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BBEJAEHUE

MuoxectBenHass mueiaoma (MM) (CUHOHMMBI: aKTHUBHAs MHUEIOMa, CHUM-
nToMatudeckas Muesnoma, 6ones3np Pycrunkoro-Kanepa) — napanporenHeMu-
YEeCKHUI TeM00J1acTO3, OTHOCSIIUNCS K IPYyMIE 3J10KaUeCTBEHHBIX MOHOKJIOHAJIb-
HBIX TaMManaTuil. 3aboseBaHue XapakTepusyeTcsl nposindepanueil miazmaru-
yeckux kietok (IIK) B koctHom Mo3re (KM), cekpenneil MOHOKJIOHAJIBHOTO
Oenka (M-6enka), TECTPYKTUBHBIM MOpPaXXEHHUEM KOCTEH CKeJeTa, pa3BUTHEM
IIOYE€YHOU HETOCTATOYHOCTH, AHEMHUH U TUIIEPKAJIbLEMUU.

Cpenu 310Ka4eCTBEHHBIX OIyXoJjeil cucteMbl kpoBu MM coctasmisier 10-15
u 1 % u3 Bcex oHKoJOTHUeCKuX 3aboneBanuii. Pacnpocrpanennocts MM Bapsb-
UpYeT B pa3HbIX CTpaHax: camas Hu3Kkasa B Kurtae (menee 1 va 100 ThIC. B3pOciio-
ro HaceleHus B rox), U gocturaet 4/10 ThIC. B 3amaHBIX WHIYCTPUAIBLHO pa3-
BUTBHIX cTpaHax. [Ipu 3TOM y mpencraBuTesiedl HETPOUAHON packl 3a0oJieBae-
MOCTb B 2 pasa BbIllle, YEM Cpeau MnpeacTaButTeseil 0enoil pacsl. B PecnybOinuke
benapyce ypoBenb 3abosieBaemoctt MM cocrtasisier 2,3/100 thic. My YUHBI
OO0JIEIOT Yallle )KEHUIMH B cooTHoweHuu 3:2. YactoTa 3aboneBaHus yBeIUYUBa-
€TCsl C BO3pacTOM: CpeIHUM BO3pacT 00IbHBIX — 62 roja.

K coxaneHuto, MHO)KECTBEHHAsI MUEJIOMa HAa CErOJHSAIIHUIN JI€Hb OCTAETCS
HeuzjieunMbIM 3aboneBanueM. B EBpomne exeroano ormeuaercst okono 19 Thic.
HOBBIX ciiydaeB MM, u Gonee 14 teic. cmepTeit or MM. B nocnennue roasl co-
BpEMEHHAasl KOMIUIEKCHas Tepanuss MM, BkiIrodaronas XMMHUOTEPaNlEBTUUECKHE
npernaparsl, JOKAJIbHYIO JIy4eBYIO TE€pamuio, OpTONeInYecKrue Mocoous u ore-
pamuu, Mepsl 0 YCTPAHEHUIO METa0OINYECKUX HApYIICHUH, TO3BOJIMIIA YBEIU-
YUTHh OOIIYI0 BBIKUBAEMOCTh OONBHBIX 0 33—34 mecsneB (mo ganasiM SWOG,
2007). TeM He MeHee, peUMIUBBI HEU30€XKHO HACTYIMAIOT Yy MOJABJISIOLIErO
OonbIIMHCTBA O00JIBHBIX. Bhicokono3nas xumuorepanus (BXT) ¢ TpancnianTa-
nuel remonostTudyeckux cTBosIoBbIX KieTok (TI'CK) ceroanst paccmarpuBaercs
B KayecTBE Tepalnuu nepBoi 1uHuM y 0onbHbIXx MM B Bo3pacte 10 65 ner. Oc-
HOBHOH 11€7IbI0 pa3paboTKu HOBbIX npoTokoiaoB BXT sBnsercs ymydiieHue or-
JAJICHHBIX PE3yJIbTaTOB JIEUEHUS! — YBEJIMYEHUE JUIMTEIbHOCTU 00lIel u 0e3-
peuuMauBHON BbDKMBaeMocTH. [locnenHee necsaTuieTHe XapakTEpHU3yeTCsl CO3-
JAaHWEM HOBBIX IpenapaToB it JeueHus MM: 6iokaTopsl nporeocoM (bopre-
30MH0), THTHOUTOPHI AHTHOTEHE3a (TATUIOMU U JICHAJIMOMHU), UCIIOJIh30Ba-
HUE KOTOPBIX ITO3BOJIUT PACUIMPUTH TEPANEBTUYECKUE BO3MOKHOCTU M IIPUBE-
JIeT K YIY4IIEHHIO MOMOIIN OHKOT€MAaTOJIOTHUYECKUM OOJTBHBIM.

3HaHue BpadyaMu KIMHUKO-Ta00pAaTOPHBIX JAMArHOCTHYECKUX KPHUTEPHUEB
MM Heo0X0auMO JjIsi CBOEBPEMEHHOM JUArHOCTUKU W BHIOOpA aJIeKBATHOM Te-
pamnuu, Kak caMoro 3a00JIeBaHMsI, TAK M €r0 OCI0KHEHUH.



1. STUOIIATOI'EHE3

[To xknaccudukaruu BO3 (2000 r.), MM oTHOcuTCS K B-KII€TOYHBIM JINM-
GOUAHBIM OMYXOJIIM HHU3KOW CTENEHHU 3JI0KAaYeCTBEHHOCTH. 3a00JieBaHUE BO3-
HUKAET B pe3ysibTaTe 3JI0KAYECTBEHHOW Mpoiudepanuu Iia3MaTHYecKux Kie-
TOK, MPOUCXOAAIEH, B OCHOBHOM, B KM, HO MHOTIa U B 3KCTpaMeqyJUIAPHBIX
oyarax.

Otuonorus 3a00jieBaHUsl OKOHYATEJILHO HE ycTaHoBJeHa. Cpelu BO3MOX-
HBIX ATHOJIOTMYECKUX (PaKTOPOB PacCMAaTPUBAIOT M€HETUUYECKYIO MPEIpacioo-
KEHHOCTh (KOCBEHHBIE MOATBEPKIACHUS 3TOMY — PAaCOBBIE PAa3INYMsl YaCTOTHI
BcTpeuaeMoctd MM, ciiyyau MM y MOHO3UTOTHBIX OJTU3HEIOB U YWICHOB OJIHOU
CEMbH), XPOHHYECKYI0 AHTUTCHHYIO CTHUMYJSIUIO (MH(EKINH, XPOHHYECKOE
BOCHAJICHHE, 3a00J€BaHUs COCIUHUTEIbHON TKAHU, ayTOUMMYHHBIE TIPOLIECCHI,
ajyiepruyeckue 3a00JeBaHus), BO3ICUCTBUE Ha TEMO- U UMMYHOT'€HE3 BUPYCOB
(BUpyc mpuoOpeTeHHOro MMMYyHOAepUIIMTa YeloBeKa, Bupyc renatuta C, rep-
NECBUPYC & TUNA M HEKOTOpBIE JIp.) U MOHU3UpYroulero usnydenus. [losBus-
nrasicsi TeHACHIMS K 0oJjiee YaCTOMY BO3HHUKHOBEHHIO MHUEJIOMBI Y JIUI] MOJIOXKE
55 nert yka3pIBaeT Ha BIMSIHUE (PAaKTOPa COCTOSTHUSL OKPY>KAIOIIEH CPEbl.

B ocHoBe maroreneza MM nexuT omyxoJieBas TpaHcpopMmaius KIETKH-
IpeaIecTBeHHUIIBI B-1muMoImToB ¢ coxpaHeHueM ee crocoOHoctu nudde-
PEHLUPOBATBCS O KOHEYHOrO 3Tana — IIa3MATHYECKOW KIIETKH, CEKpETHU-
pyrorieit M-0emok, KOTOphIi TomanaeT B KpoBb W/WiM Mody. M-06e1ok — 3TO
uMMyHorioOyuH (Ig) unm ero KoMmnoHeHT/PpparMeHT ¢ aHOMaJIbHOW TOCIIEO-
BaTEJIbHOCTHIO AMHUHOKHCIIOT B CBOEM CTPOCHHMHU M MOTEpEll HOPMaIbHOU (yHK-
UM B pe3yJbTaTe MyTAllUd T€HOB, OTBETCTBEHHBIX 3a BBIPAOOTKY MMMYHOTJIO-
OynuHa. M-0enok Takke Ha3blBatOT M-KOMIOHEHTOM, M-IpOTEMHOM, MUETIOM-
HBIM O€JIKOM, MapanpoTenHoM, naronorudyeckuM Ig (PIg) unu nukom nporerHa
(mux npu anekTpodopese OenkoBbix Ppakiuit). Cunre3 M-0enka TpPUBOIUT K
Py MOCIEACTBUI: Pa3BUTHIO aMUJIOU]103a, CUHIPOMY T'MIEPBSI3KOCTH, MMOYEU-
HOM HEJOCTAaTOYHOCTH, CHH)KEHUI0O UMMYHUTETA B PE3YJIbTATE MOJABJICHHS BbI-
paboTku HOpMaNbHBIX Ig. M-0e10K MOXKET OBITh MPEACTABIECH TOJBKO JETKUMU
nensiMu Ig ¢ ManpiM MOJIEKYJIIpHBIM BecoM (22 JlanbToHA), UTO MO3BOJISIET EMY
JIeTKO momnajaTth B Mouy B Buje Oenka benc-/xonca. CoOoanbie 6enku benc-
JIxoHca (Takke Kak U MOJeKyJibl PIg) mMoryT mpucoeauHsTbCs APYr K APYry
W/WIH K IPYTUM TKaHSM U NPUBOAUTH B KOHEYHOM MTOT€ K aMUJIOUJ03Y MOYEK,
cepaua, MOpakeHUI0 HEPBHOM CUCTEMBI.

MM sBnsieTcsi MEIJIEHHO NPOIU(EepUpPYIOIIEl OMyX0Jbl0. Y OOJBHBIX C
akTUBHO Tekymed MM tonbko 1-3 % omyXosieBbIX IMIa3MaTUYECKHX KIIETOK
HaxoasTcsa B (a3e neneHus kietku (S-dasza). Buauane Bpemst yBoeHHS OITyXO-
JIeBOM Macchl cocTaBisieT 1-3 AHs, HO IO MEPE YBEJIIMYEHHUS OIYyXOJIEBOI MaCChI
CKOPOCTh POCTa OMYXOJIU CHIXKAETCS, JOKIMHUYEecKas (0ecCCUMITOMHAs) CTausl
3a0osieBaHUsl MOXKeT IuThes 1-3 roga. OTueTnuBas nmaparnpoTeMHeMus OOHa-



PyXKHBaeTCsl IpH Macce omyxonmeBoro kioxa 1x10'' kmerok, uro cocraBmser
okos10 200 1, a KIMHUYECKUE MPOSABICHUS — IIPU MACCE ONYyXOJU OKOJIO | KT
(1x10" MHETOMHBIX KIETOK).

B natoreneze MM Oouibliioe 3Hau€HHE UMEIOT U3MEHEHHSI B KOCTHOMO3TO-
BOM MMKPOOKPY>KCHUH, BKJIFOYAIOIINE AKTHBALMIO AHTMOI€HE3a, HApYyIICHUE
(YHKIMH KJIETOYHO-OIIOCPEOBAHHOIO UMMYHUTETA, HAPYILIEHUE TapaKpUHHOM
Y ayTOKPUHHOMW peryJssiuu, n30siTounyto npoaykmuto NJI-6, MJI-1b u VEGF. VYc-
TaHOBJIEHO, YTO MJI-6 ABNsSeTCS OCHOBHBIM CTUMYJIITOPOM pocTa U auddepeHun-
POBKM MHEJIOMHBIX IJIa3MaTHYECKUX KIIETOK M KJIETOK - IPEIIECTBEHHUKOB OITy-
XOJIEBOT'O KJIOHA, MIO3TOMY BBICOKHI ypoBeHb NJI-6 1 001bI10€ YNCIO peLenTo-
poB kK HeMy Ha noBepxHocTh [IK oTpaxkaror crerneHb akTUBHOCTH MHOKECTBEH-
HOil muenomel. [loBbimienHas npoaykuus WJI-1b Biouser Ha auccemuHanuio
OIyXOJIEBBIX KJIETOK NMpu MM, a Takke UX KOHTAKT C KJIETKaMH CTPOMBI U CO-
cynamu. B cBoro ouepenp, MexkineTounsle Bzaumonenicteusa 11K, kinetok crpo-
Mbl KM 1 MUKpPOCYCYZIOB JIeKaT B OCHOBE OITyXOJIEBOIO POCTa U PE3UCTEHTHO-
CTU K XUMHOTEPAIHH.

