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Passurne HSl norpebosano ymenblueHus f03bl, HO He NpeKpalleHUs
tepanuu. Y opHoro nauuenta (3%) B neprnop nepBoro Kypca NosBHJIACh
BaCKy/JMTONOAOOHAsT 3yAsINasl Chillb 1O BCEMY TeJLy CO CHOHTaHHBIM
perpeccom 10 Hadaja ciaefyiomero kypca. Jacrora 06beKTHBHOrO OT-
Beta — 62,8% (n=22): crabunusanusa uau MmuHumaabubiii orser 54,5%
(n=12) u vactuunsiit orser 45,4% (n=10). Craructuueckn sHauMMBbIX
pasnauuuii B BBDKMBAEMOCTH 0e3 NMPOrpecCHpOBAHUS B 3aBUCHMOCTH
or Bapuanra Kypca ¢ nomanugomugom (PomDex vs PomDex + 3-it npe-
napat) He Boiasiaeno (p>0,05, crarucTuueckuii xpurepuil sor-paHk).
Menunana nabaoaenus 12 mecsaues, megnana BeikuBaemoct 6es mpo-
rpeccupoBanus cocrasuaa 5,1 mecaua (cm. rpadux), meauana obuueit
BBDKMBAEMOCTH HE JOCTUTHYTA.

3axiouenne. Tepanus ¢ BKII0OYEHMEM IOMATNAOMUAA B UCCJIEAOBAH-
HOIi IpyIine okasaja MPOTHUBOONYX0eBbli 3¢(eKT y yacTH ManneHTos.
Jleuenune xapaxrepusyercs npuemiaemMod TokcuuHocrsio. Koppexuus nos
npenapara rno3BoJinjIa MPOBECTU TEPATIHMIO BCEM OOTbHbBIM.
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ATPECCHBHBIN CUCTEMHBIN MACTOLIMTO3. PE3YJIBTATHI IEYEHWS TPYIIIIBI IALIMEHTOB

fopoackas knunmdeckas Gonsrmnua N2 31, Cank-lNetepbypr; Mepabit CankT-lNeTepbyprekuil rocynapcTaeHHsIn megmumHckuii yHnsepentet nm .M. MNasnosg;

Anekcanpposckas 6onbHuua, Cankt-lNetepbypr

Beenenne. Arpeccusnbiii cucremubiit macrouuros (ACM) — ato
KJIOHaJIbHOE 3ab0JIeBaHMe Ty4YHBIX KJIETOK B pe3ysbTaTe MyTalluu reHa
¢-KIT. Teuenue moxcer GbITb KaKk CTPEMUTENBHOE, TAK U BSUIOTEKYLUee.
C Le/bl0 HUTOPeAY KUK UCHIOABb3YIOT MHTepdepoH, kaaapubun. Y nauu-
enTos 6es myTanuu rena c-K/7 D816V onucan nonoxurensusiii addext
oT umaTuHuba.

Ienn paGoTsl. AHanu3 pesysbTaToB HABIIOAEHUS U JIeYeHUs! TPy IIIBL
nanuentos ¢ ACM.

Marepuanbt 1 meToasl. [l peTpocnekTHBHOro aHaJa13a MCIOIb30-
BaHbl MEJULMHCKUE JOKYMEHTbI MAllUeHTOB C KOKHBIM W WH/OJEHTHbIM
CHCTeMHBIM MacTouuTo3oMm (n=33), NpoxoauBIIMX JleYeHUe B CTALMOHA-
pe M HAXOAMBLIMXCS TOA HabuofeHue amOyIaTOPHOH Ci1y»Obl B MePUOA
2008-2019 rr. Ilokazanuem K Haua Ty XMMHOTEPANNN CILY>KMUJIU LUTOIE-
HuM (n=3), aKTUBHBIA CUMITOMATHYECKUI OCTEOJUTUYECKUI MpoLecc
(n=2), oTeuHO-aCLUUTHYECKUH CHUHAPOM C IOPTAJbHON THIIEPTEH3HEH
(n=3). Bcem nauuenTtam as onpenesaeHus JeuebGHONH TAKTUKM BBITIOJHEH
ITLIP Tect Ha Hannuue myTaunn rena c-KI7T D816V.

