/m® BHYTpS, 1HH 1-3
Jleuenue Bo300HOBIsACTCS HA 29 JIeHD

FCR-Lite
e Purykcuma6b 1 muki — 375 Mr/M° B/B Kar., IeHb 1, mocneayromue nukiasl — S00 MT/M?
B/B KaIl., IcHb 1
o ®mymapa6un 20 Mr/mM° BHYTpb, 1K 1-3
e Iluknodochamus 150 mr/m® BHyTpb, THE 1-3
Jleuenne B0300OHOBIIsIETCS HA 29 JICHD

R-FCM
e Putykcumal 1 nuki — 375 MI/M B/B Kar., IeHb 1, mocieayromue uukiasl — S00 Mr/M?
B/B KaIl., AcHb |
o  OuymapaGun 25 mMr/m° B/B Karr., auu 1-3
o [luknodochamug 200 mr/m° B/B KarL., quu 1-3
e MUTOKCAHTPOH 6 Mr/M2 B/B Kall., IeHb 1
Jleuenue Bo300OHOBIIAETCSA HA 29 NE€HD
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RB
e Purykcumab 1 nukia — 375 Mr/M° B/B Kar., IeHb 1, mocieayromue nukiasl — S00 MI/M?
B/B KaIl., icHb 1
e bennamycrun 90 Mr/m° B/B KarL., 1au 1, 2
Jleuenue Bo300OHOBIsAETCSA HA 29 NEeHD

FluCam
o Onynapabun 25 MI/M? B/B, HU 1-3
e Anemry3ymab 30 mr r/k, aau 1-3
Jleuenue Bo300OHOBIsAETCSA HA 29 NEeHb

CamPred
e Anemry3yma0b 30 mr n/k, qau 1, 3, 5, 8, 10, 12, 15, 17, 19, 22, 24, 26
e Mermimpenau3onoH 1 T B/B Kar., 1HH 1-5

Jleuenue Bo300OHOBIsAETCSA HA 29 NEeHb

R-HDMP
e Putykcumab 375 Mr/m? B/B KaI., nau 1, 8, 15, 22
e Mermmpenuusonon | r/m® B/B Kar., gun 1-3
Jleuenue Bo300HOBIsAECTCS HA 29 JIeHD
IIpoBogsT 3 Kypca

FBR
o @nynapabun 20 Mr/m? B/B Karr., THE 2-4 (TepBBIi IMKIT), nanee — aHU 1-3
e bengamyctun 30 mr/m? B/B Kar., qau 1-3 (mocie ¢bnynapabuna)
e Purykcuma6b 1 muki — 375 Mr/M° B/B Kar., IeHb 1, mocneayromme nukisl — S00 MT/M?
B/B KaIl., IcHb 1
Jleuenue Bo300HOBIsIeTCS Ha 29 eHb

Chl-R
e Putykcumal 1 nuki — 375 MI/M B/B Kar., IeHb 1, mocieayromue uukiasl — S00 Mr/M?
B/B KaIl., AcHb |
e Xnopam6ymu 10 mr/m? BHyTpS, THE 1-7
Jleuenue Bo300HOBIsAETCS HA 29 JIeHD

R-CD
e Purykcumab 1 muxi — 375 mr/m® B/B Karl., ieHb 1, nocueayroume nukis — 500 mr/m
B/B KaIl., 1eHb 1
e [uxnodochamua 750 Mr/M° B/B KaIL., IeHb 1

e JlexkcameTra3oH 12 mr B/B wiu BHYTpb, AHU 1-7
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Jleueune Bo3oOHOBIsIETCS HA 29 NEHD

R-CHOP
e Purykcumab 1 nuki — 375 Mr/M° B/B Kar., IeHb 1, mocieayromue nukiasl — S00 MI/M?
B/B KaIl., icHb 1
e Jlokcopyouruu 50 Mr/m° B/B KaIL., IeHb 1
e [uxnodochamua 750 Mr/M° B/B KaIL., IeHb 1
e Bunkpucrun 1,4 Mr/m? (cymmapHo He Oonee 2 M) B/B, JIeHbB |
e IIpeanuzonon 100 mr BHYTpH, AHU 1-5
Jleuenue B0300HOBIISIETCS HA 22 JIEHB

BoJsiocaTokJ1€eTOYHBIN JIeHK03

HNurepdepon-a
e Uurepdepon-a 3 v ME 1/k X 3 pa3a B HeZelo
o Ilpu rmy6okoii nelikonenuu — untepdepon-o 1 maa ME n/k x 2-3 paza B
HEIeIO.
o Ilpu oTcyTcTBHM JIEUKONIEHUH U YAOBIETBOPUTEIBHON IEPEHOCUMOCTH
BO3MOXXHO HazHavyeHue nutepdepona-o 3 i ME n/k exenHeBHoO.

