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BBEJEHUE
MHoOXecTBeHHas MHUeoMa (MuenomHas 00JIe3HBb) —
UMMYHOTJIOOYTUHCEKPETUPYOTIAs B-knerounast auMdoma, OCHOBHOI

MOP(OTOTUIECKHI CyOCTpaT KOTOPOH MPEICTABICH IIa3MaTUICCKUMH KIIETKAMU,
JIOKaJIU3YIOIHUECS B OCHOBHOM B KPOBETBOPHOM KOCTHOM MO3re. MHOKECTBEHHAs
MHUEJIOMa OTJIMYAeTCs OT MHOXECTBA JPYrMX TIeMOOJacTO30B JAUCKPETHBIM
pacpOCTPAHEHUEM OYaroB, BHE 30HBI KOTOPBIX KIETKA MHUEIOMBI OTCYTCTBYIOT
WM MOTYT OBITh B OYEHb OTPAHUYEHHOM KOJIMYECTBE.

Cnenyer OTMETHTh, UYTO MHOXXECTBEHHAsi MHUENIOMa SBISIETCS HaumOoliee
pPacpOCTPaHEHHON OMYyXOJIbIO KPOBETBOPHOM TKAHHW, COCTABISAIONIAA MPUMEPHO
10% oT Bcex reMaroJOTMYECKUX OIyXOJEH 4YEJIOBEKAa, a TaKkKe MPEBBIIIAET MO
YacTOT€ BBISBIICHUS, TAaKHE PACHPOCTPAHCHHBIE OMYXOJM YEJIOBEKa, Kak
XPOHUYECKUM JTUMQPOTIEHKO3, XPOHUYECKUI MHUEIOJIEHKO3, OCTPBIA MHEIOUIHBIN
Jeiiko3 u muM@pomMy XOKKUHA.

Haubonee pacrpoCTpaHEHHBIM 151 CEPbE3HBIM OCIIO)KHEHUEM
MHOYKECTBEHHON MUEIIOMBI SIBJISICTCS MOPAXKEHUE IIOUYEK, KOTOPOE OTMEYaeTCs
MPUOJIU3UTENBHO Y TIOJIOBUHBI MAIIUEHTOB B MOMEHT MOCTAHOBKU JIUAarHO3a, TIIE
OTMEYAEeTCsl 3HAYUTEIIBHOE TOHMKEHUE KIIMPEHCA YHAOTEHHOIO KpeatuHuHa. [lpu
HapyIIEHUU (PYHKIIMM TOYEK MPH MHOXECTBEHHOW MHEIOMOW MPUMEPHO OKOJIO
20% mnanMeHTOB MOYEYHAs HEIOCTAaTOYHOCTh PAa3BUBACTCS MPHU JaJbHEHIIEM
Te4eHUH 3a0osieBaHus. PaHHSS JETanbHOCTH Cpely OOJIBHBIX C MHOKECTBEHHOU
MHEJIOMOM, KOTOpas OCJIOKHEHA IOYEYHOM HEIOCTATOYHOCTBIO, COCTABISAET MO
30%.

AKTYaJIbHOCTh TeMbI: HapylieHue (YHKIUU MOYEK MPU MHOKECTBEHHOM
MHEJIOMOW HMMEIOT Pa3/IMYHbIC BAPUAHTHI MOPAKEHUSI MOYEK, B CIEKTP KOTOPBIX
BXOAUT TyOynspHas Hedpomarus, O0Je3Hb HEAMUJIOUTHOTO JICTIOHMPOBAHUS
MOHOKJIOHAJIbHBIX UMMYHOTIIOOYnUHOB B AL-amuinounos, a Takxke Ooyiee peaxue
MOpaXeHUsI TOYEK, TaKUe KaK KPHUOMIOOYIMHEMUYECKUUA HeDpUT U CUHIAPOM

dankoum.
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OCHOBHASI YACTDb

1. Oco0eHHOCTH MHOXKECTBEHHOI MM EJIOMbI

MHoxecTBeHHasi MUENIOMa SIBJISIETCS 3J7I0KAYECTBEHHOM IJIa3MOKJIETOYHOM
OIyXOJIbIO, MPOAYLUUPYIOIIEH MOHOKJIOHAJIBHBIE HMMYHOITIOOYIHHBI, KOTOPBIE
BHEIPSIOTCSA B NpUIEXKAIlyl0 KOCTHYI0O TKaHb M paspymalor  eé.
PacnpocTpaneHHOCTh MHOKECTBEHHOM MUENIOMBI cocTaBiseT 2—4 ciydas/100 000
yenoBeK. COOTHOIIIEHHE MY>KYUH U JKeHIUH 1,6 k 1, a Mmenrana Bo3pacta — 65 JeT.
Bcerpewaercss y mnpencraButenieil HErpoMIHOM packl B 2 pasza yamie, 4em Yy
€BpPOIIECOUTHOM.