B Bo3HMKHOBEHMM MM NpUHUMAIOT y4acTUE COTHH PAa3JIUYHBIX T'€HOB, OIl-
penensonmx mporecchl nponudepanun, AUGPEPEHIUPOBKH, KIECTOUYHOTO
arorTo3a, CeKpeIo IUTOKUHOB U (aKTOpoB pocTa. B Hacrosiee Bpems ¢ 1o-
MOIIbIO MOJIEKYJISIPHOTEHETUUECKUX METOJOB BbIsABJIEHA 3Kcrpeccust 9732 re-
HOB U COCTaBJIEH KAaTaJIOT 3KCIPEeCCUPOBaHHbIX TeHOB pu MM (Myeloma Gene
Index). Haubonee m3ydeHa posib B MaToreHe3e OIMyXOJEBOW TpaHCHOpMaAIuu
KJIETKU-TIPEIIeCTBEHHUIBI B-muMmdonntoB npu MM TpaHciokanuu wim Hapy-
IICHUU SKCIPECCUU OHKOTEHOB B JIoKyce IgH (Tspkenbix neneit uMMyHOII00y-
JMHOB) Ha 14 xpomocoMme B peruone q32 ¢ rumepakcnpeccueil HUKIuHOB D.
AKTUBUpOBaHHbIE reHbl HUKIMHOB D Moryt nmoOyxknatek [IK orBedars Ha mpo-
audepaTUBHbIE CTUMYJIbI, a TAK)KE BbI3bIBATH JlaJbHEHIINE U3MEHEHUSI T€HOMa,
No3TOMYy HMKJIMH D cTan BakHOW I1I€NIbIO JIJIsi MPOTHOCTUYECKON Kiaccuduka-
uuu ¥ tepanuu npu MM. J[pyruM OHKOT€HOM, peryisiiuus KOTOPOro HapyuiaerT-
ca t(4;14), sengercs reH peuentopa 3 ¢akropa pocra pudbpodimactoB (FGFR3),
TUIIEPIKCIPECCUsI KOTOPOTO BBI3BIBAET MPOIH(EPALIUIO 3T0KAUECTBEHHBIX MUe-
JIOMHBIX KJIETOK M IpeaoTBpaiiaer ux amnontos. B 50 % cnydaeB npu MM mo-
JKET UMETh MECTO Jiesierus wii MoHocomust 13 u 17 map xpomocoM. B nporiecce
OIlyXOJIEBOM MPOrPECCUU PA3BHUBACTCS JOIOJIHUTEIbHAsT XPOMOCOMHAS HECTa-
OWJIBHOCTB, YTO MPHUBOJUT K MyTaUUsM WIA JU3PETYISILUU SKCIIPECCUU TAKUX
KJIFOUYEBBIX TeHOB, kak C-myc, N-ras, K-ras, FGFR3 u p53.

HexonTponupyemsiit poct [IK npruBOAUT K CKENETHON AECTPYKLIMU U yTHE-
TeHuo HopMaiibHOU (yHkIuu KM c mocneayroniuM pa3BUTHEM aHEMUM, HEH-
TPOIIEHUU U TPOMOOLUTONEHUH. B OCHOBE maToreHe3a JUTHYECKUX MOPAXKEHUI
KOCTHOM TKaHU 1pu MM JeXKuT MHrHOUIUST OCTE00JIACTOB M aKTUBALUS OCTEO-
KJIaCTOB, Onarofaps NPOAYKIMH MHEIOMHBIMH KJIETKAMH OCTEOKJIACTAKTHUBU-
pytonux ¢pakropoB (OAFs), mokaabHbIX IUTOKUHOB, B T. 4. NJI-1b, NJI-6, TNF-a



u TNF-B, xemoknnoB. Kome Toro, nocneaHue uccie0BaHUs ONMPEACIUIN, YTO
BemectBo noj HazBanueM RANK nurann (RANKL) sBisiercss mocpegHukowm,
MPUBOJSIIUM K TOBBIIIEHUIO aKTUBHOCTH OCTEOKJIACTOB.

[TaTodusnonorus OCHOBHBIX MOBpexaAeHUN pu MM kpatko mpescraBie-
Ha B Tabnuue Al.

2. KTACCUDPUKALIUA

MM, kak ObUJIO CKa3aHO paHee, OTHOCUTCA K TPYyNIE 3JI0KaUeCTBEHHBIX
MOHOKJIOHAJIbHBIX raMManatuii. Kpurepun xiaccudukanimy u TMarHoOCTUKU MO-
HOKJIOHAJIbHBIX Tammanatuii 1 MM ObLIn mepecMOoTpeHsl MexxmyHapoIHOM pa-
6oueit rpynmnoit mo muenome (2003 T.), coraacHO KOTOPOM BBIJEISIOT CIEAYIO-
II1E€ BApUAHTBHI.

I. 310KkayecTBEeHHbIE MOHOKJIOHAJIbHbIE TAMMANATHH

1. MM:

A) CuMmntoMarrueckas Mueaoma.

b) Bapuanthsie (peakue) hopmbsl MM:

® HECEKPETHUPYIOIAsi MHOKECTBEHHAs MUEIIOMa;

® OCTEOCKJIEPOTUYECKast opMa MUETIOMBI;

e OMKJIOHAJIbHASI MUEJIOMA;

® 11JJa3MOKJIETOYHBIN JIEMKO3.

2. Banotekymas (Tieromasi, 0eCCUMITOMHAs ) MUEJIOMA.

3. IInazmarmroma.

A) ConurapHas rmjia3mMaliToMa KOCTEH.

b) DxcTpamenymisgpHas rmia3ManuToMa.

4. 3nokadecTBeHHbIE TUMGBOTpOoIUdepaTUBHBIE 3200JICBAHMS:
A) MaxkpornoOynuaemus: Bansaenctpema.

b) Hexomkkuackre 1uMEpOMBI.

5. bone3Hsb TSKEINbIX LEenei.

6. AMunon103 (nepBuyHbIi AL-aMUIION103 U BTOPUYHBIN).

I1. /lo0OpokavecTBeHHbIEe MOHOKJIOHAJIbHbIE TAMMANIATHH

1. MoHOKJIOHAJIbHBIE TAMMANATUK HEoNpeaeaeHHOro 3Hauenuss MGUS.

B cooTBeTcTBUM C KIMHMKO-aHATOMUYECKOW Kiaccudukaluend, OCHOBaH-
HOW Ha JaHHBIX PEHTICHOJOTHMUYECKOTO HCCICAOBAHMS KOCTEH CKelleTa U MOp-
¢dosioruueckoro aHajiu3a MyHKTATOB W TPENAHATOB KOCTEH BBIJCISIIOT CIEAYIO-
e hopmbl MM: MHOXECTBEHHO-0YaroByto; nudgdysHo-odaropyrw u auddys-
Hyto. Yamie Bcero Bcrpeuaetcst quddysHo-ouaronas popma (60 %), npu Koto-
poii Ha doHe TudPy3HOTO 0CTEONOPO3a PETUCTPUPYIOTCS SAMHUYHBIE OTTYXO0JIe-
BbIe MeTacTasbl. [Ipu MHOKecTBeHHO-0uaroBoi dopme (15 %) omyxonesbie y3-
JBI OTTPaHUYEeHBI OT HOpManbHOro KM, mopaxkeHus: ckeneTa XapakTepu3yroTcs



MHO>XECTBEHHOCTBIO U MPEUMYIIECTBEHHOM JIOKATU3alMEeH B TJIOCKUX KOCTSIX
(pebpa, rpyauHa, depern U Mo3BOHOUHHK). B 24 % cmydaeB oTrmewaercs aud-
by3HOE TOpaKeHne, XapaKTePHU3yIoIIeecss 00HApYKEHUEM Ha PEHTI€HOrpaMMax
b dy3HOro ocTeonopo3sa.

Crnenyer OTMETUTH, UYTO JaHHAS KIACCH(PUKAIMS B KIMHUICCKON MPAKTHUKE
MIOCTIEIHEE BPEeMS HCIOJIb3YeTCsS PEIKO, TaK KaK HE OIMpenessieT HU TaKTUKU Jie-
YEHUs!, HU IPOTrHO3 3a00JIEBAHMS.

B 3aBucumocTH OT Kjacca ¥ THUIa CeKpeTUpyeMmbix mueiaomoit Plg onpene-
JSI0T MMMYHOXMMHYECKUE BapuaHThl 3a0oneBanus (Tadbuuua 1).

Tabmuia 1 — OcHOBHbIE IMMYHOXHUMUYECKHE BapruaHTbl MM 1 HX XapakTepuCcTHKa

ITaTomormyeckmii ITaTomornyeckmii Yacrora
Haszpanne
MMMYHOTJIOOYJTHH UMMYHOTJIOOYJIMH MOYH | BCTPEYaEMOCTH
BapHaHTa o o
CBIBOPOTKH (THI JeTKUX 1eneil) (%)
GK
G-Muenoma GA.GRuwmGA K,A 55-65
AK
A-muenoma AL, AK mm A A K,A 20-25
Dk
D-Muenoma DA K,A 2-5
DxmwmD A
Ek,EA
R > 2
E-muenoma Ex o EA K,A .

bonesns nerkux
neneif (Muenoma Her K, A 12-20
benc-J>xoHca)

Bbukionanbuasa Pa3nrie cooTHOIIEHUS

Kwim A 1-2
MHUesoMa nByx Plg u Gonee

MK,
M-Mmuenoma MA K, A 0,5
MK wiu M A

Hecexperupyromas Her o -4
MHEIoOMa

3. KIMHUYECKMUE ITPOSABJIEHUA

Knunnuaeckue npossnenuss MM paznooOpasubl. K HuM oTHOCSTCS:

® KOCTHOMO3IOBOM CUHJIPOM, IPOSBIAIOLIUNCI, C OAHOM CTOPOHBI, IIOpa-
KEHUEM KOCTEH BCJEACTBUE OCTEOJECTPYKLUHU (0OJb, MaTOJOTHYECKUE Iepe-
JIOMBI), C APYTON CTOPOHBI — YITHETEHUEM HOPMaJIbHOI'O FEMOII033a BCIIEICTBUE
IUIa3MOKJIETOUHOM MHUIBTPALIMM KOCTHOI'O MO3ra (aHeMHUsl, peke — JIeHKoIle-
HUS, TPOMOOITUTOTICHUS );

® TUIEPKAJIbLUEMUS;



e HapylieHHE PYHKIIUU TTOYECK;

® CHHJIPOM IMOBBIIIEHHOW BA3KOCTH KPOBH;

® TEMOPPAru4eCKuil CUHAPOM;

® AMHJIONI03;

® HEBPOJIOTMYECKNE HAPYILICHUS;

® CUHJPOM BTOPUYHOTO UMMYHOJE(DUIINTA U, KaK CIEJICTBHUE, PEIUIUBHU-
pyIOIMe XPOHUYECKHUE OaKTepUaIbHbIE U BUPYCHBIE MH(DEKIIUHU.

OnHuM U3 BEAyNIUMX KIMHUYECKUX MposiBlieHUd MM sBistorcs Ooau 6
kocmsax (y 70 % mnanueHToB), BO3HUKAIOIIME B pe3ylibTaTe octeoinsuca. bomu
JIOKAJIM3YIOTCS, Yallle BCEro, MO XOJy IMOPAXXCHHBIX MO3BOHKOB B IOSCHUYHO-
KPECTIIOBOM 00acT, B TPYJIHON KJETKe, B 00JACTH KOCTEH Ta3a, peke — B
JUIMHHBIX TPYyOUYaThIX KOCTAX. BhIpakK€eHHOCTh OCCAITHil 3aBUCUT OT CTaJUM 3a-
O0JieBaHUS: OT MUTPUPYIOLIUX, BO3HUKAIOIIUX MPU MEPEMEHE MOJI0KEHUS B Ha-
yajie 3a00JIeBaHUs, 10 HECTEPIIMMBIX, PE3KO OTPAaHUYMBAIONIUX JBIKECHUS Ta-
LMEHTOB B MO3JHUX cTaausaX. Hepenko BO3HUKAIOT MATOJOTMYECKUE MEPETOMBI
¢ nedopmarueld TpyaHOW KIETKH, KOMIIPECCUEH TN MOSCHUYHBIX W TPYIHBIX
MO3BOHKOB, MPHUBOSAIINE K KOMIIPECCUU CIMHHOTO MO3Ta U mnepudepruyecKkum
napaiauyam. B KIIMHUYECKON MPaKTHKE BCTPEUYAKOTCS CUTYyalUH, KOrJa MalHueH-
Thl ¢ OOJSIMHU B MOSCHUYHOM OTJENIC TTO3BOHOYHHKA JI0 MOCTAHOBKH JUATHO3a
MM pnutenbHOE BpeMst Habi01at0Tcsl y HeBpoJiora. B qanHoM citydae ciemyet
oOparniath BHUMaHKE Ha COMYTCTBYIOIIYIO aHeMHuIo U yBennuenue COD.