Kaagpuoun
e (CrangapHble peKUMbI IPUMEHEHUS KIaApruOuHa:
o 0,1 mr/kr/cyT /k x 7 mHek
J3R10%1
o 0,14 mr/kr/cyT X 5 mHEH MOIKOKHO.
e Bo03M0XXHO BBeZIeHHE KJIaJpuOnHa B BU/I€ TOCTOSSHHOM WM JBYX4acOBOH MH(Y3UU
e BapwmaHT pexrMa NpUMEHEHHUs KJIaApUONHA IPH MPOBEJACHUN Kypca y O0JIBHOTO C
ri1yOOKOH HEeMTponeHueH:
o 0,14 mr/kr/aeHsp /K uiv B/B B TeUeHUE 2 4acoB X | pa3 B Heemto X 6 Hellelb B
BU/IE TIOJJKOKHON HMHBEKIIUU WM JBYXYacOBOI BHYTPUBEHHOU HH(Y3UU.

Kaaapubun + purykcumad (CR)
e KitagpuOuH B 0JJHOM U3 YKa3aHHBIX PEXKUMOB

e Purykcuma6 4-8 BBefeHU ¢ MHTEpBaAJIIOM OT 1 Hep. 10 3 Mec.
o 375 mr/m? B/B ka. | BBeneHue, nanee purykenmat 1400 mr m/k
581071
o 375 mr/m’ B/B Kar.

MHuokecTBeHHAS MHEJI0MA

Cxembl 1euenus nepeudHblX 60Jlbl-lblx, Heé AGTIAIUWUXCA Kanouoamamu Ha
mpancnjiaimauuiro
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VMP
e 1-4 kypcsrl:
o Mendanan 9 mr/m° BHYTpS, 1uA 1-4
o Hpexuamsonon 60 mr/m* BHyTpS, 1HE 1-4
o bopre3omutb 1,3 Mr/M° B/B, quu 1,4, 8, 11, 22, 25,29, 32
Jleuenue Bo300HOBISIETCS HA 43 JIeHB
e 5-9 Kypchl:
o Mendanan 9 Mr/M° BHYTpb, THH 1-4
o Ilpemnuzomnon 60 Mr/M° BHYTpb, HU 1-4
o boprezomub 1,3 MI/M? B/B, nHH 1, 8, 22, 29
Jleuenue Bo300OHOBIsAETCA HA 43 NEeHb

e AJBTepHATUBHBII BapUaHT:
o Mendanan 9 mr/m® BHYTpS, 1HH 1-4
o Hpexnansonon 60 mr/m* BHyTpS, 1Hu 1-4
o bopre3omutb 1,3 Mr/M° B/B, quu 1, 8, 15, 22
Jleuenne B0300HOBIsIeTCS Ha 36 1eHB
[IpoBogsaT 9 kypcoB

e MoaupuuupoBaHHbIM BapuaHT
o Mendanan 9 mr/m? BHYTpPb, THU 1-4
o IIpennuzonon 60 mr/m? BHYTpb, IHU 1-4
o bopre3omub 1,3 MI/M? B/B, oquu 1,4, 8, 11, 22, 25,29, 32
IIpoBogat 1 kypc, 3aTem HaunHas ¢ 43 THSA 8 KypcOB B CIEIYIOIIEM PEXKUME:
o Mendanan 9 mr/m? BHYTpPb, THU 1-4
o IIpennuzonon 60 mr/m? BHYTpb, IHU 1-4
o bopre3omutb 1,3 MI/M? B/B, quu 1, 8, 22, 29
Jleyenne Bo300HOBIsAETCS HA 36 NEHD