Otuonorus 3a00JIeBaHKsI HEM3BECTHA, XOTS CETOJHSI PAcCMaTpUBAETCS POJIb
TEeHETUYECKUX M XPOMOCOMHBIX (DaKTOpPOB, a TaKXKE XUMHUYECKUX BEIIECTB U
pajualyi.

[Tatoduznonoruss MHOKECTBEHHOW MMEJIOMBI 3aKJIIOYaeTCs B TOM, YTO
MOHOKJIOHAJIbHBIT UMMYHOTJIOOYIUHOBBIN Oenok (M-IpoTeuH), MpoaylHpyeMblii
3JIOKAYECTBEHHBIMU IUIA3MaTHYECKUMHU KJIETKamHu, oTHocutTca K IgG y 55%
nanueHToB, K [gA —y 20% naiueHToB; HE3aBUCUMO OT BUJIa UMMYHOITIOOYJIMHA B
40% cimyyaeB BO3HHMKAeT MNporeuHypus beHc-J[xoHca, mpu KOTOpOH B MOUYE
OOHapy»XUBAIOTCSI CBOOOAHBIC MOHOKJIOHAJIBbHBIC JIETKME Ienu Kamma (K) WIn
asm6ma (A). YV 15-20% manueHToB MIa3MaTHYeCKUe KIETKH CEKPETHPYIOT TOJIBKO
oenok benc-J>xonca. Oxono 1% cimydaeB MuenomMsl accouuupoBano ¢ IgD. Penxo,
M-6enka B KpOBU U MOUY€ HET, XOTS HEAABHO YJAJOCh C MOMOIIBIO COBPEMEHHOTO
METO/1a aHaJIN3a JIETKOM IIEMU B CHIBOPOTKE OOHAPYKUTh Y MHOTHX U3 ITUX MPEK]IC
TaK Ha3bIBAEMBIX HECEKPETOPHBIX MAIIUEHTOB MOHOKJIOHAILHBIE JICTKUE 1ETIH.

XapaktepHo pazButue aud@y3HOrOo OCTEomopo3a WM TOSIBICHHE
OTHENbHBIX OCTEOJUTUUECKUX OPAKEHUH, OOBIYHO B KOCTSAX MAJIOro Tasa, yepena,
MO3BOHKAX, peOpax, OCIpPEeHHBIX W TUICYEBBIX KOCTAX. JlaHHBIE TOpaxeHUs
OOyCIIOBJICHBI ~ 3aMEIIEHWEM  HOpPMaJbHOM  KOCTHOM  TKaHHM,  paCTyIIeH
MIa3MOIUTAPHON  OIYXOJIbIO, @ TaKXe BO3JEHCTBUEM IIUTOKMHOB, KOTOpbBIE
CEKPETUPYIOTCS 3JI0KAU€CTBEHHBIMH IJIA3MaTHUYECKUMU KJIETKAMH, YTO BBI3bIBAET

aKTUBAIIMIO OCTEOKJIACTOB U CYNPECCHUIO OCTEO0IaCTOB.
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3AKJITIOYEHUE

MHoOxecTBEHHasi MUEJIOMA TIOKa YTO OCTAETCSl HEU3JIEYMMBIM 3a00JIEBAaHUEM
B TOJABJISIONIEM OOJBIIMHCTBE ciiydaeB. Mcropuuecku pa3BUTHE MOAXOIOB K €€
TE€panMy MOXKHO pa3leluTh Ha Tpu drTana. [lepBblii M3 HUX O3HAMEHOBAJICSH
Ha4yaJloM TPUMEHEHHUs KOMOMHanuM MenbdanaHa u npeaauzoioHa (MP) u
MO3BOJIMJI B3STh O]l KOHTPOJb 00JIe3Hb Y OOJBIIMHCTBA MAIlMEHTOB, JTOOMBIIUCH
JOCTIKEHUST MeIMaHbl O0IIe BBKMBAEMOCTH B TpU Troja. Bropoit atam, naBiimii
eme 1,5-2 roma u3HU OOJIBIIMHCTBY OOJBHBIX, CHOCOOHBIX MEPEHECTHU ITOT
TSDKEJIBIA BapUaHT JIEYEHUs, OBbUT CBA3aH C HCIIOJIb30BAHUEM BBICOKOIO3HOU
XUMHOTEpanuy C ayTOJOTMYHOW TpaHCIUIAHTAaMEd KOCTHOTO Mo3ra. Tperuu,
COBPEMEHHBIM 3Tal, NPOAODKAIOUIMICA B HAIIM JHU W IO3BOJISIOLIUI
MHOTOKPAaTHO YCHJIUTh Pa3pyLIEHUE OIyXOJIA C JOMOJHUTEIbHBIM CYIIECTBEHHBIM
IPOAJICHUEM KU3HU OOJIBHBIX NPU HU3KOM TOKCMYHOCTH TEpAaInH, MOpa3yMeBaeT
IPUMEHEHUE  HOBBIX  KJIIACCOB  IPOTUBOMHUEIOMHBIX  IIPENaparoB  —
UMMYHOMOAYJIATOPOB U HHTUOUTOPOB IPOTEACOM.