AHemusn TIipu TIEPBUIHOM oOpartieanu BeisiBisiercst y 60—70 % 6onpHbIX MM.
B pazBuTtHu aHemuu UrparoT poib HECKOJIBKO (PakTopoB. OCHOBHBIMU M3 HUX SIB-
Jsr0TCs: MHpMIbTpauusi koctHoro mo3ra I1K, Tokcuueckoe BozneiictBue Ha KM
«YPEMUYECKUX TOKCHUHOBY» MPH MTOUYEYHON HEIOCTATOYHOCTH, HAPYILIECHHUE MPOIYK-
MU DHAOTCHHOI'O 3pUTponodTHHa. Paspururo anemuu nmpu MM criocoOCTBYIOT
TaKXe: YKOPOUCHUE MPOAOKUTENILHOCTH KU3HU SPUTPOLIUTOB, IEDUITUT BUTAMU-
Ha By, nedumumr xenesa BeaencTBUE MOBBIIIIEHHOW KPOBOTOUYMBOCTH TPH CHHIIPO-
Me TUNEepBSI3KOCcTH. KpoMme TOro, aHeMusi MOXET YCYTyOJISIThCS T€MOJIMITIOIHEH,
00yCIIOBJICHHON YBEJIIMYEHHEM 0ObeMa IUIa3Mbl Y OOJBHBIX C BHICOKUM YPOBHEM
napanpotenHa. [losBieHre aHeMUy COPOBOXKIAETCS JKajmo0amMu OOJTLHBIX Ha Clia-
00CTh 1 OBICTPYIO YTOMJIIEMOCTD, OJIETHOCTHIO KOXKHBIX TTOKPOBOB, MAJICHUEM ap-
TEPUAIILHOT'O JIaBJICHUS, TAXUKAPIUEH.

T'unepkanvyuemusa (CKOPPEKTUPOBAHHAS CHIBOPOTOYHAS  KOHIICHTPAIHS
Kanblus 6osee yem Ha (0,25 MMOJIB/T BbIIIE BEPXHEW TPaHUIIBI HOPMbBI UM TIPEBbI-
mraeT 2,75 MmMmounb/n) Betpedaercs y 1/3 6onbHbIX MM U siBIIsSIeTCs pe3yibTaToM KO-
CTHBIX JAECTpYKIMM. [ unepkapuyueMust MPUBOAUT K YXYALICHUIO KOHIICHTPAIMOH-
HOM (D)YHKIIMM TIOYEYHBIX KAHAJIBIICB BCIICICTBHE yMEHBIICHUS peabcopOium Ha-
TpUs B nieTie | 'eHre n HapyleHnus ASWCTBHUS aHTUANYPETHUECKOrO ropMoHa. B pe-
3yJIbTATE YBEIUYMUBACTCA SKCKPELMS HATPHSI U MOTEPS BOJIbI, MPOUCXOAUT CHIKE-
HUE 00beMa BHEKJIETOUHOM KHMJIKOCTH, YTO, B CBOIO OUEPE/lb, CTUMYJIUPYET CUCTEMY
PEHUH-AILIOCTEPOH U MPUBOAUT K TMIOKAIMEMUN. KIIMHUYECKN TUIIEPKATTBIIMEMUS



NPOSIBJISIETCS IOTEPEN aIllETUTa, TOIIHOTOM, pPBOTOM, 3all0pamMH, TOJIMYPHUEN, TUIIO-
TEH3UEH, N3MEHEHUAMHU TICUXUYECKOro cTaTyca (amarusi, COHJIMBOCTb, CITyTAHHOCTh
co3HaHus, koMa), uaMeHeHusiMu Ha DKI' (ykopouenue unrepsaia Q-T).

Hopasicenue nouex npu MM (MuenomHas HedpomaTusi, «MHEIOMHAs
noyvkay), BosHukaeT y 60-90 % nanueHToB M 3aHUMAET BTOPOE MecTOo (1mocie
MHPEKINOHHBIX OCIOXHEHUN) Cpeau MpHYMH cMepTH y OonbHbIX MM. ['nas-
HbIMU (DaKTOpaMU PA3BUTHUSI «MUEIOMHOUM MOYKW» SBISIOTCS NPOTEUHYPUS, TH-
NEepKAIbIIMEMUS, a TAK)XKE TUnepypukemusi, nunpexunu u amuion1o3. Knununge-
cku Heponatug npu MM npoTrekaeT B BUA€ pe3UCTEHTHOW NPOTEUHYPUHU C Ha-
pacTarolieil oYeyHOM HenocTaToyHOCThlo. Kiaccuueckue HedpoTuueckue
CUMIITOMBI (OTEKH, apTepuabHasl TUNEPTCH3Us, PETUHOMATHS) ISl «MHUEIOM-
HOM MOYKHW» HE XapakTepHbl. B OCHOBE pa3BUTHS MOYEYHOU HEIOCTATOYHOCTH
JICKUT BOCXOJISIINN HeDpOCKIIepo3, 00yCIOBICHHBIM 00IbIION peabcopOImoH-
HOM Harpy3kod Ha MPOKCUMAJIbHBIE OTENbl KaHAJBLIEB BCIEICTBHUE (PUIIbTpa-
[IUU TIIOMepyiaMu OosbIuX KonudecTB Oenka benc-/»xonca. ['unepypukemus,
00yCIJIOBIIEHHAs TOBBIIICHHBIM KJIETOYHBIM PAaclajoM, KOTOPBIN YacToO YCHIIH-
BaeTcsa Ha (POHE XUMHOTEpaANuu, MPUBOAUT K OTIOKECHHUIO KPUCTAIIJIOB MOYEBOM
KHUCJIOTHI B IUCTANIbHBIX OTJEJaX KaHalIbleB, MOYETOUHHKAX, ypeTpe. Hakoruie-
HUE JIETKUX IeTel Wik uX (parMeHTOB MOKET BO3HHUKATh Ha YPOBHE TIIOMEPYIT
U Toraa GpopmupyeTcst HegpoTuueckuii cuaapomM. Kpome toro, Hepeaxo HaOmro-
JAETCS SITPOr€HHOE MOBPEKJIEHUE MOYEK, KOI/a, B Clydyae MaJOMNOHSATHOH Mo-
YEYHOW MATOJIOTMH, OOJIbHBIM BBINOJHAETCS SKCKpPETOpHas yporpadus, 4To
IPUBOJUT K HEMEIJIEHHOHN OJI0Kaje TOYEK.

Cunopom 2unepeazkocmu Kpoeu pa3BUBAETCs, KaK MPABUJIO, IPU MUETIOME
c cexpenueit IgG u IgA, u ypoBHe M-6enka B ChIBOpOTKE KpoBH Bbiiie 50 1/11, U3-
3a CBOWMCTBEHHOHM CkJIOHHOCTH PIg k momumepuzanuu. KinHudecku cuHapom
MPOSIBIISIETCSI KPOBOTOUUBOCTBIO, PETUHOINATHEN C KPOBOMBIUSAHUSIMHU, CEpIcU-
HOW HEJIOCTATOYHOCTHIO, HEBPOJOTHYECKOW CUMIITOMATUKOM: YXYIIICHUE 3pe-
HUs, HapylIeHue co3HaHnus (conop, koma). CHHAPOM TUIIEPBI3KOCTH OTATOIIAET
TE€UYEHHUE MOYEUHON HEJTOCTATOYHOCTH, MOXKET CIIOCOOCTBOBATh PA3BUTHUIO CHUH-
npoma PeliHO 1 reMopparnyeckoro BacKyJuTa.

I'emoppazuueckuit cunopom Bctpevaercsa y 15 % OGonbHbix ¢ MM B pe-
3yJbTaTe HAPYIIEHHS MPEUMYLIECTBEHHO TPOMOOLIMTAPHOIO 3BEHA, pEXe IuIa3-
MEHHBIX M COCYJIUCThIX (haKTOpPOB remocrtasa. [lapanporenHsl oceatoT Ha MEM-
OpaHax TpomMOOIUTOB, 00pa3oBbIBaOT KoMiuiekcel ¢ V, VII, VIII dakropamu
CBEpThIBaHUS, MPOTpOoMOMHOM, (GubpuHoreHom. Kpome toro, tTpombouurone-
HUSL MOXET ObITh 00YCJIOBJIEHa MHUEIOCYIPECCUEH, BHI3BAHHON IMJIa3MOKJIETOY-
HOU nponudepaineil B pasrap 3a00JIeBaHUS W1 XUMUOTEPAITUECH.

Amunouodos pazsuBaerca y 10 % 6onpHbix MM. DTOT MHOUIBTPATUBHBIMI
MIPOLECC NPHUBOJUT K HAKOIUIEHHIO B PA3IMYHBIX OpraHax M TKaHAX OpraHu3Ma
aMIJTIOUTHBIX (UOpHMII, cocToAmmMX W3 (pparmeHTOoB N-KOHIIEBOW YacTH Bapua-
OenpbHOrO peruoHa Jjerkoi menu Mmoiekyinbl Ig. IlposiBisiercss HepoTUyecKM
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CHUHJIPOMOM, KapJMOMHUOIIATUEN, TEIIATOMETAIINEN, MAKPOTIIOCCUEH, HEUPOTIATHUEH.
[Iprxu3HEHHas] JUArHOCTHKA aMUiIon03a TpyAaHa. s ero moaTBep:KIeHUs He-
00X0JIMMO HCCIIeIOBAaHUE OMOITATOB KOXH, CIM3UCTBIX 000JIOYEK, JuMpaTrye-
CKHUX Y3JIOB, MBIIIIII U IPYTUX TKaHeH. /[uaruno3 MoxkeT ObITh YCTAaHOBJICH Ha OCHO-
BaHWU BBISBJICHUS! JBOMHOIO JTy4YEMPEIOMIICHUS MPU UCCIEIOBAaHUHU B MOJISIPU30-
BAaHHOM CBETE aclypara IoAKOKHOT0 KHpa, OKpaeHHoro Konro kpacuasim. B 10—
12 % ciydaeB aMHIIOM 103 SBJISIETCSI MPUIMHON CMEpPTH Y 00IbHBIX ¢ MM.

Heesponozuueckue napywenusn nipu MM cBsi3aHbl, B OOJIBIIMHCTBE CiTyya-
€B, C OIyX0JIeBOM MH(MUIbTpaIMEl KOCTEH CBOJA Yepena U MO3BOHOYHHKA, B pe-
3yJbTaTe 4YE€ro, MOTYT Pa3BUTHCS MaparuieTMy, CHHAPOM CHABJIEHUS KOPEUIKOB
CIIMHHOMO3TOBBIX HEPBOB, FEMUIUICTMN WIM remumape3. B psae cioydaeB Ha-
OmoaroTes IudHIE(DaTbHO-TUIIO(U3apHbIE U TICHXUYECKUE PAaCCTPONCTBA, TH-
nepkajgblueMudecKkas sHuedanonaTus.

Jns MM xapakTtepHa denpeccus 2ymopaibH0O20 366HA UMMYHUmMema 3a
CYET CHUKEHUSI COJACPKaHUS B CHIBOPOTKE KPOBH YPOBHS HOpMaibHbIX Ig (yac-
to MeHee 20 %), napymenus Gyuknuu B u T-numponuros. CHIKEHHE KIETOU-
HOTO 3BEHAa MMMYHHUTETa OOYCIIOBJICHO HEHTpPOIEHWEW, BBI3BAHHOW MHENIOCY-
npeccueil. B pesymbprare BTOpMYHOTO WMMYyHOnmedwummTa marueHTel ¢ MM
CKJIOHHBI K PEIUIUBUPYIONINM OaKTepuaIbHbIM (ITHEBMOHUS W WH(MEKITUU MO-
YEeBBIBOJIAIIUX MyTEH, BbI3BaHHbIE Streptococcus pneumoniae, Hemophilus in-
fluenzae, Staphylococcus aureus) v BUPYCHBIM HHGEKIUAM (MIPOCTON U OIOS-
ceiBatolui repriec). Hambonee BbICOK pHUCK MH(EKIIMOHHBIX OCIOKHEHHH B
nepBele 3 Mecsla IMOcie YCTAHOBKM JuarHo3a 3a0osieBaHusl, 3aTeM, IO Mepe
JNOCTHXEHUs dPPeKkTa OT JieueHus, puck MH(PEKINI CHIKAETCS.