VD
e 1-4 xypcsl:
o boprezomub 1,3 MT/M? B/B, nHU 1,4, 8, 11
o Jlexcamera3zon 20 mr BHYTpb, aHU 1,2, 4,5,8,9, 11, 12
Jleyenne Bo300HOBIsAETCS HA 22 NEHD
e 5-8 KypcCHI:
o bopre3omutb 1,3 MI/M? B/B, quu 1,4, 8, 11
o [exkcamera3on 20 Mr BHYTpb, 1HU 1, 2,4, 5,
Jleuenne Bo300HOBIsAETCS HA 22 NEHD

VCP (st 60JIbHBIX MHOKECTBEHHOW MHUETIOMOM cTapiiie 75 jer)

e boprezomut 1,3 MI/M? B/B, oquu 1, 8, 15, 22



e TIpemmmsomnon 30 Mr/m? BHYTPS, 1HH 1-4
e Iluxnodocdamun 50 Mr BHYTpSH, 1HU 1-21
Jleuenue Bo300OHOBIIAETCSA HA 36 NE€HD
[IpoBogst 8-9 kypcoB

MP (7-nneBHas)
e Mendanan 8-10 Mr BHYTpS, 1HH 1-7
e Ilpennuzonon 60 mMr BHYTpS, 1HU 1-7
Jleuenue Bo300OHOBIsAETCSA HA 43 NE€Hb
[TpoBoasaT 10 mocTrxeHus (Has3pl MIATO

MP (4-aneBHasn)

e Mendanan 9 Mr/M° BHYTpb, AHU 1-4

e Ilpennuzonon 100 Mr BHYTpb, 1HU 1-4
Jleuenue Bo300OHOBIsAETCA HA 43 NEeHb
[IpoBoasT o moctukeHus ¢asbl MIaTO

CP
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e [Muxnodochamua 200 mMr B/M exxeaaeBHo win 400 Mr B/M 4epe3 AeHb 1101 KOHTPOJIEM

nokasareseii kpos. IIpepsats npu Heiitpodumax < 1x10%1, TpoMGoruTax <
75x10%1 Cpennsis cymMapHasi 103a COCTaBIIsSIET 6-8 T.
e Ilpennuzonon 40-60 Mr/m? BHYTpb, 1HU 1-7
Jleuenue Bo300HOBIIsIETCA Ha 21-28 1eHb MOCe BOCCTAHOBIJICHHUS [TOKA3aTeNnel KpOBH.

MOHOTepaHI/Iﬂ JECKCAaMETAa30HOM

e Jlekcameraszon 40 mr BHYTpb, aHH 1-4, 9-12, 17-20

Jleuenne Bo3oOHOBIsAETCH HA 29-35 neHb

Cxembl UHOYKWUOHHOU MePAnuu nepeudHbIX OONbHBIX — KAHOUOAM 08 HA AYMOJI02UYHYI0

mpancnianmauuiro

PAD
e boprezomut 1,3 Mr/M> B/B, aquu 1,4, 8, 11

2 .
e Jlokcopyourua 9 Mr/mM” B BUJI€ OCTOSTHHON HH(Y3UHU UIIH €XKETHEBHO OOJIFOCHO, THU

1-4

e Jlexcamera3oH 40 MT B/B Kall. UJIU BHYTPb, | mukn — auu 1-4 u 8-11, nanee — nuu 1-4

Jleyenne Bo300HOBIsAETCS HA 22 NEHD

VCD
e boprezomub 1,3 MI/M? B/B,muu 1,4, 8, 11
e Iluknodochamun 400 mr B/B Kam., 7au 1, 8
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niu 200 mr B/B Kam., aau 1,4, 8, 11
niu 50 Mr BHYTpb, 1HU 1-14
e Jlexcameraszon 40 MT B/B Kall. WJIU BHYTPb, | mukn — aau 1-4 u 8-11, nanee — nuu 1-4
unu 20 Mr BHYTpS, AHM 1,2, 4,5, 8,9, 11, 12
JleueHne BO30OHOBIIICTCS HA 22 JICHD

Cxembl 1euenusn peyuousos

MoHoTepanus 6opre3oMudom
e 1-8 kypchI:
o boprezomub 1,3 MI/M? B/B,nHu 1,4, 8, 11
Jleuenue Bo300OHOBIsAETCA HA 22 NEHb
e O-11 xypcsr:
o bopre3omutb 1,3 Mr/M° B/B, quu 1, 8, 15, 22
JleueHne BO30OHOBIIICTCS HAa 36 JICHD