K UMMyHOMOIYIMPYIOIIMM JIEKAPCTBEHHBIM  CPEACTBAM  OTHOCHUTCS
JeHAIUAOMUI  —  [penapar, KOTOpbIA ~ 0O0JlajaeT  MHOXECTBEHHBIM
IPOTUBOOMYXOJIEBBIM JEHCTBUEM (MMMYHOJOTHYECKUM, AHTUAHTHOT€HHBIM U
LHUTOTOKCUYECKHM), YTO  IIO3BOJISIET  IPEOJOJIEBAaTh  BPOXKICHHYK  WJIU
NPUOOPETEHHYIO PE3UCTEHTHOCTh KJIETOK MHUEJIOMBI K LIMTOCTaTUKAaM, B TOM YHCIIE
U K 00pTE30MHUO-COAEPIKAILIIUM CXEMaM.

Jlenanunomua B KOMOMHALIMK C IEKCAMETAa30HOM BO BTOPOM JTMHUU TEparuu
y MAlMEHTOB ¢ MHOYKECTBEHHOW MHUEJIOMOM MOKa3ajl CYyIIECTBEHHOE YBEIUYEHUE
BBDKMBAEMOCTU M 3aperucTpupoBad mno 3toMy nokazanuto B CIIA, EC u P®.
Ha3znauenue IauTENbHONW NOIACPKUBAIOIICH TEpANUU JICHAIUIOMHUIOM TOCIe
BBICOKOZIO3HOW XWMHOTEPANIUKA C TPAHCIUIAHTALMEH ayTOJOTHYHBIX CTBOJOBBIX
KPOBETBOPHBIX KJIETOK IO3BOJISIET B HECKOJIBKO pa3 CHU3UTh PUCK penuanBa. B
MepBOM JIMHUM JICUEHUS] B COYETAaHMM C JEKCaMeTa30HOM M OopTe30MHOOM
nenanugomuz (RVD) unaynuposan pemuccun npakruuecku B 100% ciayyaeB npu

OYEHb BBICOKOH J10JIe OOJIbHBIX C TTOJIHOW PEMUCCHUEH.
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MNMPUJIOKEHUA

[Tpunoxenue 1
CxeMbl JIeKapCTBEHHOTO JICYEHUS] MHO>KECTBEHHON MHUEIOMBbI

Cxembl neuenusi nepeudHbIX NAYUEHMO8, He AGNAIOWUXCA KAHOUOamamu Ha
MPAHCNIAHMAYUIO:

VMP

1—4-i1 KypchI:

- Mendanan 9 Mr/mM2 BHYTph, AHU 1—4-i

— [Tpeanuzonon 60 Mr/M2 BHYTpb, AHU 1—4-i

- boprezomu® 1,3 mr/m2 n/x unu B/B, aau 1, 4, 8, 11, 22, 25, 29, 32-i

Jleuenue Bo30OHOBIIsAETCS HA 43-i1 IEHB.

5-9-i1 KypCHI:

- Mendanan 9 Mr/m2 BHYTpSb, iU 1-4-ii

- [Ipenauszonon 60 mr/M2 BHYTpb, 1HU 1—4-ii

- boprezomu® 1,3 mr/m2 n/x unu B/B, 1uu 1, 8, 22, 29-i1

Jleuenue BO30OHOBIsAETCS HA 43-i1 ICHb.

AJNbTEpHATUBHBIN BapUAHT:

— Mendanan 9 mr/m2 BHYTpS, iU 1-4-ii

— [Tpenauzonon 60 mMr/mM2 BHYTph, 1HU 1—4-i

- boprezomu6 1,3 mr/m2 n/x wiu B/B, qau 1, 8, 15, 22-i

Jleuenune Bo30OHOBIIsIETCS HA 36-11 IE€Hb.

MoauduunupoBaHHBIM BapUaHT:

— Mendanan 9 mr/m2 BHYTpS, 10 1-4-i

— [Tpenausonon 60 mr/mM2 BHYTpS, 1A 1—4-i

- boprezomu6 1,3 mr/m2 n/x unu B/B, aau 1, 4, 8, 11, 22, 25, 29, 32-i

[TIpoBomsar 1 kypc, 3arem HaumHasg ¢ 43-To AHA 8§ KypcCOB B CIEIYIOIIEM
pexXuMe:

- Mendanan 9 mr/m2 BHYTpS, 10U 1-4-i

— [Tpennuzonon 60 mr/mM2 BHYTpb, 1HU 1—4-i
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