Peayabrarel u o6cysxaenue. [Iposeneno neyenne rpynnel namnueH-
toB (n=8) ¢ ACM, us Hux tpoe ¢ ryunokserounnim seiixozom (TKJI).
Menunana Bospacra 50 (36-72) ner, nATh My>KYMH M TPU >KEHLIUHBL.
Y wactu 6oabubix (n=4) ACM auarHocTupoBaH B TeyeHUE HECKOIbKUX
MecsileB OT MosiBaeHus xanob, mequana 12,5 (1-24) mecsua. Y ocrann-
Hbix (n=4) MacTOLUTO3 AIUTEIBHO NPOTEKAJ WHAOJIEHTHO — MeAMAHA
13,6 (8-17) ropa — u xXumuoTepanus MoTpebOBANACH TOJBKO MOCTE
nepexona B arpeccuBHyio ¢opmy. Mennana ypoBHs TpUNTassl Kpo-

Bu cocrasuia 245 (37,4-1690) nr/mn nepes HauaaoM XMMHUOTEPATMM.
VY tpex Gonbubix 6e3 mytauuu ¢-K/7T nposeaena repanus umatuHuboM
¢ mnoJokuTeabHbIM 3PPEKTOM B BUJE paspelleHus skajob, ymeHblue-
HMSl TYYHOKJIETOUHOI MHQUIBTPALMU KOCTHOTO MO3Ta U CHUKEHUS
ypoBHs Tpuntaasl kposu. Vs nux ogun nanuent ¢ TKJI noru6 or npo-
rpecCHPOBAHUS ACCOLUMPOBAHHOTO TUNEP303MHOMUILHOIO CHHAPOMA
4yepes CeMb MecsileB OT HavaJja Tepanuu. [lepuos Habarogenus ocrans-
HbIX GonbHBIX 127 u 8 mecsues. Y nsatu GoJbHBIX BbISIBIEHA MyTauus
rena ¢-KIT D816V. Ms uux oguu naument ¢ TKJI nonyunn repanuio
umatunubom. Bropomy nauumenty ¢ ACM accounupoBaHHbBIM C XPOHU-
YeCKMM MUEJOMOHOLMTAPHBIM JIEHKO30M NPOBEJEHA TEPANUs AELUTA-
6unom. Y oboux Goabubix ekt orcyrcrBoBas. JBoum manuentam
HNPOBEAEHO MO WECTb KYyPCOB XMMHUOTEPANIMH KJAAAPUONHOM, JOCTUTHYT
cTabunbHblit oTBet, nepuon Habmoaenusa 30 u 75 mecsaues. Onna nanu-
entka 44-x ner ¢ TKJI pBa ropa monyuana Tepanuio nocienoBaTenbHO
npeAHU3010HOM, MHTepdepoHoM-2a, nazaTuHUb6OM, KIaapubUHOM, 3TO-
MO3UOM, IIUTO3APOM ¢ jayHopyoununom («7+3») 6es apdexra; B cBasu
c sxcrpeccueii Tyunsimu kiaetkamu CD38 Beenen anotysymab c modo-
>KUTEJbHBIM PEe3yJIbTaTOM; AJIsl KOHCOJIMAALMY OTBETa OblIa BBINOJIHE-
Ha aJIJIOTeHHAasl TPAHCIJIAHTAIMS TEMOMOITUIECKUX CTBOJIOBBIX KJETOK
C AOCTMIKEHUEM peMuccuu, nepuo Haboaenus 9 mecsues.

3axmouenne. [Iposenenne nuropenyxrusaoit xumuorepannn ACM
HO3BOJISIeT AOCTUYb MHOTOJIETHUX PeMUccUi y yacTu nauuentos. Heo6xo-
IMMO TPOAOJI’KEHUE HAGIIOIEHU C BKJIIOYeHHeM GOJIbIIero KoJauyecTsa
MaIyeHTOoB.

Motanenko B. T, Knumoeuu A. B., Pabunkosa B. B., Ckopoxog WM. A., HYarunckas [. A., Kotoea H. A., Ko3zsipo B. B., Camopogoea M. A., Measepesa H. B.

OOOEKTBHOCTD PEXKMMA XUMHUOTEPAIIMU «PEPC» Y TIAIMEHTOB C XUMUNOPE3UCTEHTHBIMU TUMOOMAMU

fopoackas knunuueckas GonsHuua N231, Cankr-lMetepbypr; [Mepabit Cankr-lNetepbyprekuit rocynapcTeerHsIn MeaUUMHCKuMIT yHusepceuteT um. akaa. WM. Masnosa

Beenenue. Jleuenue nanueHta ¢ XMMHMOPE3UCTEHTHOH JnmdoMOiL,
0COBEHHO B Cllyyae HUBKOTO ODLIECOMATUYECKOTO CTATYCA, KAK MPABUIIO,
Man03pPEeKTUBHO U CONPSIXKEHO C TSHKEJbIMU OCJOXHEHUSMU, Cylie-
CTBEHHO yXY/LIA0WUMK KauecTBo skusznu. Heobxoaumo ucrnonssosanue
TEpaneBTUYECKON IIPOrPaMMBL, HO3BOJISIOLIEN OCYECTBUTD MAKCHUMAJlb-
HBI KOHTPOJb Haj, 0OJE3HBI0 ¢ MUHUMAJbHBIM HETATUBHBIM BJIMSIHUEM
Ha KavyeCTBO >KU3HU.