Vel+PLD

e boprezomub 1,3 MI/M? B/B, quu 1,4, 8, 11

e JlunocomanbHbIl gOKcOpyOunuH 30 MI/M? B/B, IeHb 4
JleueHue BO30OHOBIIICTCS HA 22 JICHb
[IpoBoasT 8 kypcoB

VCD c HenpepbIBHBIM IpHeMoM nukJogochamuga
e 1-8 Kkypchl:
o bopre3omub 1,3 MI/M? B/B, quu 1,4, 8, 11
o Huxnodochamun 50 Mr BHYTpS, 11U 1-21
o [ekcamera3on 20 mr BHYTpb, 1HU 1, 2,4, 5,8,9, 11, 12
Jleyenne Bo300HOBIsAETCS HA 22 NEHD
e 9O-11 kypcs:
o boprezomub 1,3 Mr/M° B/B, nHH 1, &, 15, 22
o Hwuxmodochamuna 50 Mr BHYTpSH, 1HU 1-35
o Jlexcamera3zon 20 mr BHYTpS, AHU 1, 2, 8,9, 15, 16, 22, 23
Jleyenne Bo300HOBIsAETCS HA 36 NEHD

CvVvD

e boprezomuo 1,3 MI/M? B/B, qau 1,4, 8, 11

e Iluxnodocdamun 500 mr BHYTpPS, AHU 1, 8, 15

e Jlexkcamera3on 20 mr BHYTpb, AHM 1, 2, 4,5, 8,9, 11, 12
Jleyenne Bo300HOBIsAETCS HA 22 NEHD
[IpoBogsar 9 kypcoB
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RD
o Jlenamumomun 25 Mr BHYTpS, 1HU 1-21
e Jlekcameraszon 40 mr BHYTpb, 1-4 mukibel — qau 1-4, 9-12, 17-20, nanee — TOJIBKO JHU
1-4
Jleuenue Bo300OHOBIsAETCSA HA 29 NEeHb
Jleyenne mpoaoKaloT IO MPOTPECCUPOBAHUS WIIH PA3BUTHUS HEITPUEMIIEMON TOKCUYHOCTH

RD moaudunupoBaHHbIii
e Jlenamumomun 25 Mr BHYTpb, q1HU 1-21
e Jlexcamerazon 40 mr BHYTpb, 1-4 mukiiel — qau 1-4, 15-18, nanee — tonbko auu 1, 8,
15, 22
Jleuenue Bo300OHOBIsAETCSA HA 29 NEeHb
JleyeHne mpoaoKaIOT IO MPOTPECCUPOBAHUS WM PA3BUTHUS HEIIPUEMIIEMON TOKCUYHOCTH

VRD

e boprezomub 1,3 MI/M? B/B, nHu 1, 8, 15

e Jlenanunomua 25 Mr BHyTpb, 1HH 1-14

e Jlexcameras3on 20 mr BHYTpb, AHHM 1, 2, 8,9, 15, 16
JleueHne BO30OHOBIIICTCS HA 22 JICHb

VMCP
e Bunkpuctun 1 Mr/M? B/B, I€Hb 1
e Menganan 6 Mr/m® BHYTpS, 1HH 1-4
e [luknodochamun 125 MI/M? B/B, quu 1-4
e Ilpennuzonon 60 Mr/m? BHYTpb, 1HU 1-4
Jleuenne Bo300HOBIIsIETCS HA 22-29 NIeHb

VBAP
e Bunkpuctun 1 MI/M? B/B, IeHb 1
e Kapmyctun 30 mr/m° B/B, 1IeHB 1 (MOXeT OBbITh 3aMeHEH Ha JTIOMYCTHH 80 MI/CyT.
BHYTPb)
e Jloxcopybunus 30 mr/m° B/B, 1eHb 1
e Ilpennuszonon 60 mr/m BHYTpb, 1HU 1-4
Jleyenne Bo3oOHOBIsIETCS Ha 22-29 neHb

VBMCP (M2)
e Bunkpucrtus 1,2 MT/M° B/B, IeHb 1
e Kapmyctun 30 mr/m° B/B, 1eHb 1 (MOXxeT OBITh 3aMeHEeH Ha TOMYCTHH 80 Mr/CyT.
BHYTDS)
e Mendanan 8 Mr/M° BHYTpb, THH 1-4
o [luknodochamug 400 mr/m’ B/B, neHb 1
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e TIpemmmsomnon 40 Mr/m BHYTpS, HHI 1-7
Jleuenue Bo300HOBIsAETCS HA 36-43 1eHD