4. TMATHOCTHKA

4.1 CniekTp IMArHOCTHYECKHUX UCCIeI0BAHUNM

MHoroo0pasue KINHUYECKUX MPOSBICHUMN, BAPUAHTOB U OCIIOKHEeHHH MM
TpeOyeT MpoBeACHUS PsAJia JTa00paTOPHO-UHCTPYMEHTAIBHBIX HUCCIEAOBAHNUN, KaK
JUIS TIOCTAHOBKM OKOHYATEJIBHOTO JIMAarHO3a ¢ YYETOM KIaCCU(UKAIMOHHOTO Ba-
pUaHTa MUEJIOMBI, TaK W JIJIsl MPOTHO3UPOBAHUSI TeUeHUs 3a00JieBaHUsA, BbIOOpa
Je4eOHON TAaKTUKU U MOHUTOPHUHTA 3(PPEKTUBHOCTH MPOBOJUMON TEPAMTHH.

Cnekmp o00a3amenbHbIX 1A00PAMOPHO-UHCMPYMEHMATIbHBIX UCCAE00-
eéanuii npu MM:

e ananu3 nepudepuyeckoit kposu, COI;

e OMOXMMHYECKUNA aHaIu3 KPOBU: OOmMK Oelok U OenkoBble (pakiuu
(anexTpodopes), MOUEeBMHA, KPEaTUHUH, MOUYEBasi KUCJIOTa, Kalblui, (ocdop,
Hatpuit, kanuii, CPB, B,-muxpornodymnun, JIJIT;

® 1ICCIIEJOBAaHUE YPOBHSA HMMYHOIJIOOYJIMHOB B CBIBOPOTKE KPOBHU;

e onpenenenue kinacca u tuna PIg, nmerkux uemeit (K U A) B CHIBOPOTKE
KPOBU U MOYE ISl BBISBJIEHUS U MOHUTOpPUHIra Hecekperupyromen MM mero-
JIOM UMMYHO(UKCAIIMU C MOHOKJIOHAIbHBIMH CHIBOPOTKAMMU;
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® OIpeIeIeHNE CYyTOYHOM MOTEpH OeKa ¢ MOYOH, 3JIeKTpodope3 OEIIKOB MOYHM;

e 00Ut aHaIM3 MoYH, onpesiesieane 0enka berc-/[xonca;

® KJIMPEHC 10 YHI0T€HHOMY KpEaTUHHUHY;

® KOaryJiorpamma;

® PEHTTEHOJIOTUYECKOE HCCIIEIOBAaHUE BCEX IUIOCKUX KOCTEH M AMU(pU30B
KpynHbix TpyOuateix kocteit, KT, MPT, nencuromerpust kocteit npu auddys-
HOM OCTEONOpPO3E;

® acnUpalMoOHHas OUONCUsI KOCTHOI'O MO3T'a, B CIOKHBIX TUarHOCTHYECKUX
CUTYalUSIX — TPEnaHOOMOICUSI KOCTHOT'O MO3Ta C LEJbIO BbISBICHUS] MH(UIIBT-
paluy KOCTHOTO MO3ra IJ1a3MaTUYECKUMU KIIETKAMH;

e onpenenenue nutokuHoB: NJI-6, NJI-1b, TNF;

e omnpe/eieHne HHACKca mpoaudepaluy mia3MaTHIecKuX KIETOK;

e onpenesneHue coaepxkanus anruoreHHbIX IUTOKUHOB (VEGF, HGF, bFGF);

e [IUTOTeHeTHYEeCKoe uccaenoBanre kietok KM (mo Bo3moxkHoctu FISH-
UCCIIEIOBAHUE) U MOJIEKYJIIPHO-TEHETUUECKUE METO/bl MCCIEIOBAHUS ISl BBISIB-
JICHUS PEapaHKUPOBKY T€HOB, OTBETCTBEHHBIX 32 CUHTE3 UMMYHOTJIO0YJIMHOB;

® UIMMYHO(EHOTUITUPOBAHHUE KIETOK KpoBU 1 KM;

® OUOIICHSI CITM3UCTOM pTa, PSIMOM KUILIKH, TIOUKH [PH MOJ03PEHUH HA aMUJION/IO03.

[To manHBIM 00IIIETO aHAIM3a KPOBU y OOJIBIIMHCTBA MArueHToB ¢ MM BHI-
SBIIIETCSI HOPMOXPOMHAs, HOPMOLIMTapHAsA, KaK IpaBuio, TUIOPEreHepaTOpHast
aHEMHUSI PA3JIUYHON CTEIEHH TSIKECTU, IPUYMHBI PA3BUTUS KOTOPOW H3JI0KEHBI
Bbimie. Kak cieacTBue KOCTHOMO3TOBOM WHGWIBTPALMU IIA3MAaTHUYCCKUMHU
KJIETKaMH B Oojiee MPOJBUHYTHIX CTAJUSIX MOXKET TaKkKe HaOJI0AaThCs JIEHKO-
NIEHUSI U TPOMOOIIMTOIEHHUS, YTO SIBISETCS TUIOXUM MPOTHOCTUYECKHM (PaKTo-
pom. ¥V 15 % nanuentoB ¢ MM B nepudepuyeckyro kpoBb U3 KM «BBIMBIBAIOT-
Cs1» €IMHUYHbIC aTUIHYHbIC TUIa3MATHYECKUE KIIETKU. BoJbIIoe UX KOJIMYECTBO
B LMPKYJISIUU TPeOyeT HCKIIOYEHUS TIa3MOKIIETOYHOTO JIEHKO03a.

BecbMa yacTeiM MHUIIMAIBHBIM Npu3HakoM MM sBiisiercst noeienue CO9D
(B 70 % ciy4aeB), ypoBeHb KOTOPO# ocTuraet 6osee 80 Mm/d, 4TO CBSA3aHO C TIPHU-
CYTCTBHEM IapanpoTerHa B CbIBOPOTKE KpoBU. Hepenko yckopernne COD mo3Boss-
eT 3anoa03putb MM elie 10 pa3BUTHUSI OCHOBHOM CUMITOMATHKUA. XOTS 3TOT MPH-
3HaK He SIBJISIETCS CHeUM(UYHBIM, €r0 BBIPAKEHHOCTh, YaCTOTa U CTAOMIIBHOCTh MO-
I'YT CIYXKHUTh BECOMBIM apryMeHTOM B mosibdy MM. OpHako, ciemayer oOpaTuTh
BHHMaHHE, 4TO MueiaoMa beHc-J[koHca, a TakKe BapuaHThl C HU3KOM CEKpeuuen
ceiBOpoTouHOro Plg 11 He cexpetupyroiue hopmbl mporekaroT ¢ HopManbHoi COD.

[Tpu uccrnenoBaHn OMOXMMHYECKOTO aHAJIN3a KPOBHU BBISBIISIETCS YBEIHYE-
HUe o01ero Oeska 3a cueT riao0yJnHOBON (pakuuu U nosBieHue M-rpaaueHTa
Ha snekTpodoperpamme OenKoB (PUCYHOK 1), UTO CBUAETEIHCTBYET O CHHTE3E
Plg. anee onpenensercs MpUHAJIEKHOCTD BIABIEHHOTO Plg kK oqHOMY U3 Kilac-
coB g, mpu 3TOM YpOBHH OCTaJIbHBIX UMMYHOTJIO0YJTMHOB MOTYT OBITH CHUYKECHBI.
Meton nMMyHO(HKCAIIMK TO3BOJISIET TOJATBEPAUTH MPUCYTCTBUE aHOMAJBLHOTO
UMMYHOTJIOOYJIMHA U YyCTaHOBUTH €T0 MOHOKJIOHATBHYIO IPUPOLY.
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Pucynok 1 — M-rpaaueHT npu 3JieKTpogopese 0eJ1KOB CbIBOPOTKH KPOBH
(B 30He Y-1J100y/IMHA)

[Tpu MM cunTe3 TspKenbIX U Jierux 1eneit Plg e coamancuposan. I1oaromy
y 2/3 maiueHToB B CHIBOPOTKE HAOIIOAAETCs] U30bITOUHAS TPOMYKIUS JIETKUX I1e-
e, BCIIEACTBUE Yero B Mode nosBisieTcst 6enok benc-/[xoHca, mpecTaBIeHHbIHN
JIETKAMU TensiME (A WK K), BXOAAIME B cocTaB PIg. B penkux cimydasix B ChIBO-
pOTKe 0OHapYKHUBAIOT cpa3y nBa wim oosee Plg, a y 1-4 % narmentoB He onpesie-
nsiercst Hu M-rpaauent, Hu 6enok benc-J[xoHca (HecekpeTupyroas MUEJIOMa).

[Topaxenne mouek y 601pHBIX MM compoBOKIaeTCS yBEIHUECHUEM YPOB-
HSI CBIBOPOTOYHOTO KPEaTHHUHA M MOYEBUHBI. B akTuBHOM daze 3a0oneBanus, a
TaKkke Ha (POHE JIeueHUsI MOKET HAOJII0JaThCsl TTOBBIIICHUE YPOBHSI MOUYEBOM KU-
CJIOTHI B CBIBOPOTKE KPOBH, 00YCIIOBIEHHOE OMYXOJIEBbIM LUTONM30M. [Ipu uc-
CJIEIOBAHUHU DJIEKTPOJIMTOB YACTO BBISABIIAETCS TMIEpKalblieMus, runepdocda-
TE€MHsI, TUIIOHATPUEMUSL, TUIIO- WJIM TUIIEPKATUEMUS.

Oco0oe BHMMaHKE cieayeT oOpatuth Ha ypoBeHb CPB, ,-mMuxporinoOymna
u JIJII'. BennunHa 3THX IMOKa3aTeJIe aCCOUMUPOBAHA C OIYyXOJEBOM Maccou U
UCIIOJIB3YETCSl JUIsl CTaJupOBaHUsl 3a00JIeBaHUS U OLICHKU 3(P(HEKTUBHOCTH Jie-
yeHusl. Tak yCTaHOBJICHO, YTO KOHIIEHTpaIus [,-MUKpOTIO0yauHa (Oompenens-
eTCsl paJMOMMMYHHBIM METOZOM) OTPaXKaeT POCT OIyXOJIEBBIX KJIETOK U (PyHK-
uuto novek, koHueHtpauus CPb — aktuBnocts NJI-6, a yBenuuenue JI/II" cBu-
JIETENBCTBYET 00 arpeCCHBHOM TEUYCHHH 3a00JI€BaHUS U BO3MOXKHOU TpaHchop-
MAalli¥ B IIa3MOKJIETOYHBIN JIEHKO3.

