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Xponiuna giMmdoruTapHa sneiikemis (XJIJI) - HalpO3MOBCIOKEHIIIUN BU/T
remo0iacto3y B KpaiHax €Bponu BikoMm crtapmie 50 pokiB. Ilpuuumna XJIJI go
CHOTOJIHI 3JIMIIAETHCS HEBIAOMOI0. ChOro/iHI HAUTOYHIIIE MOSCHIOIOTH MPUPOIY
XJIJT GilosoriyHi KoOHIENIi. 3riIHO UMX KOHIENIIA iCHye naBa Bapiantu XJIJI
3aJIE’KHO BiJ MYTaIliMHOTO CTaTyCy IeHIB BapiaOelbHUX JIISHOK TSKKHUX JIAHIIIOT1B
imyHornoOymiHiB (Ig Vh).

Binomi npornoctuuni ¢akropu XJIJI: myramiiinuii craryc Ig Vh, ekcnpecis
kiacrepy audepeniitoBands 38 (CD38), excnpecis Z-acoiiiioBaHOro MPOTEiHY
(ZAP-70), uutoreHeTHYHI MOPYIICHHS piBeHb JakTaTaeriaporenasu (JIIA).

Meroro Hamoro JOCHIIKEHHA OyJlo BUBYEHHS €(EKTUBHOCTI Ta
TOKCUYHOCTI KOMOIHOBaHMX pexuMiB 3 duynapabinom (mpemapatr @uyaapa
BUpoOHMIITBA KommaHii “Schering”, I'epmanisi) 3aneXHO BiJl MNPOTHOCTUYHHMX
daktopiB. Buuanu npornoctuune 3nadeHHs JI/I[' B cupoBarii kpoBi (<HOpma™),
piBenb excrpecii CD38 (<30%>).

B nocnimxennst Oyiau BKJIIOYEHI MarlieHTH 3 aiarHo3oMm B-xmitunauit XJII,
BCTAHOBJICHUW 3T1IHO CTaHAApTHUM KputepisMm. JlikyBaHHsS 3a cxemamul 3
BKJIIOUeHHSAM Dnynapu OTpUMYBAJIM MEPBUHHI MALIEHTH, MALIEHTH 3 PELUIUBOM
3aXBOPIOBAaHHS Ta 3 pedpakTepHicTio 0 npoBomuMo!' Teparmii. EdexTuBHICTD,
HEOE3MEeYHICTh Ta TOKCUYHICTh TEpaii OLIHIOBAIU 3TiAHO KPUTEPIiB TOKCUYHOCTI
HamionanpHoro inctutyty paky CIIIA.

I'pyny cnocrepexxkenns ckianu 20 mamieHTiB 3 XJIJI - 16 vonosikiB Ta 4
KIHKHM, cepenHid Bik 57 pokiB (Big 47 ngo 66 poki). JloBrorpuBaiictb
3aXBOPIOBAHHS BiJl MOMEHTY MTOCTAHOBKH JI1arHO3y JI0 NIOYATKY Teparii cKJiaja BiJl
1 no 87 wmicsamiB. 10 mamieHTIB paHilie HE OTpUMyBaidu Tepamito i3-3a XJLJI

(mepBuHHI manieHTH), y N TamieHTiB Bia3Hadanacs pePpakTepHICTh 0 paHilie



MIPOBEICHOTO JIIKyBaHHs a00 PO3BUHYBCS PEIUAMB. | TaIli€eHTa 3 JaHOT TPYMH J1ajli,
HIiCJsT PO3BUTKY PEIUANUBY, OTPUMANHU JIKYBaHHS 3 BHKOpUCTaHHsIM Diymapa
MOBTOPHO.