CD
e Iuxnopocdamug 600 mr/m* B/B, xuu 1-4
e Jlexkcamera3oH 40 mr BHYTpb, AHU 1-4
Jleuenue Bo300HOBISIETCS HA 29 JIeHB

DCEP
e Jlekcamera3on 40 mr B/B, 1au 1-4
e [uxnodochamua 400 Mr/M° B/B 24-uacoBast uH¢y3us, aau 1-4
e Dronosux 40 mr/m® B/B 24-aacosas undys3us, xau 1-4
e Ilucruiatus 15 Mr/m B/B 24-4acoBas uH(y3us, 11U 1-4 (1032 CHIDKAeTCs Npu
MOYEYHON HEJTOCTATOYHOCTH)
e [-KC® ¢ 5 mHs 10 BOCCTAaHOBJICHHS YPOBHS HEHTPODUIIOB
Jleuenne B0300HOBIsIeTCs Ha 29 AeHb WM OTKJIabIBaeTcs Ha 5-10 gHEH M0 KITMHUYECKUM

ITIOKa3aHUuAM

BP
e bennamyctun 100 Mr/M> B/B B mau 1, 2
e [IpenHu3osoH 1Mr/kr BHyTpb B 1HU 1-7
Jleyenne Bo3oOHOBIsAETCS Ha 29 NeHb

BBD
e bennamyctun 70 Mr/M2 B/B B nau 1,4
e boprezomubd 1,3Mr/M2 B/B Bauu 1,4, 8, 11
e Jlexcameraszon 20 mr BHYTph B 10U 1, 4, 8, 11
Jleuenue Bo300HOBIsIETCS HA 29 JIeHD

VD-PACE
e boprezomut 1,3 Mr/M B/B cTpyiHo, nuu 1,4, 8,11
e Jlexcamerazon40 Mr B/B UM BHYTpb, JHU 4—7
e Ilucmarun 10 Mr/mM? B/B 24-dacoBast uH(y3us, nHu 4-7
e Jlokcopyourun 10 Mr/M? B/B 24-dacosas uHoy3us, auu 4-7
o Iluknodochamua 400 mr/m® /B 24-uacosast uudy3ust, THH 4-7
e Dromosux 40 mr/m B/B 24-uacosas uHQy3usd, 1o 4-7
e [-KC® npu cHMKEHUHU YUCIa JEHKOIIMTOB MeHee | x10%/1 10 BoccTaHOBICHMS
YpOBHS HEUTPODUIOB
Jleuenue BO300HOBIISIETCS MTPU MTOJIHOM BOCCTAHOBIIEHUH TIOKa3aTenel KpoBH Ha 29-36 qHu
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MakporjooyauHemusi BaabaeHcrpema

MoHoTepanusi puTyKCUMaooM
e Purykcnma6 375 mMr/m? B/B Kail., 1 pa3 B HeJemo B TeueHHE 4 Heenb
Kypc nosropsitot uepes 12 Henenb

BR
e boprezomud 1,6 MI/M? B/B, muu 1, 8, 15

e Purykcumab
o 375 mr/m® B/B Kam. 1 BBe/IeHME, najee purykeumad 1400 mr n/k, aam 1, 8, 15,
22 B 1 1 4 nuknax
HIIH
o 375 mr/m’ B/B Kair., qam 1, 8, 15, 22 B 1 u 4 nukiax

Jleyenne Bo3oOHOBIsIETCS HA 29 EHB
[IpoBoasT 6 uKIIOB

BDR

boptezomu6 1,3 MI/M? B/B, quu 1,4, 8, 11

Hexcamera3on 40 mr B/B, nuum 1, 4, 8, 11

Purykcumab

o 375 mr/mM® B/B kam. | muk, nanee purykcumab 1400 mr n/k, nessp 11
WA
o 375 mr/m® B/B KarL., aeHb 11 Bee IUKITBI Kypca

Jleuenue Bo300HOBIsIETCs Ha 22 1eHb (TIepBbIe 4 1MKIIA), Janee npoBoauTes 1 pa3 B 12
HeJeNb (OMOTHUTEIBHO 4 UKJIA)