W3menenus B koarynorpamme npu MM 0OBIMHO MPOSBIISIOTCSA TUIIOKOATY-
asuuent (ynmunenne AUTB u TpoMOMHOBOTO BpeMEHU) U 00YCIIOBJIEHBI Hapy-
HICHUSMHU OCITKOBOCUHTETUYECKON (PYHKIIMM MEYEHU U BBIPAKCHHBIM yBEIUYE-
HueM Plg B CHIBOpOTKE KpOBU C pa3BUTUEM CHUHJIpOMa rumepBsizkoctu. Cieayer
UMETh B BUJLY, YTO MPOBEJCHUE JICUCHHS OOJIBIITUMU J03aMU TIIFOKOKOPTHUKOCTE-
POUIOB, TAIMIOMHUIOM U PEBIMMUIOM MOKET COIPOBOXKAATHCSA PA3BUTUEM T'HU-
NEPKOAryJISIIUOHHOTO CHUHJPOMAa M PUCKOM DPa3BUTHUSL apTEPUAIbHBIX U BEHO3-
HBIX TpOMOO30B. B CBsi3u ¢ 3THM, KOHTPOJIb MOKa3aTelield KoaryjaorpaMmbl Ba-
JKEH B IIJJAHE MOHUTOPHUHIA IPOBOJAUMOM TEPAIUHU.
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Mopdonornueckoe nccnempoBanne KM 3aHUMAaeT BEAyIIyO MO3HUIMIO MPU
MOCTAaHOBKE ArarHo3a MM, Tak Kak MOBBIIIEHHOE COJIEPKaHUE JIa3MaTHUYECKUX
kieTok B KM >10 % siBisieTcsi 0IHUM U3 OCHOBHBIX IMATHOCTUYECKUX KPUTEPUEB
3a0osieBanusa. MopQoIOrH4eck MUEIOMHBIE KIETKH OTIMYAIOTCS OT HOPMallb-
HbIx [IK MeHbIel 3penocTbio U OONBIIMMU KOJICOAHHUSIMHU Pa3MEPOB, CPEIN HUX
HEPENKO MOIAIat0TCsl MHOTOsiIEpHBIE (PUCYHOK 2). M3-3a otnoxkenust Plg B nu-
torazme 1K moryT oOpa3oBbIBaThCs BKITIOUEHUS. TPEmaHoOMOIICHS TTOAB3/IO1II-
HOM KOCTH OOBIYHO HE TPeOyeTCsi, HO €CI €€ MPOBOISAT, TO OOHAPYKUBAIOT WH-
dbunbTparuio koctHoro mo3ra [1K u mnazmobnactamu.

e R = A

Pucynok 2 — IlnasmokyeroyHass HHQUIBTPALUA KOCTHOro Mo3ra npu MM

PeHTreHoNnornyeckoMy HMCCIleIOBaHUIO, B TIEPBYIO OYEPE/b, MOJBEPraroTcs Te
KOCTH, TJI€ JIOKATM3YeTCst O0JIb, a TAaKoKe HanOOoJIee YacTo MoBpexIarompecs mpu MM:
TUIOCKHE U KOPOTKUE KOCTH (Ueper, Ta3, rpyiuHa, peOpa U MO3BOHKH), a TAKXkKe Mpo-
KCUMaJIbHBIC AMM(U3bI OSAPSHHBIX U TUIEUEBBIX KocTel. [1pu perTreHorpadum xocreit
B 60 % cityyaeB 0OHapYKUBAIOT €AUHUYHBIE WJIM MHOXKECTBEHHBIE OYark OCTEOJN3H-
ca, muddy3HbIA OCTEONPO3, MATOIOTHYECKIE TIepeIoMbl. MI3MeHeHus B KOCTSIX Yeperna
BBIIVISIAT OTIENILHBIMU «IPOOOHHUKOBBIMIY Jiedektamu (pucyHok 3). Ilpu otcyrtet-
BUM M3MEHEHMI Ha PEHTTEHOI'PaMME, O4ard KOCTHBIX JAECTPYKLUMI MOYKHO BBISIBUTH
npu nomom MPT. Cnexmyer oTMETHTB, YTO PEHTTEHOJIOTUYECKUE U3MEHEHUS B KOC-
TSIX HE SIBJISFOTCS CIEIM(UUECKAMU 1 TIO3BOJISTIOT TOJIBKO 3aI0I03PUTH MUETIOMY.

6) B)
Pucynok 3 — Penrtrenosnornyeckue n3mMmenenus npu MM:
a) — «npo0OHHUKOBBIE» 1e(eKThI B KOCTSAX Yepena;

0) M B) — NaToJI0rH4ecKme nepeasomMbl
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[TpomdeparuBnsbiii uagaekc 1K (PCLI — plasma cell labeling index) u3-
MepsieTCsl TPOTOYHOM LIMTOMETPUEH, ONpeNeNsseT MPOLEHT IIa3MOLIMTOB B S-
¢daze KIETOYHOrO IMKJIAa U OTHOCUTCS K HEOJArompUsATHBIM MPOTHOCTUYECKUM
dakropam. Onpenenenne coaepxanus anruoreHHsix uTokuHOB (VEGF, HGF,
bFGF) Heob6xoauMo Taxke Ui MPOorHo3a TeYeHHsI 3a00IeBaHMSL.

[{uToreneTnueckue wccienoBanus Mpu MM SBISIOTCS 0053aTENbHBIMH,
TaK Kak UMEIOT Ba)KHOE 3HaUYC€HHE NMpU (HOPMUPOBAHUU TPYMIbI PUCKA, IIPU BbI-
Oope oNnTUMabHBIN Tepanuu, a TaKXKEe MPU OIEHKE MUHUMAJIbHOU pe3uyalib-
HOM OoJsie3Hu. XpOMOCOMHbBIC HapylieHus BoIABISIIOTCS y 20—-60 % mnanueHToB
Ha paHHUX 3Tanax 3adoneBanusd u'y 50-90 % — B O6osnee NPOABUHYTHIX CTAIU-
ax. Llurerenernueckne OTKIOHEHUS nTpu MM MOryT BKIIHOYATh YUCIIOBBIE Ha-
pylieHus (TUMO- WK TUNEPAUIIONINN) WU KapUOTHUIBI C TPAHCIOKAIUSIMH,
BOBJICKAIOIIUMH I'€H UMMYHOTJIO0YJIHHA.

NMMyHOGEHOTUIIMPOBaHUE TIO3BOJSET BBIABUTH MOHOKJIOHaNbHBIE [IK B
KocTHOM Mo3re ¢ ¢penoturiom CD38+, CD19-, CD138+.

4.2 InarHoCTHYECKHE KPUTEPUH

IIpu nocranoBke aumarHoza MM crnenyer cTporo npuaepKuBaTbCs yCTa-
HOBJICHHBIX OCHOBHBIX U JIOIIOJIHUTEIIBHBIX TUArHOCTUYECKUX KPUTEPHUEB.

OcHogHble «DoIbuIUe) OUAZHOCMUYUECKUE Kpumepuu:

1) mnazMoksieTouHass UHPUIbTpaLUs KOCTHOro Mo3ra > 30 %;

2) oOHapyXeHHUE TIa3MOLIMTOMBI Ha OHUOTICHH;

3) npu snexTpodopese OeTKOB CHIBOPOTKU OOHAPYKEHUE MOHOKIOHAIBHO-
ro mapamnporenna Ig G > 35 r/m; JgA > 20 r/a w/unmm skckpenus 6enka benc-
Jl>xoHca B Mode npeBbimaeT 1 1/24 yaca.

,ZIOl’lOJlHumeJleble «mansle» ouazHocmuyeckue Kpumepuu:

A. Conepxanue [IK B koctHOM Mo3re ot 10 10 30 %.

B. IIpucyrcTBHE MOHOKIIOHAJIBHOTO MapanpoTErHa B MEHBIINX KOJUYECT-
BaX, YEM BBIIIE YKA3aHHBIE.

C. OcreonuTnyecke NopakeHUsI KOCTEH.

D. CHuxeHHe ypoBHSI MOKa3aTesleil HOPMaJIbHBIX KJIACCOB CHIBOPOTOYHBIX
uMMmyHorno0ynuHoB IgG< 6 1/i1; IgA < 1 r/1; IgM < 0,5 1/1.

Juazno3 cumnmomamuueckoiu MM ycmanaeénueaemcsa npu HaIuqduu:
J000T0 COUYETaHUsl JBYX «OOJBIINX» KPUTEPHUEB; «OOIBIIOT0» Kputepus 1 u
«mainbix» kputepues B, C unn D; «Oonbimoro» kpurepus 3 U «Majoro» Kpute-
pust A mwu C; «mainbix» kputepueB A + B + C; nmu A + B + D.

JuddepeHunanbaplii  AUarHo3 CHUMITOMAaTHYECKOW MHUEIOMBI  CIEAYET
npoBoauTh ¢ MGUS, tretomeit MM u npyrumu ¢hopMamu apanpoTenHeMude-
CKHX TeM00JIaCTO30B, & TaKXKe C MEPBUYHBIM CUCTEMHBIM aMHJIOWUI030M, JINM-
dbomMaMu, METaCTaTUYECKUMHU PAKOBBIMU TMPOIECCAMH, CUCTEMHBIMU 3a00JieBa-
HUSMH COCMHUTEIBHON TKAaHU, XPOHUYECKUMU TeaTUTAMH.
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MGUS xapaKkTepusyeTcsi COJIEpKaHUEM ChIBOPOTOYHOrO M-IpoTenHa HUXKe
30 r/nm u menee 10 % I1K B kocTHOM MO3re 6e3 siBHBIX B-umdorponrdepaTuBHbIX
PacCTPOMCTB U KaKUX-TMOO CHMIITOMOB, OPTaHHBIX MM TKAHEBBIX TTOBPEKICHHIA,
OTHOCSIIIIUXCSA K MOHOKJIOHAJIbHOM rammarnatuu. Korjga MOHOKIIOHATBHBIN OEJTOK 1
kommdectBo 1K koctHOTO MO3ra coorBercTBYtoT MGUS, HO manueHT nmeeT Hed-
POTHYECKHI CHHIPOM, 3aCTOWHYIO CEpACYHYIO HEIOCTaTOYHOCTb, mepudepuye-
CKYI0 HEHpOMNaThIO, OPTOCTATHYECKYIO TUITOTOHUIO WJIM MAacCUBHYIO renaromera-
JIMI0, HauOoJee BEPOSTHBIM JMATHO30M SIBJISIETCS TEPBUYHBIM CHUCTEMHBIN aMu-
JIOU03, KaK Pe3yJbTaT OTJIOKEHUS aMUJIOUAOI€HHBIX JIETKUX LENel B TKaHAX U
oprasHax. ¥ mamueHTa ¢ OOIMMU CUHIPOMAaMHU, TUTUYECKUMH KOCTHBIMU OYaraMu,
MasieHbkuM M-nikom u menee 10 % IIK B kocTHOM Mo3re Haubosiee BEpOSITHBIHN
JIMarHO3 — METACTaTUYECKask KapuuHoMa ¢ coryTcrByromum MGUS.

Tnewwan (sanomexkyuwiaa uau 6eccumnmomuasn) MM nyuarHOCTUPYETCS
y 10% nmamuenToB ¢ auarnozoMm MM u xapakTtepusyeTcst CJIEIYOINUMU MIpU3Ha-
Kamu: cojepxkanue M-6enka 6onee 30 r/im; yucno I1IK B muenorpamme >10 %
IpU OTCYTCTBHM CHUMITOMOB OPraHHBIX WM TKAHEBBIX MOBPEXKICHUI, CBS3aH-
HBIX C MOHOKJIOHAJIBHOW TaMmanaTheil. JTa cuTyaiusi KIMHUYeCKd U OUOJIOoTu-
yeckn odeHb Onm3ka K MGUS, ognako kommdectBo 11K 3HaunTeIbHO BBINIC, U
IPAKTUYECKH y BCEX MALMEHTOB TJICKOIIAs MUEJIOMa B UTOr€ TpaHC(HOPMUPYET-
Csl B CHMIITOMaTHYECKYIO.

Hecexkpemupyrwwaa MM. Habmonaetrcsi y 3 % OOJBHBIX U XapaKTEPU3y-
eTCsl OTCYTCTBUEM M-NpoTerHa B CHIBOPOTKE KPOBU U Moue. J[MarHo3 ycraHas-
JIMBAETCSl HA OCHOBAHUU BBIABICHHUS] KOCTHOMO3TOBOI'O KJIOHAJIBHOTO MIa3MOLH-
To3a 60see 10 % wiM MmIa3MOLMTOMBI U CBSI3aHHBIX C HEW MOBPEXJECHUN Opra-
HOB U TKaHeil. Y 00JbHBIX ¢ 3TOM (popmoii 3a6oseBanus 6omaee yem B 60 % ciy-
YyaeB BBIABJISETCS runorammariooyinnaeMus. [Iporunos 3abosneBanus U NpuHIU-
bl BpaueOHOM TakTUKU TpH 3To hopme MM He oTiIMyaroTCS OT CUMIITOMATH-
YECKON MHEJIOMBI.

Ixcmpamedynnapran naazMoOyumoma TpeaCTaBIseT co00M dKCTpamMeTyIuIsp-
HYIO OITyX0J1b U3 KioHaTBHBIX 1K, mpu 3ToM HeT M-0ernka B CHIBOPOTKE W/ MOYE,
a TaKKe HET CBS3AHHBIX C MUEJIOMOM IPYTHX ITOBPEKICHNN OPraHOB U TKAHEH.