Ilennr paGorsi. Ananus 5¢ddeKTUBHOCTH U NMEPeHOCMMOCTH Kypca
PEPC y nanueHTOB ¢ XUMUOPE3UCTEHTHBIM TeUeHUEM TUMPOM.

Marepuanst nu meroapl. PerpocnexktnBHOe wnccaenoBaHue mpoBe-
[eHO B TOPOACKOM OHKOT'eMaTOJOTrM4YecKoMm LeHTpe Ha 6Gase [opoackoii
raunnyeckoit 6oasuuust Ne 31 Cauxr-IlerepGypra. B rpynny sriroueno
28 nanuenros ¢ auddysnoit B-kpynuokaerounoit numpomoit (JAKKJI,
n=13), mumdomoit Xomxxuna (JIX, n=8), (Jponnnxynﬂpnoﬁ mumdomoit
(n=1), BUUY-accounuposannoit JAKKJI (n=1), xpounueckum numdornu-
tapubim Jseiikosom (XJIJI, n=3, us Hux opun c cunppomom Puxrepa).
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Menuana Bospacra 65 (21-85) ser, 6 sxenmun n 22 my>xunnst. Mepuana
nabmoperus 330 gueit. Menuana koaudecTsa NpeLIeCTBY IOLUIMX JTIMHHIHA
xumuotepanuu 3 (1-11). Kypc PEPC nposoauscs ambynaropso B cran-
npaptHoM pexcume (aronosug 50 mr/cyt, npeanusonon 20 mr/cyr, npokap-
6asun 50 mr/cyT, nukaodocdan 50 mr/cyT nepopasnbHO) ¢ esxeHeeNIbHbIM
KOHTPOJIEM KJIMHUYECKOrO U GUOXMMMYecKOro (KpeaTMHWH) aHaJU30B
kpoBu. B kauecTBe conpoBOANTENBHOrO JIEY€HUS BCE TALMEHTHI MOJLY 4411
OHJAHCETPOH, omenpason u bucentos. Yacrs nanuentos (n=16) noayuanu
XMMHUOIPENapaTsl €XXeAHEBHO 40 PasBUTH Jelkonenuu. B nanpueiimem
KPAaTHOCTb IIPUeMa yMEHBIIANACh B 3aBUCMMOCTU OT CPOKA PA3BUTHUS I10-
BTOpHO# nuronenuu. Yacrs nanuentos (n=12) nonyyana xumuorepanuio
B TeYEHUE CeMU JHEM €)Ke/IHEBHO, lajlee TPU pasa B HEeJI0, C KOpPeKLuel
KPAaTHOCTHU B 3aBUCHMOCTHU OT ypoBHs JelixounTos. [loporossiii yposenn
JeiKOLIUTOB /715l BpeMEeHHOM ocTaHoBKH 0b11 3 Thic/Mmk1. OTBeT oueHunBa-
ca nocaie 7-14 nHeit Tepanuu no pesysbTaTaM KOMIIBIOTEPHOH TOMOrpa-
buu (n=8) nnu kaunuuecku (n=3).



Peayabrarnt u obcyxaenne. Mennana obuieil BBXMBaeMOCTH CO-
crasuna 61 (3-365) nenn, y NaliMeHTOB C XMMUOUYYBCTBUTEIbHOI T1MPO-
motit 170 (7-365) nueir. O6muit orser cocrasua 57,1% (n=16), naurens-
HocTb orBeta Gonee 30 pueit y 32% (n=9). Hocturnyrsr noanstit (n=4),
gacTu4Hblil orBer (n=3), crabunusanus (n=1), kaMHKUYecKoe yayULIeHHE
(n=8). MeanaHa AIMTENBHOCTH TEPAK 0 IPOrPECCUPOBAHUS COCTABU-
na 85 (7-270) mueit (cm. pucynok). Hesxenarenbuble siBinenus ormedeHs
y cemu (26%) nanuentos: naBasuBHbIN acnepruies (n=1), xonecraruue-
CKWUIi remaTuT, acCOLMMPOBaHHBII ¢ Tpokapbasunom (n=1), ocTpoiit kopo-
Hapublit cunapom (n=1), cencuc (n=2), nuesmonus (n=1), sTonosna-acco-
uuuposaHHas sHreponarus (n=1), akTusauus reprnerudeckoit nupexLUn
3-ro tuna (n=1). JletaspHOCTD y HALMEHTOB C HPOTUBOOILY XOJIEBBIM OTBE-
Tom coctauaa 9% (n=3).