RCD
e Purykcumab

o 375 mr/m® B/B Kam. | wuk, nanee purykcumab 1400 mr /K, aeHs 1
170171
o 375 mr/m° B/B Kar., IeHb | Bce ITUKIIBI Kypca

o Iluxnodochamua 100 mr/m® BHYTpS 2 pasa B jieHb, 1aH 1-5
e JlexcameTta3oHn 20 mr B/B, IeHb |

Jleuenne Bo300HOBIsAETCS HA 22 NEHD

[IpoBoasT 6 nukIIOB

CPR
e Purykcumab

o 375 mr/m® B/B kam. 1 nuki, ganee putykcumad 1400 mr ni/k, nesp 1
WA
o 375 mr/m° B/B Kar., IeHb | BCe ITUKIIBI Kypca

e [Muxnodochamma 1 /M B/B, 1eHs 1



245

e IIpennuzonon 100 Mr BHYTpb, 1HU 1-5
Jleuenne B0300HOBIsIETCS Ha 22 ICHD
[TpoBoasT 6-8 nukIioB

MonoTepanus ¢puaygapadunom

o Onynapabun 25 MI/M? B/B, nHU 1-5
Jleuenue Bo300OHOBIsAETCSA HA 29 NEeHb
[uxnoB 4-6 kypcoB

FR
e Putykcumab 375 Mr/M2 B/B 1 pa3 B HENIEJIO, 8 BBEJICHUI
o  Onynapabun 25 mr/M B/B, nau 1-5, nedenne BO306HOBIsICTCS Ha 29 ICHD, POBOJIAT
4-6 UKII0B

MoHoTepanusi KJIaApuOUHOM

o Kirampu6usn 0,1 mr/kr B/B, gau 1-7
JleueHue Bo300OHOBIIICTCS HA 29 JICHb
[IpoBoasT 2 xKypca

Kaaapudun + purykcumad
o Kianpu6bun 0,1 mr/kr B/B, 10U 1-5
e Purykcumab

o 375 mr/m? B/B Kam. | wuk, nanee purykcumab 1400 mr 1i/k, aeHs 1
170171
o 375 Mr/m? B/B KaIl., IeHb | Bee IMKIIBI Kypea

Jleuenune Bo300OHOBIIAETCSI HA 29 NEeHD
[TpoBoasT 4 nukia

BenpamycTuH + puTyKCcUMao
e bennamyctun 90 MI/M? B/B, 1HH 1, 2
e Purykcumabd

o 375 mr/mM® B/B kam. | muk, nanee purykcumad 1400 mr n/k, ness 1
WA
o 375 mr/mM° B/B KaIL., AeHb | Bce IWHKIBI Kypca

Jleuenne Bo3o0OHOBIsAETCS HA 29 NEHD
[TpoBoasT 4-6 nukIOB

MoHoTepanus XJ10paMOyIHIOM
e XnopamOyumia 0,1 MI/Kr BHYTpPb ATUTEIBHO MO/ KOHTPOJIEM KIMHUYECKOTO aHAIN3a

KpOBH 110 (a3bl 1JIaTo

XyopaMOynu1 + npeIHu30J10H



e XnopamOyuui 6-8 Mr BHYTpb, 1HU 1-7
e Ilpennuzonon 50 Mr BHYTpS, 1HU 1-7
Jleuenue Bo3oOHOBIsIETCSA HA 29-43 nHU
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PeskxuMbl aHTHXEIHK00aKTepHOo# Tepanuy (aas Jeyeunsas MALT-a1umd oMbl )Ke.HV[[Ka)ZZ

Ilepsas nunua anmuxenukodaxkmepHoil mepanuu

e HMHruburop mpoTOHOBOI OMIIBI>

e Knapurpomunun 500 mr x 2 pasza

o AmokcummuinH 1000 mr x 2 pa3za
[IponomxutenbHOCTD JeueHus 14 qHei

e Bucwmyra tpukanusa guuutpat 120 mr x 2 pasza

e VHrU6UTOP IPOTOHOBOI TOMIBIL

e Knapurpomunun 500 mr x 2 pasza

o AmokcummuinH 1000 mr x 2 pa3za
[IponomxkutenbHOCTD JeueHus 14 aHei

e Bucmyra tpukanus gumutpat 120 mr x 2 pasa
e Hruburtop npoTOHOBOU ommer

e Terpamuknauna 500 mr x 2 pa3a (X 4 pa3a Bo BTOpOil JINHUN)