18 mamienTiB orpuManu nikyBaHHs 3a cxemoro FC: duymapa 25mr/m? Ha
106y B 1-3 nens Ta muknodochamin 300Mr/m? Ha 100y B 1-3 1eHb. JBa nauieHTH
orpumamu pexum FMC: ¢uynapa 25mr/mM? na 106y B 1-3 1eHb, MiTOKCaHTPOH 6
mr/m? B 1-ii gens, muknopochamig 200 mr/m® B 1-3 mens. J[Ba XBOpHMX IIpu
PO3BUTKY peuuauBy micias jikyBaHHi Daynaporo orpumanu pexum FMC, 1
nauieHt - pexuM FC. Kypcu tepamii ; moBTOproBanu KoxH1 28 aHiB. JIiKyBaHHS
MPOBOAMIIM A0 AocsrHeHHs nmoBHOI peMmicii (ITP) abo wactkoBoi pewmicii I (UP), ane
He Ourbmie 6 kypciB 1HAaykuii. Ilpu gocsruenni [P mpoBogunmm 2 kypca
KOHCOJI Al 3a Ti€r x cxeMoro. CepeiHs KUTbKICTh KypciB ckiaia 4,6 Ha OJHOTO
MaIlexTa.

Bcim mamientam mpoBojwiacs mpodiTakTUKa MHEBMOIMCTHOI MHEBMOHIL
(ko-TpuMokcazos). Ilpm 1 HagBHOCTI ayTOIMyHHOI aHeMii MpPU3HAYaBCS
MPEIHI30JIOH 3 TMOCTIAYIOUUM KOHTPOJIEM TeMOJITHYHHX Npob. [Ipodinaktuyne
MPU3HAYEHHS MPOTUBOBIPYCHUX IpENapaTiB 3aCTOCOBYBANIM Y MALIEHTIB, K1 Maju
B aHamHe3l TrepreTuyHy iH(ekiio (amukiosip). [IpoBoaunacs mnpodiirakTuka
CUHAPOMY IMYXJIMHHOTO JI3UCY (aJIOMypiHOM).

Jlo MOMEHTY 3aKiHUC€HHS MOCHIKEHHS TMallieHTH oTpuManu 91 kypc
JIKyBaHHs 3 BKIIIOUeHHIM Diynapu (B cepenabomy 4,6 kypca). [licis nmpoBeneHot
tepanii y 8 maumieHtiB gocsrayta [IP, y 10 - YP, y 2 mnamieHTiB BiJ3Ha4ajgach
nporpecis 3axBoptoBanHs (I13) Ha Tmi Tepanii. [lo3uTHBHA BIANOBIAL HA TEPAIlito
cnioctepiraetses y 9 3 10 xBopux XJIJI, ki paninie He OTpUMyBaIH CHEIU(BIYHOTO
JIKyBaHHA 13-3a 0cHOBHOro 3axBoproBaHHs (IIP - 6, UP - 3) ta y 9 3 10 paniie
nposikoBaaux xBopux (I[IP - 2, YP - 7), y Tpbox maIi€HTiB 3 peuuguBOM
3aXBOPIOBAHHS MICJsl Tepamii 3 BKIIOYeHHSIM Diygapu TaKOXK CIOCTEPITA€EThCS
no3utuBHUM edekt (UP). Pe3ynabTaTuBHICTH Tepariii Oysa BUCOKOIO SIK Y MAIIEHTIB
Ha paHHIX TaK 1 Ha MI3HIX CTajisx 3axBoprtoBaHHs. [IP wacrime nmocsramacs y

Mali€HTiB 0€3 HasIBHOCTI MPOTHOCTHUYHO HeCcHpUusITIuBUX ¢akTopiB (6 3 7



NAIlEHTIB) y 3pIBHSAHHI 3 TUMH, Y KOTO BiJ3HauyaBcs mifgBuiieHuid pisens JIJAI' Ta
rinepekcnpecis CD38 nezanexxHo Bif cTajii 3axBoproBaHHs (2 3 7).

[Ipu noBrorpuBanocTi crnoctepekeHHs 49 wmicsmiB xuBl 15 marieHTiB. 2
maIfi€eHTa 3aruHyyiId B pe3ynbratri [13 Ha Tii jJikyBaHHS, 3 TMalli€eHTa 3aTUHYIH BiJ
npuunH, He 3B’s3aHux 3 XJUJI (Hu3bkoaudepeHiiiioBaHa aJeHOKapIMHOMA
MepeIMIXypOBOi 3aJ1031, THEBMOHIS, TOCTPE MOPYIICHHS MO3KOBOT'O KPOBOOOITY).