3axmouenne. Pesxum PEPC asnserca sdpdextusupim kypcom y ua-
CTH NMAalLMEHTOB C MPEAJeUYeHHOCTbIO, OfHAKO HeOOXOAMMA AabHeilas
paspaboTka GoJsee MAASAIIMX CXEM MAJJIMATUBHON XMMUOTEPANUU.
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Beepenue. Bropuunsiii remodarouurapusiii cungpom (BIOC) —
peakuusi u3OBITOYHOTO CUCTEMHOIO BOCHAJEHHUs, KJIMHUYECKU CXOXKas
¢ centunaeckum npoueccom. Ilpu BI'DC gacts manuenros nysxpaercs
B MMMyHOCymnpeccuu. B cBsasu ¢ orcyTcTBueM cnenudpuuHBIX KpUTEPUEB
anddepeHnnanbHbLi AUATHO3 3aTPYAHEH.

Iens paGorbl. Ananus sHauumoctu orHouteHust gpeppurun / C-pe-
axtusHbii Genox (D/CPB) B nuddepenuuansrnom muarnose cemcuca
u BI'DC.

Marepuansr u meroast. [lpoananusuposansr ganusie 183 maum-
enros: 93 nanuenros ¢ BI'OC, mepnana sospacra 58 ner (2-90) ner
n 90 nanuenTos ¢ cencucom, meguana Bospacra 63 roma (5-89 ner).
B rpynny BI'®C sxatouens! nanuenTs: ¢ peppakTepHOH K TPOTUBOUH-
deKIMOHHBIM MepONPUSTUAM JUXOPAAKOL, 3T HOM LuTONeHueH nu/
UM HeOObACHUMBIMU NMOPAYKEHUSIMY JETKUX U LeHTPAJIbHOI HEPBHOI
cucremsl. [Anarnos BI'®C 6b11 ycTaHOBIEH HA OCHOBAHMM KPUTEPUEB
HLH-2004 u H-Score. B rpynny «cencuc» Bk/1oueHbl NaliUeHThI € OYa-
rom nHQpEKIUY, CUCTEMHON BOCTIAMUTENBHON peaKklMell 1 NpU3HaAKaMU

Ts>Ke10i noanopranHoii Hegoctatrounoctu. Meanana SOFA 10 6annos
(Q1-5, Q3-15).

Pesynbratst u ob6cyxpaenne. B rpynme BI'®DC yposens C-PB 6o
HMKe, a peppUTHHA BhILIe, YeM y GOTBHBIX C cencucom. | Ipusenens meama-
Ha, nepBblii u Tpetnit kBapTuan. B rpynne BI'@OC u cencuc yposuu (bep-
puruna (ur/ma) cocrasuam 10120 (3881-17550) u 1339 (762-3873), C-pe-
axTusHoro 6enka (mr/m) 132,7 (0,9-415) u 222 (31,7-425) coorseTcTBEeHHO
(p<0,001, xpurepuit Mauna—Yurun). Ornowenus ®/CPB npu BI'DC
-100,8 (34,4-368,9) u 9,33 (3,6-23,5). Ilo nannbim ROC-ananusa, nio-
wans nog, kpusoii g O/CPB u dpeppuruna cocrasuna 0,89 u 0,87 coorser-
crsenno. [Ipu noporosom sxadenun yposns dpeppuruna 6omee 5000 ar/ma
u @/CPB 6onee 20 orHomenue mancos okasanocs 9,7 (95% [IU 4,9-19)
n 10,6 (95% A1 5-22,7). UyscreuTensHocTs u criennduunocts peppuTHa
cocrasuau 0,72 u 0,77, ®/CPB 0,88 u 0,57 coorBercTBenHo.

3axmouenne. 3nauumocts cootHowenus O/CPB npencrasnserca
BbIlE, YeM YPOBHs obuiero gpepputnna, ofHako Heobxonumer Gonee cre-
nuduUHbIE MApKepHI.