e Mertponnnazon 500 mr x 3 paza
[IponomxurensHocThb JgeueHus 10-14 nHel (MOXeT NPUMEHSATHCS BO 2 JIMHUU, €CIIH HE
MIPUMEHSJIACh PaHee)

e uruburop npoToHOBOM oMbl

e AmokcummuinH 1000 mr x 2 pa3za
5 naen

+

e HruOuTop NpoTOHOBOU ommer
e Knapurpomunus 500 Mr x 2 pasza
e Tunumazon 500 mr x 2 paza

5 nHel (MOKeT MPUMEHATHCS BO 2 JIMHHUH, €CITU HE TIPUMEHSIIach paHee)

?2 BbiGOp pex1Ma aHTUXeIMKOBaKTepHOI Tepanum JoMKeH BbiTb OCHOBAH Ha PEKOMEHAALMAX
KoHceHcyca MaacTpuxt-IV/®nopeHums 2010 r.

2 MHrMbuTOopbl NPOTOHOBOW MNOMIbI:
e Pabenpason 20 mr x 2 pasa
e Omenpaszon 20 mr x 2 pasa
e 3J30omenpaszon 20 mr x 2 pasa
e JlaHconpa3on 30 mr x 2 pasa
e [laHTonpa3on 40 mr x 2 pasa



Bmopas nunua anmuxenuxodbaxmepnoii mepanuu
e HrubuTop NpoTOHOBOU IOMITBI
e AmokcummuinH 1000 mr x 2 pa3za
e dypazonumaon 200 mr x 2 paza

[IponomxurenbHOCTh Jeuenus 10 guei

e HMHruburop nmpoTOHOBOI oMb
e AwmoxkcunmuinH 1000 mr x 2 paza
e Terpanuknaus 500 mr x 4 pasza

HpOI[OJ'DKI/ITeJ'ILHOCTB sedyenus 10 JHen (ecnn paHeC HC IPUMCHAIACh KIIACCUUYCCKasA

KBaJIpOTEparusi)

PeskuMbl KOHAMIMOHUPOBAHUS NP TPAHCIJIAHTAIMH TeMONOITHYECKHX CTBOJOBbIX

KJIeTOK
Ilpu aymonozuunon TI'CK

BEAM
e BCNU 300 mr/m?, nenb -6,

e Aronosug 100-200 mr/m’ 2 pasza B JIcHb, THH C -5 10 -2

e [lurapabun 200 MF/MZ, JIHY € -5 1o -2
e Mendanan 140 MF/MZ, neub -1

e BCNU 300 MF/MZ, IIeHb -6

e DTtomo3ux 100-200 Mr/M2 2 pasza B JIeHb, JHH C -5 10 -2
e Iuknodocdan 1,2 -1,8 r/m%/cyr, xau ¢ -5 10 -2

Bu/Cy

e bycynbdan 4 Mr/kr/cyT 3a 4 npuema, 1Hu ¢ -7 10 -4

e [luknodochamun 60 mr/kr/cyt, gau -3 u -2.
Ilpu annozennoi TI'CK.

Flu/Mel
o  ®uymapabun 30 mMr/m%/cyT, THE ¢ -7 10 -3
e Mendanan 70 MP/MZ, nHu -2, -1

Flu/Bu
o Onynapabun 30 MF/MZ/CYT , IHU ¢ -9 10 -5
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e bycynbdan 2 mr/kr/cyt, 1Hu ¢ -6 10 -3

Flu/Cy
o  @uymapabun 30 Mr/™M%/cyT , aau ¢ -7 10 -3
e [Muxnodochamua 60 mr/kr/ cyr, 1au -2, -1

Flu/Bu/TT
o  ®uymapabun 30 Mr/mM%/cyT , aau ¢ -7 10 -3
e bycynbdan 2 mr/kr/cyt, qau ¢ -6 10 -3

e Twuorena 5 MI‘/MZ, JIEHb -2

Flu/TBI
o @nynapabun 30 MF/MZ/CYT, nuu --4, -3, -2

e ToranbHoe oOmydyenue Tena 2 I'p, aens 0

bubdanorpagus

Jlumdoma XomKKHUHA
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