OCHOBHMMH TIPOSIBAMH TOKCHUYHOCTI Tepamii 3 BKIoueHHsIM Diaynapu Oymiu
MI€JIOCYTpecis, a TaKoXK 1H(MEKIIHHI YCKIIaJHeHHS. Y BCIX MAIll€EHTIB BiA3HAYald
reMaToJIOTIYHY TOKCHYHICTh. Tak y 5 Nall€HTIB BiJ3Hadyajlacsd MIEJIOCYIpeECis
TIJIBKU JIETKOTO CTYIEHS, y 1HIMHUX 15 - JIerkoro Ta cepeHhOro CTYNEHS TAKKOCTI.
[HdekiitHl yCKkIagHEeHHS! PO3BUHYJINCH y 8 TAII€HTIB, MPUYOMY Yy 3 Malli€HTIB
TSKKOTO CTyINEHA. Y 5 MalieHTIB BiJ3HaYanach JIMXOMaHKa JIETKOTO CTyNeHs, y 2 -
CEpEIHbOTO CTYIEHs, y S5 MallieHTIB He3HayHEe MiABUIICHHS pIBHS OUIipyOiHY Ta
KpeaTuHiHy. Y 2 TaIlieHTIB Ha TJi Teparii 3adiKCOBAaHO PO3BUTOK ayTOIMYHHOT
FeMOJIITUYHOT ~ aHemii, sfka Oyna yCHIIIHO KyloBaHa 3aCTOCYBaHHSIM
TIIIOKOKOPTUKOCTEPOiiB. [HINI TPOSBM TOKCHMYHOCTI Oyiaum He3HAayHUMHU. B
pe3yabTaTi MPOBEICHOTO JIIKYBaHHS Yy OUIBIIOCTI TMAIl€EHTIB IMOKPAIIUBCS
3arajbHUM CTaH, 10 COPUSIIO TTOKPAIIEHHIO SIKOCTI )KUTTS.

[Tonepenni  pe3ynabTaTH  JAOCHDKeHHS  Tepamii  xBopux 3 XJIJI
KOMOIHOBAaHMMHM pPEXKHMaMU 3 BKJIIOUCHHSIM Diymapu CBilUaTh, IO Mpenapar €
edekTuBHUM 3aco0om st JrikyBanHs marieHTiB 3 XJIJI. CrnoctepiraeTscsi €Ha
BHUCOKA €(DEeKTUBHICTh Tepamii 3 BKIOYeHHSIM Diygapu gK Teparii nepuioi JiHii
Tak 1 Tepamii apyroi miHii. [loBropHe BuKOpucTOBYBaHHS Dnynapu € Takox
epextuBHUM. Jlocarnenns I1P Bin3Hauanocs yacTimie y maii€eHTiB 6e€3 HasBHOCTI
MPOTHOCTUYHO HecnpusaTIUBUX (pakTopiB. TokcuuHicTh Teparii namienTiB 3 XJUJI 3
BUKOPUCTOBYBaHHSIM Diiygapu € JOMyCTUMOIO, TPOSBISETHCS YACTIIIE BCHOTO
MI€JIOCYTIPECIET0, HA T SKO1 pO3BUBAIOTHCS 1H(MEKITIHHI yekaaaHeHHs. [HekiiitHi
YCKJIQIHEHHSI B OUIBIIOCTI BUMNAJKIB HOCAThH JIETKUM a00 TOMIPHUNA XapakTep,
MOJKJIMBO, 3aBISKH AaKTUBHIM CynpoBigHIN Tepamii. PO3BUTOK ayTOIMyHHOI

reMOJIITUYHOT aHeMIi Ha T Teparii 3 BKIoYeHHAM Diygapu crocTepiracTbecsi He



yacTille, YuM MpHu Tepanii 1HIIMMHU XIMIOTepaneBTUYHUMHU TpenapaTamu. Teparis
3 BikmoueHHsAM Onynmapu copuse TOKPAIIEHHIO SKOCTI XHUTTS y OUIBIIOCTI

marnieuTis 3 XJIJI.