Motanexko B. I, Knumoeuu A. B., Pepynsk U. ., Kauens I. B., Ooryxuesa E. B., Mepeakosa M. 0., Jlanun C. B., Eropoea E. T,
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BTOPUYHEIN TEMO®ATOIUTAPHBI CUHIPOM KAK OCJIOXKHEHUE OCTPOI'O JIEMIIIMAHUO3A.
KIIMHNYECKOE HABJIOAEHUE
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Beenenue. Bropuunsiii remodarouurapustii cungpom (B[DOC) —
9TO peaxKLusi TUIEPBOCHAJIEHUS] B OTBET HA PA3JINYHBIE TPUITEPBL, KOTO-
pasi CONMpOBOXM/AETCS JIMXOPAAKOH, LUTONEHMel, ObICTPBIM PasBUTHEM
MOJMOPraHHOM HeRoCTaToYHOCTH. JleueHne B3pOCHBIX ALMEHTOB He pas-
paborano. OCHOBHBIM AETCKMM NPOTOKOJIOM AJISl JI€YeHUS] NePBUYHOIO
I'®dC asnaerca «HLH-19945, rae rnasubim npenaparom sBisieTcs 9TONO-
aup. Jlefimmannos — nporosoiinas uHgeKUUs, KOTOPAs MOMKET OCJI0K-
msateca BI'OC.

Iens pa6orer. Onucanye NalueHTKU ¢ BUCHEPATBHBIM JeHIIMAHHO-
30M, koTopslii AebroTuposaa ¢ BTDC

Marepuanst u meropbl. Y paHee 300poBod sxeHmuHbl 30 €T
yepes mecs nocue pospauenus us Anuxanre (Vcnanus) 8 mae 2014 ropa
nosBUIach rekTuveckas exegHesHas juxopaaka po 40 °C. Beissiaeno:
nanuuronenust (remorsno6un 86 r/n, neiikountst 1,756x10%1, TpomGonnTst
94 reic/mxa), muronus: AcAT no 109 ME/n, AnAT po 119 ME/a, JIAT
no 1140 ME/n, cnnenomeranus (Beprukanbhbiit pasmep 21 cm), renatome-
raaus (kocoil BepTuKaabHbliA padmep npasoii gonu 19,4 cm). B muenoun-
TOrpamMme — IMOJMKJIOHAJIBHBIN IJIA3MOLUTO3 KOCTHOrO Moara o 22,4%.

Ilposenena smnupuyeckas aHTUOAKTepUANbHAs Tepamus, AOCTUTHYTA
anuMpeKcus, yMeHblleHUe LUTONEHNN U LMTOIM3a. Uepe3 ueTblpe Hefie-
1M — peuujuB JUXOPAJKU, HApACTaHUE LUTOIM3a, LUTONEHUH, OPraHo-
MeraJuy, HOBBIIIEHUE YPOBHEH Tpurauuepuaos a0 2,85 mmoun/m, bep-
putuna 10 4280 Hr/ma co cHU)KeHMeM TTUKO3UINPOBAHHOTO peppUTHHA
1o 12%. Ipn obcenoBanuy (B TOM YKCJIe AHATM3E KOCTHOTO MO3Ta C npu-
e IbHBIM TIOMCKOM NPOTO30HHON MH(EKMN) TPUSHAKOB TeMobIacTosa,
KoJIareHo3a, NH(MEKIMOHHOTO TIpolecca He BhisBJaeHo. llpoBemena am-
THbaKTepUabHAS, MPOTUBOBUPYCHAS, MPOTUBOTPUOKOBAS, MMMYHOCY-
npeccusHas (nexcamerason 16 mr/cyr) Tepanus — 6es apdexra. C yue-
TOM BBISIBJIEHMS] AHTUTE] K KAICHAHOMY AHTUIEHY U IOJIOXKUTEIBHOrO
IL[P-recra c npaiimepom Bupyca Onwreitna—bapp (BODB) nenbas 6bu10
uckmouuts BIDC, accounnposannsiit ¢ BOB. C 10.10.14 nauara repanus
aTonoausom u aekcamerasonom no nporpamme «HLH-1994». B reuenue
CYTOK MOCTHIHYTBl ANMPEKCHsl, yMEHbIIEHNWE LUTOJN3a, CILUIEHOMEra-
aun. Cnycrs 20 nHeil BHOBb yXyalleHMe B BUAE JUXOPaAKH, OBICTPOro
yBeJauueHUs ceqneseHkH A0 26 cm. JlabopopHbix npusHakoB akTMBaUMM
BI'®C He BhisiBieno. Bpimosnnena snanapockonnyeckast CHIEHIKTOMUS.
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