IThazmoxnemounslii 1€iiKko3 — arpeCCUBHBIN BapuanT MM, onpenensieMblin
anciiom T1K B nepudepuueckoit kposu 2x10°/1 u Gonee 20 % npu muddepen-
IUaIbHOM MOJCYETE JEeHKOUUTOB. [1na3zMokeTouHbIN Jeiko3 Kiaccuduuupy-
eTcsl KaK nepBUYHBIN (de novo), Korna oH oOHapyXuBaeTcs B JEHKEMHUYECKOU
daze (60 % ciyyaeB), WwiK Kak BTOPUYHBIN (secondary), Korja OH SIBJISIETCS pe-
3yJbTaTOM TpaHC(hOpMaIMK NMPeaBaApUTENbHO pacno3HaHHOM MM. Ilporuo3s 3a-
6oneBanusa 1ioxoil. [Ipu npoegenuu nomuxumuorepanuu OB 60abHBIX TIEp-
BUYHBIM IIA3MAKJIETOUYHBIM JIEKO30M COCTABJISIET 8 MECSLEB, & C BTOPUYHBIM
IJ1a3MaKJIETOYHBIM JIEMKO30M — 2 Mecsla.

Ocmeocknepomuueckasa gpopma MM, korna npu peHTreHOTpadhUIecKOM
MCCIIEJOBAHUH KOCTEM BBISIBIISIFOTCSL OYaru OCTEOCKJIEPO3a, BCTPEUYAETCsl KpailHe

16



peaxo. OCTEOIUTHUECKUE MOPaXKEHUsI KOCTHOM TKaHW y 00JabHBIX MM moryt
COYETaThCs C OYaraMu OCTEOCKIIEPO3a, OTPAXKAIOLIETO MPOLIECCH] penaparuu Ko-
CTHOM TKaHW. B 3TOM cilydae MOXHO IOBOPUTH O CMELIAHHOM (OCTEOJUTUYE-
CKOM M OCTEOCKJIEPOTHYECKOM) THIIE TTopakeHUs1. OCOOCHHOCThIO KITMHUYECKHUX
IPOSIBIICHUH y OOJBHBIX C OCTEOCKIepoTHYecKoit popmoit MM sBisieTcst 6omee
4acTO€ pa3BUTHE CEHCOMOTOPHOW IMOJMHENPONATUH, KOTOpas BCTPEYAECTCS Yy
30-50 % OonbHBIX. M301MpOBaHHBI OCTEOCKIEPOTUYECKUM THII MOPAKEHUS
KOCTHOW TKaHu B 47 % ciydaeB BcTpeuaercs npu Tak HazbiBaemom POEMS-
cunapome. Axkpouum POEMS cocrtaBiieH U3 mnepBbIX OyKB CIEIYIOUIUX CHH-
JIpoMoOB: monuHerponatus (polyneuropathy), opranomeranus (organomegaly)
win JuMm@anenonarus, sHAokpuHonatus (endocrinopathy), M-nporeun (M-
protein) W/Wiau TJIA3MOKJIETOYHAS JUCKpa3us, U3MEeHEeHHUs Koxku (skin changes).
[Tpuunna BosnukHoBenus POEMS-cunapoma nesicua. Tonbko y 5-20 % 60:1b-
Hbix ¢ POEMS-cunapomom kosmuectBo IIK B KOCTHOM MO3re NHpEBBINIAECT
10 %, 4TO yKa3bIBaeT HA TO, YTO T'€HE3 JAHHOTO 3a00JIeBaHUS JAJICKO HE BCEr/ia
cBs3aH ¢ MM. Tlokazarens o6mieit 20-1eTHEH BEHKUBAEMOCTH OOJIbHBIX COCTaB-
aset 50 %. Cuuraercs, uro MM y 60abHBIX ¢ POEMS-cunapoMomM mporekaeT
OJIarONpUsATHO W HE SIBISIETCS MPUYMHOW CMEPTU MALMEHTOB. XUMHOTEpanus
IpU TaHHOM 3a00JIEBAHUM, KaK NpaBuio, HE NpoBoAuTcs. [Ipu 00X B KOCTIX
MO>KET HCII0Ib30BaThCA JIOKAIbHAS JIyUeBasl Teparusl.

buknonanenaa MM — penkas popma MM, npu KOTOpOH BBISBISAETCS
2 knona IIK, cekperupyromux 2 tuna M-6enka (Hampumep, IgG-k u IgG-A,
IgA-x n IgG-x). Cuuraercs, 4TO B OCHOBE OMKJIOHATbHOH MM JI€KUT BO3HMK-
HOBEHUE MYTalUii B 00JACTH N€HOB, OTBETCTBEHHBIX 3a CHHTE3 Ig Ha pa3HbIX
sTanax co3peBanusi B-numdorura, a Takke BOSHUKHOBEHHUE BTOPOro KJIOHA Ta-
tosnornueckux [IK B pamkax omyxoneBoi nmporpeccun 3abosneBanus. Kivnunue-
CKHX U IIPOTHOCTUYECKUX 0COOEHHOCTeH nanHast popma MM He umeer.

S. NIPOTHOCTUYECKHUE ®AKTOPbI U CUCTEMbI CTAIUPOBAHUSA

Menuana BEDKMBAeMOCTH TAlMEHTOB ¢ MM cocTaBisieT MPUOIU3UTEIIBHO
3 roja, OAHAKO HEKOTOPBIE MAMEHThl YMHUPAIOT B TEUEHUE MEPBBIX HECKOIBKUX
MeCSIIEB MOCJIe TOCTAaHOBKM JIMarHo3a, a pyrue xKuByT Oozee 5 u gaxe 10 jer.
OTa U3MEHYMBOCTh B BEDKMBAEMOCTH 3aBHCHUT OT MPOTHOCTHYECKUX (haKTOPOB,
CBSI3aHHBIX C OCOOEHHOCTSIMU U XO35IMHA, U OITyXOJIH.

Daxkmopul xX03auHa. 3HAYNTEIHHO YXY/IIIAIOT BHIKUBAEMOCTh BO3pACT Ta-
LMEHTa crapiie 65 JeT u mioxoi comaruueckuil craryc (mo mwkaie ECOG) na
MOMEHT MOCTaHOBKHU JuarHo3a (6osbHOM > 50 % BpeMeHU MPOBOAUT B IMOCTEIH
U HYK/IA€TCSl B CECTPUHCKOM YXOJIE).

Daxmopul, accoyuuposannvie ¢ maccoi IIK u ocnosrcnenuamu donesnu.
BaxHbpIM MPOrHOCTUYECKUM MapKEPOM SIBISIETCS Bo-MUKPOTTIO0YJIMH — HU3KOMO-
JIEKYJIAPHBIA O€JIOK, KOTOPBIN MPOIYILIUPYETCS] BCEMU SIACPHBIMH KIIETKAMU U JKC-
Kpetupyercsi ¢ Mouoid. Kak ObII0 CKa3aHO BHIIIIE, €T0 YPOBEHb B CHIBOPOTKE CBSI3aH
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¢ mMaccoii IIK B KM, u ¢ punbrpanionHoi pyHkuuen novek. Mzmepenue ypoBHs
3,-MUKpOTIIOOyIMHA BaXXHO TMPH MOCTaHOBKE AuarHo3a MM st cragupoBaHus
NaTOJIOrMYECKOr0 MPOoIecca U HE UCTIONIb3YETCsl TP MOHUTOPUHTE OOJIE3HH.

Daxkmopul, cea3anHble CO 310KaUecmeeHHvim Kionom. IlpomrdepaTuBHbIii
unjekc [IK (>1 %) sBiasgercss OqHUM U3 CaMbIX HaJIe’KHBIX MPOrHOCTUYECKUX MH-
JMKaTOpOB y manueHToB ¢ MM. Boiblioe 3HadeHHe UMEIOT I1a3MO0JIacTHAS
MOP(}OJIOTHSI KIETOK W IUTOTEHETHUECKU cTaTyc. [laruenTsl ¢ rumepaurion/I-
HOCTBHIO MMEIOT XOPOILIWWA MPOTHO3 B OTIWYME OT TAKOBBIX C TMIOJUILIIOHU]IHO-
cThlo. LlUTOreHeTnyecku IMIOXMMHU MPOTHOCTUYECKUMH (DaKTOpamu SIBIISIOTCS:
t(4;14), t(4;16), nenermsi/monocomust 13 u 17 XxpoMocom, yIITHHEHHE XPOMOCOMBI 1.
Bricokas skcnpeccus rena CKS1B — pacnonoxxennoro Ha 121 — mapxkep
OYEHb KOPOTKOHN MPOJOJIKUTENBHOCTU KU3HH.

/lpycue HebOrazonpuamuvle RNPOCHOCMUYECKUE (HAKMOPbL: CHUKECHUE
YpOBHSI TE€MOTJIOOMHA, TPOMOOIMTOIIEHUS, TPUCYTCTBUE IMpKyaupyronmx 11K,
MOYeYHasi HEJAOCTATOYHOCTh, CHMKEHHE CHIBOPOTOYHOTO alhOyMHHA, IMOBBIIIC-
nue JIJII', Beicokoe conmeprkanune C-peaktuBHOTrO mpoteuna (> 4,0 mr/im), Tum A
MOHOKJIOHAJILHOr0 Oelika, Hannuue Oenka benc-JlkoHca, MOBBIIIEHHBI YPOBEHb
NJI-6 u ero pacTBopeHHBIX peuentopoB (sMJI-6), moBbIIEHHOE coAepKaHUE aH-
ruoreHHpIx UTOKUHOB (VEGF, HGF, bFGF), noBeimenne skcnpeccun CD44,
CD28 u camxkenne CD56, moBbIIEHHBIA ypOBEHb pacTBOpeHHOro CD138.

[IpuHMnuanbHOE 3HAUYEHUE AJIA IPOrHO3a TeUEHHUs 3a00JIeBaHUS U OTBETA
Ha Tepamuio MUMeeT cTaaus 3abosieBaHus. B HacTosdilee Bpemsi UCHOJIb3YyeTCs
HECKOJIbKO MOAXOAOB K CTaaupoBaHui0 MM, yu4HuTHIBAIOIIMX HaJUYHUE ONpe/e-
JICHHBIX TPOTHOCTHYECKHUX (PAKTOPOB.

Hanbonee pacnpocTpaHeHHON SBIsSETCS CHUCTeMa CTaaupoBaHus MM,
npemioxkennas B 1975 r. B. Durie u S. Salmon (Tabnuma 2), koTopasi BelIEIsSET
3 craguu 00JIe3HU, UCXOJI U3 OLIEHKH OIMYXO0JICBOM MAacChl HA OCHOBAaHUH YETHI-
pex mapameTpoB (comepkanue M-0enka, reMorsIo0nHa, KalblUg U CTETICHH KO-
CTHOM BoBiieueHHOCTH). Kaxknasa crtagus noapasaensiercs Ha A u B B 3aBucumo-
CTH OT OYE€UHON (DYHKIIUHU.

JlomoTHUTENbHBIE CTAIUU OTPAXKAIOT COCTOSTHUE TTOYCUHON (PYHKIINH:

A — "HopMmanbHas PyHKUUMS MOYEK (KPEaTUHUH ChIBOPOTKU < 177 MKMOJIB/);

B — cHmxeHnne GpyHKIMM MoYeK (KpEaTUHUH CBIBOPOTKH > 177 MKMOJIB/M).

B cBsi3u ¢ BHEIpEHHEM B KIMHUYECKYIO MPAKTUKY HOBBIX PEHTT€HOPAANO-
JIOTUYECKUX METOJI0OB MCCJIEIOBaHUSI B HACTOSIIEE BPEMs MPEIJI0KEHAa HOBAs
cucrema craaupoBanuss MM no manHeiM MPT ©M mO3UTPOHHO-3MUCCHOHHOMU
tomorpaduu (Durie/Salmon PLUS — Jlropu/Cansmon Ilmroc — cucrema cra-
nupoBanus) (Tabnuma b1).

B noucke 6osee mose3HON W BOCTIPOM3BOAMMOI MPOTHOCTUYECKOW Kilac-
cudpukanmu B 2003 r. pazpaboTraHa CTaAMpyOIIas CHCTEMa IO BEIUYUHE [3,-
MUKpOTJI00yIMHa U alibOyMuHa B cbiBOpoTKe KpoBU (SWOG cucrtema).
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Ta6muna 2 — Knaccudukanus craauit MM (o B. Durie u S. Salmon, 1975 1.)

Cranun

Kpurepun

Macca MHEITOMHEBIX KJIETOK
x10"%/m°

COBOKYIHOCTb CEAYIOIINUX TPU3HAKOB:
I'emoryio6un >100 /1.

HopMainbHblil ypOBEHb KaJIbIUSI B CBIBOPOTKE
(< 2,60 MmMoIB/m).

OTCcyTCTBUE OCTEOJIN3A WIIH COTUTAPHBIN
KOCTHBIN Ovar.

Hwuzkuit ypoBeHb M-KOMITOHEHTA:!

IgG <50 1/m;

IgA <30 /.

[Ipoteunypus benc-xonca < 4 1/ 24 yaca.

< 0,6 (HU3KaN)

II

ITokazarenu cpennue mexay I u Il cranusamu

0,6—1,2 (mpomexyTouHas)

III

OnuH wiu 0oJiee U3 CICIYIOIIUX TPU3HAKOB!
I'emormobun < 85 1/71.
Kanbiuit ceiBopoTky > 3,0 MMOJIB/I.

BripaskeHHBIN 0CTEONECTPYKTUBHBIN MPOLIECC.

Bricokuii ypoBeHb M-KOMIIOHEHTA:!

IgG > 70 r/m;

IgA > 50 r/m.

[Tporeunypus benc-Jl>xonca > 12 1/24 yaca.

> 1,2 (BbICOKas)

SWOG cucrema cTaiupoBaHusA:

Cranust | — B,-Muxporiao0ynaun < 2,5 mr/maj.

Cranus 11 — B,-mukporinoOynun > 2,5 < 5,5 mr/m.

Cranus 111 — B,-mukpornoOynun > 5,5 Mr/u;
anbOyMUH CHIBOPOTKH > 3 T/171.
Cramgust IV — B,-MukpornoOynus > 5,5 mr/am;
anbOyMUH CHIBOPOTKHU < 3 T/mJ1.

Jlnis orieHKH nporHo3a 3adosneBanus U i pacyera [Pl Mexmynapoanas pado-
yag rpynna no muesnome B 2005 1. pazpaborana MexayHapOqHyO0 CUCTEMY CTaiH-
poBanus (ISS-cucrema), momydeHHyio B pe3yibrare oOcienoBanus 6omee 11 ThIC.
narueHToB (Tabmuna 3). JlaHHas cragupyroias CUCTeMa Ha CErOIHSIIHUM JIEHb SIB-
JsieTcs HanboJiee YHUBEPCATLHON B OTHOIICHUH €€ MMPOTHOCTUYECKON IIEHHOCTH.

Tabnuua 3 — MexayHapoaHas cucreMa craguposanust MM (ISS-cucrema)

I'pynme! pucka Kpurepun I TponmomKHTETBHOCTE YKI3HH (MeC.)
IPI —1 B>-mukporiodyuH < 3,5 Mr/m;
62

anbOyMHH CHIBOPOTKH > 3,5 /11
IPI—2 B>-mukporiodyuH < 3,5 mr/m;

anbOyMHH CBHIBOPOTKH < 3,5 1/ 44

170031

Bo-mukpornodynus 3,5-5,5 mr/am.
IPI—3 B,-mMukpornoOynuH > 5,5 mr/. 29
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[TonBoas utor pasaena, Kacarouerocs AMarHocTuku MM, criegyer oOpatuth
BHUMaHHE Ha (OPMYJIMPOBKY KIMHUYECKoro nuarnoza MM. B pa3sepayToMm Kiu-
HUYECKOM JUarHo3e CUMIToMaTtndeckoi MM HeoOX0auMo yKas3blBaThb MMMYHO-
JIOTMYECKU BapuUaHT, CTaJIUI0 3a00JIeBaHMs (C yUE€TOM CHCTEMbl CTaIUPOBAHUS),
IPI, a Taxxe apyrue GpakTopbl, BAUSIONINE HAa MPOTrHO3 3a0oneBanus. B ciyuae Ba-
puantHOii MM yrtounsiercs ee popma. [Ipy MOBTOPHBIX rOCIIUTAIN3ALMAX YKa3bl-
BAETCs TAKKE OTBET HA TEPAIIUIO.

Ilpumepur hopmynupoexu ouaznoza MM:

MHuoxecTBeHHas: MuesnoMa ¢ cekpeuuent Ig GK, nuddysno-ouarosas dop-
ma, IITA cragus no Hropu/Cansmony, IPT— 3.

MuoxecTtBeHHass muenoma ¢ cekpeuuent Ig AA, IIIA cragus no [dro-
pu/Canbmony Ilhmoc. [IporHoctuyeckn HeOIaronpuaTHBIA BapuaHT (MOHOCO-
MU 13 XpoMOCOMBI, KOMITJIEKCHBIE XPOMOCOMHBIE HAPYILECHHUS ).

MHoxecTBeHHas: MueoMa ¢ cekperuei 0enka benc-J[>xoHca, monmHas pe-
muccus (I1P) (c ykazanuem naTel Bepudukaimn).

6. JEYEHUE
6.1 O01mMe NPUHIHUIBI

Ha cerogusimnuit niesr MM ocTaeTcsi Hem3neunMbIM 3a007€BaHUEM C Me-
JIMAaHOM BBDKHMBAeMOCTH 110 2,5—4 net. I'maBHOM neipio jJedeHuss MM sBasgercs:
MOAABJIEHHUE POCTA OIYXOJIH; YBEIIMUECHHE MPOJOJKUTEIIBHOCTH KU3HU U yIIyY-
HIEHUE Ka4eCTBa KU3HU MalMEHTOB.

ITocne nmocranoBku auarHo3za MM Ba)XHO PEIINTh HYKAACTCS JIU MAIUCHT
B MpOBEJCHUM criennduaeckoil Tepanuu. BeokugaTenpbHas TaKTHKa OMpaBAaHa
npu Tiewmend muenome. Cnenuduueckoe nedyeHue npu MM pekomeHI0BaHO
MPOBOJAUTH IPU MOSIBICHUU CUMIITOMOB MOPaXEHUsI OPTaHOB-MUIIIECHEH.

Jns onpeneneHus Moka3aHU K Hayaiay Teparuy UCTOIb3YIOTCS KPUTEPUU
«CRAB»:

C — Calcemia (runepkanbuueMus ): Kb CBIBOPOTKH > 2,75 MMOJIB/JI;

R — Renal insufficiency (modeunass HeqOCTaTOYHOCTh): KPEAaTHHUH ChI-
BOPOTKHU >173 MKMOJIB/JT,;

A — Anemia (aHeMus): ypoBeHb reMorjioonHa cHmkeH Ha 20 /71 HIbKe
HUKHEHN TPaHUIIbl HOPMBI WM ypOBeHb remoriobuna < 100 r/m;

B — Bone lesions (nmopaxkeHue KOCTEH): OCTEOJMTHYECKUE MOPaKEHUs
KOCTEW WJIM OCTEOINEHHUS C KOMIIPECCUOHHBIMHU MEPEIOMAaMH.

Jleyenune MM BKJII0YAeT CJeAYIONIME BUABI:

1. CrangapTHas XuMHUOTEpaIIUs.

2. Beicokono3Hast xumpioteparus ¢ ayronorudtoi, pexke — ¢ AT CK/AmnoTI'CK.

3. [TognepxuBatomas tepanus (HHTEpPEepoH-anbdha, MPETHU30IO0H).

4. buchocdonarsi.
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5. JIeueHue O0CI0XXKHEHUH, BKJIIOUAIOIIEE:

® SPUTPOIIOITHUH;

® 00JTy4CHHUE;

® KOpCeThI/(hUKCaLIHS;

e 00e300JIMBAIOIIIHE;

® AHTHOMOTHKM,

® YIIPAKHCHUS;

® HEOTJIOXKHYHO TIOMOILIb (JUaH3, TazMadepes, Xupypruueckoe BMEIIaTeIbCTBO).

6. JleueHne pe3ucTeHTHBIX PopM 3a00JIeBaHUS.

7. HoBble ciocoObl JIeUEeHHUS:

e Tanmumomua u Revlimid (IMiDs);

e VELCADE (nnpoT€0oCcOMHBIN UHTHOUTOP), a TAKKE MPOTEOCOMHbIE UHTH-
OUTOPBI HOBOTO MOKOJICHHUSI, HAXOISAIIHECS B KIMHUYECKUX UCIIBITAHUSIX;

¢ Doxil (JiumocoManbHBINA TOKCOPYOUITMH) BMECTO aJIpUaMHITNHA;

e Trisenox (Tpuokcua meimbska) ZI0-101 (HaxoauTces B cTaiuy KIMHUYE-
CKHUX UCTBITAaHUN);

e Mini-allo (aHTUMHEIIOMHBIN) TPAHCILJIAHTAHT;

e Heat shock protein 90 — uHru6éuTOpHI (MPOXOIAT KIMHUYECKUE UCTIHITAHNS );

e 11JI-6 u VEGF (mpoxoasT KIMHUYECKUE UCTIBITAHHUS).

Onenka >¢dexrrBHOCTH NeueHnss MM mpoBOIUTCS B COOTBETCTBUM C KpUTE-
pusimu SWOG, KOTOpbIE OCHOBaHbI Ha KOPPEISIUKY MEXY PErPECCUEN YPOBHS Chl-
BOpPOTOYHOrO M-0€j1Ka, Maccoi OIMyXOJIM U KIMHUYECKUMH TPOSBICHUSME 3a00J1e-
BaHus (Tabymmia Bl). Jnd pemienus Bonpoca 0 MPEKpaEHUH JICYEHHUST BaKHBIM SIB-
JsieTcs onpeienieare as3bl TUIaTo, KOTOpasi yCTAHABIIMBACTCS MPH CTAOMIH3AIHN 00-
JIE3HU C MAKCUMAaJIbHO HU3KMM YPOBHEM IapanpOTEHHA B CHIBOPOTKE KPOBH W/WITH
MOY€, ¢ MUHUMAIbHBIMUA KJIMHUYECKUMH TPOSIBICHUSMU U HE3aBUCUMOCTBIO OT Te-
MotpaHcdy3uil B TeueHue 6 mecsiieB. Bpemsi, HeoOxoaumoe it TOCTHKeHus (pasbl
wiaTo ot 3—6 MecsitieB (ObICTPhIN OTBET) 110 12—18 MecsiieB (MeUIEHHBII OTBET).

[Ipu o1leHKE TOTO UM MHOTO METOJIA JICUCHHS] YUUTHIBAIOTCS TAKKE TaKHUe
noka3zarenu kak OB, bPB u BepkrBaeMocTh 0€3 mpOorpeccuu.

6.2 CtangapTHasi XuMHOTepanus

Iloxkazanuna K npoeedenuto CmanoapmHOU XumMuomepanuu:

® BO3pacT MMallMEHTOB — cTapuie 65 JeT;

® B KauecTBe Tepanuu 1-il nuauu npu A cragum ¢ MUHUMaJIbHBIMUA KIJIH-
HUYECKUMHU TMPOSBICHUSMU, OTCYTCTBUEM IPOTHOCTHUYECKH HEOJAronpUsTHBIX
(bakTopoB 1 HU3KOM NpoaudepaTuBHON akTUBHOCTHIO T1K;

® HEBO3MOKHO IPOBEJICHHE BBICOKOA03HOM xumuoTtepanuu ¢ ATT'CK.

B kauectBe cranmaptHou xumuorepanus MM rniepBoi JIMHUM, Yallle BCEro,
UCTIONIB3yeTCsl KoOMOMHAIMA alikepaHa (Mendarnan) u npeaau3oiona (cxema MIT):
menbaman — 0,25 Mr/kr (9 Mr/M°) BHYTPb eXKeIHEBHO 1—4 HS; IpeaHu30moH 1—
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2 MI/Kr BHYTpb exeaHeBHO 1—4 mus. UHTepBan Mexay Kypcamu — 4—6 Hellemb.
Cxema MII moxer BBITISAACTh M TakuM obOpaszom: mendanan 6—10 mr BHYTpb
exeaHeBHo 1-7 wim 1-10 guel; npeaanu3oi0H — 60 M BHYTpb €KEIHEBHO 1—7
wi 1-10 gueit. MuTepBan Mexay Kypcamu COCTaBisieT 4—6 Helellb U onpeies-
€TCSI BBIPQXKCHHOCTHIO MUEIOTOKCHYHOCTH. MendaraH MOXKET TakKe BBOIAUTHCS
B/BEHHO 10 16 Mr/M” Kax/ple 2 HelelH, Bcero 4—6 pas. DddeKTHBHOCTD JaHHOI
nporpammel coctasisier S0-60 %, ITP — 0-3 %, OB B cpenneM — 29 mMecsiiies.
Bmecto Mendanana MoKeT NpUMEHSThCS LUKIIoGochamul B KauecTBE MOHOTEpa-
MUY, JIMOO B KOMOMHAIIMU C TIPETHU30JIOHOM B CIICIYIOIIEM peXUME: ITUKIo]oc-
damug — o 400 mr yepe3 genb Wik mo 200 Mr exeaHeBHO WM 110 300 Mr/m
1 pa3 B Hepenmto 10 KypcoBoi A03bl 6—10 1. Hukinopochamu MeHee MUEIOTOK-
CHUYEH U MOKET Ha3HAYaThCs MPH JICHKONEHUH U TPOMOOLIUTOTICHUH.

B mnocnennee BpeMsi Kak HOBBIA CTaHAAPT JICUCHUS JUISl TOXKUIBIX U JUIS
NaIMeHTOB, KoTopbie He siBisAOTCS Kanaunatamu Ha ATI'CK pexomengyercs
pexxum MIT ¢ no6asnennem tamunomuaa (MIIT). Kype MIIT no3Bonsier yBenu-
yuTh yactoty YP no 76 % (npu npumenenun pexuma MIT — 48 %), TTIP — 28 %
(MIT — 7,2 %), 2-netusiss BPB — 54 u 27 %, 3-netusass OB — 80 u 64 % coot-
BEeTCTBEHHO. OIHAKO KOMOWHAIIAS TATMIOMHIA C XUMHOTEPAUEH yBEIHUNBET
PHUCK pPa3BUTHSI BEHO3HBIX TPOMOOIMOOIHI, 0COOCHHO B mepBble 4-0 MecsIeB
Tepanuu. B CBSI3U ¢ ATUM, pEKOMEHIYETCS aHTUTPOMOOTHYECKAsT MPOPUITAKTH-
Ka: HU3KOMOJICKYJISIpHBIA TenapuH, BaphapuH WM aCIUPHUH €XKEIHEBHO. AJlb-
TEPHATUBOW TAIMJAOMHIY MOTYT OBITh TAaKXKe JICHATWUJIOMUJ WU HWHTUOUTOP
nporeocoM 6opTe3oMub (Benkeiin). bopTe3oMub BbI3BIBAET MPEXOSILYIO TPOM-
OOLMTONEHUIO U NEepU(EpUUYECKYI0 HEUPOIATHIO, @ TAKKE YBEIMUYUBAET YaCTOTY
uHpexunii (ocoOeHHO peakTuBanuio Herpes zoster), O3TOMY HEOOXOJAUMO
npo(PHIIaAKTUYECKOE aHTUBUPYCHOE JICYEHUE.

B neuenun nmauuentoB ¢ MM, umeromux HeOIaronpusTHbIE TPOrHOCTUYE-
ckue (akroper, otmaercs mnpenmoureHue IIXT. HcnonwszoBanue IIXT wim
OOJBIIMX /103 IEKCAaMETa30Ha YBEIMYUBAET 4acToTy aoctuxeHus [IP u orBeToB
Ha Tepanuio y 601pHBIX MM, HO CyIIECTBEHHO HE BiUseT Ha mokaszarenu OB.
N3 cxem I[IXT wame ucnonsszyercss M2, VMCP/VBAP (tabnuna I'l). IIpu ar-
PECCUBHO MPOTEKAIOIIEH MHEIOME, a TAKKE MPU MOYEYHOM HEIOCTATOYHOCTH
PEKOMEHIYIOT ITpOBeIeHUE nporpaMmel VAD.

[Tpo10KUTENBHOCT XUMUOTEPANIUU A0 JOCTURKEHUS (pa3bl IJIATO COCTAB-
nsiet 6—12 xypcoB u enie 4—6 KypcoB IocIe.

6.3 Bricokono3nasi xumuorepanus ¢ ATI'CK

Bxitouenue Bbicokogo3HoM xumuorepanun ¢ ATI'CK B man jedeHus
6onbHBIX MM mno3Bossier nocturnyth [1P y 24-75 % nanuentos, u YP — y 75—
90 %. Ucnonw3zoBanue apoitHoi (Tanaemuoi) ATT'CK mo3Bosisier 10CTUTHYTh 5-
JIETHEH Oe3peluIMBHONM BBDKMBAEMOCTH y 34 % mamueHToB, YTO BIBOE IPEBHI-
maeT nokaszarenu BebkuBaeMocTH npu ogHoil ATT'CK. Bosiee uem y 90 % nanu-
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eHTOoB ¢ MM nocne BeinonHeHus oqao ATI'CK B Teuenue 2—-5 netr ormeyaercs
nporpeccusi 3aboneBaHusi. Bmecte ¢ Tem, 00mias BBDKUBAEMOCTh B TPYIIIE C
ATI'CK yBenuuuBaercs Ha 12—24 MecsdileB 0 CPaBHEHUIO CO CTaHIAPTHOW XU-
MHUOTEpaINuenl U COCTABIISIET B cpeiHEM 4—5 JIeT.

Ilokazanus k npogedenuto BXT:

® BO3pacT 10 65 JeT;

® YJIOBJICTBOPUTEIbHBIM COMATHYECKHI CTaTyC KIUPEHC KpEaTUHUHA >
50 Mi/MUH UM ypOBEHb KpeaTHHHHA < 3 Mr/mi (mpu 0ojee BBIPAKEHHOM Ha-
pywennn ¢yskuuu noyek ATI'CK Bo3MOXHA TOJIBKO B LIEHTPaX, UMEIOLIUX
anmnapar «MCKyCCTBEHHas IOYKay);

® OTCYTCTBUE ACIICLIUH UM MOHOCOMUU 13 XpOMOCOMBI;

® FICXOJHO BBICOKUN YPOBEHb [32-MUKPOTIO0YIIHHA.

Ilpomueonoxazanus k npumenenuto BXT:

e ¢hu3MYECKasi HECOCTOSTEILHOCTh MAIlUEHTa, TPeOyrolas MOCTOSHHOTO
yX0/Jla, KaXeKCus;

® 3aCTOMHAs CepJIeYHas HEJOCTATOYHOCTb, TSYKEJIbIE HApYLICHHUS PUTMA U
IIPOBOJIMMOCTH, HECTAOWIIbHAS CTEHOKAPANS, OCTPBIA HH(PAPKT MUOKAP/Ia;

® TSKEJbIE ICUXUYECKHUE HAPYIIEHNUS,

® JICKOMIICHCUPOBAHHBIN caxapHbIil 11abeT;

® [ICYCHOYHAS HEJIOCTATOYHOCTh, OCTPBINA TenaTuT (ypOBEHb CHIBOPOTOUYHO-
ro owmpy6una > 1,5 ot Hopmbl, AJIT u ACT > 2 oT HOpMBI) TspKeNble HH(EK-
IIUOHHBIE OCJIOKHEHHUS (ITHEBMOHHUSI, CETICUC);

® YTPOXKAIOIINE KU3HU KPOBOTEUEHUS (KelTy1ouHO-KuiedHbli Tpakt, [IHC);

® COMYTCTBYIOIIME OHKOJIOTMYECKUE 3a00JIeBaHUS,

® MOHOKJIOHAQJIbHAsl FraMMarnaTusl HEYCTaHOBJIIEHHOTO T€HE3a;

® MOTOpHAsI WJIM CEHCOpHas nepudepruyeckas Heliponatus 3—4 CTENEHHU.

Imanwi évicoko0o3noii xumuomepanuu ¢ ATI'CK:

1. Uunykuusa pemuccun 4 KypcamMu XUMHUOTEpANHUH. 3-M1 Kypc SBISETCS
MobOunm3aonHbIM. [locne ero npoBeaeHust Ha poHe TPUMEHEHUS TpaHyJIOu-
TapHOro KoJioHHecTumysmpytomero ¢akropa (I'-KC®) npousBoasar 3abop re-
MOIIOATHYECKUX CTBOJIOBBIX KJIETOK Neprudepruueckoil KpOBH.

2. Boicokonoznas xumuoteparusi ¢ ATT'CK (2 kypca ¢ uHTepBajioM 3—6 MeCSIIEB).

3. Koncommpanus pemuccnn 4 KypcaMu XUMUOTEPAITUH.

4. IognepxuBaroias Tepamnus npenaparamu uaTepdepoHa-aibda.

B kauectBe unaykunn pemuccuun nepen ATI'CK nposoautcs Tepanus c
UCIIOJIb30BAaHUEM PEKHUMOB, YMEHBIIAIONIMX OMyXO0JIeBYl0 maccy. CraHmapToMm
HavyanbHOM Tepanuu nepen ATCK y MonoabIX NalMeHTOB 1O HEJABHETO BpeMe-
HH SBISUINCH BBICOKHE 103bI Mendamana (200 Mr/m>), pexe HCIOTIb30BAINCH
kypcsl VAD (unmu CVAD unu HyperCVAD). B nocnennee BpeMs B KauecTBe
nepBoil nmuuuu tepanuu nepen ATI'CK ormaercss mpenmnodyreHrne KOMOMHHUPO-
BaHHOMY TNPHUMEHEHHIO IMPEnaparoB HOBOTO IMOKOJEHUS (TaJUIOMUJ, JICHATIH-
JIOMUJI, BeJKeia, pesnumua) (tadauma ['1).
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B kauectBe 01HOr0 U3 METOJOB JieueHus1 00IbHBIX MM MOKET ObITh peKOMEH-
JIOBaHa TaKX€ AJUIOT€HHAs TPAHCIUIAHTALMS FEMOIIO3THYECKUX CTBOJIOBBIX KJIETOK.
JlaHHBII METOH JICUCHHSI MOXKET OBITh ITOKa3aH OobHBIM MM Mojoxe 55 jer u3
IpyIIBbl BBICOKOTO pucka, nmerommm HLA-coBMECTHMOro JOHOpPa-pOACTBEHHUKA.
Yacrora permea MM nocne ayutIoreHHOW TPaHCIUIAHTALIMN CTBOJIOBBIX KIIETOK CO-
CTaBJIsIeT B cpeqHeM 7 % B rof M nokasarenb S-ietHeil bPB cocraBisier B cpeaHem
2035 %. OpHako AaHHBIA METOJ JIEYEHHUS COIPOBOXKIAETCS BBICOKOM paHHEN
CMEPTHOCTBIO, CBSI3aHHOM ¢ TpaHcrutantauued — 3041 %, 4yTo orpaHM4YMBAcT €ro
npuMeHenue. Bmecre ¢ teM, y 50 % naumenroB nocine Ao TI' CK nocturaercst mo-
JIEKYJISIpHO-TeHeTHYecKasi pemuccusi 3aboneBanust. OOHAIEKUBAIOIINME PE3YIbTATHI
MIOCJIEIHUE TOJIbI MOTY4YEHbl MPH KCMOJIL30BAHUHM HEMHUENI0A0JATUBHBIX (HE BbI3bI-
BAIOLMX HEOOPAaTUMYHO aIlla3uio0 KOCTHOTO MO3ra) METOJI0B KOHJIMLIMOHUPOBAHUS K
AmnmoTI'CK. D10 mo3BOJISIET CHU3UTh MOKa3aTeab paHHer cMepty 1o 10-12 %, Ho
IIPY 5TOM YBEJIMYMBACTCS YaCTOTA PAHHUX PELIUINBOB.

6.4 Ilopnep:xuBaOIas TePpaANuUs

Bricokogo3noe seuenue nipu MM Bce ke HE mpeoTBpallacT pa3BUTHE pe-
uauBOB. C LIEIbI0 KOHTPOJIS MUHUMAJIbHOW OCTaTOYHOW OO0JIe3HU Ui HOJAep-
KaHMsI PEMHUCCHH TOCIIe BBICOKOJO03HOM Tepamnuy Ha3HayaeTcsl o-uHTepdhepoH B
no3e 3 maH. ME/M? 3 pa3a B HeZemo 10 OMyueHUs! MPU3HAKOB MPOTPECCUpOBa-
Hug MM, uto nosBonser yamHuTh Meauany bPB no 42 mecaueB n moutn Ha
2,5 rona oburyro BeikKMBaeMocTh. [1o manabiM SWOG npuMmeHeHre B KauecTBe
NOJJIEP>)KUBAIOLIEH TEepanuu MpPeaHU30J0Ha B 03¢ 50 MI/CyTKH dYepe3 JEHb
YBEIMYMUBAET MPOJIOJKUTEIBLHOCTD MOJTHONW peMuccuu ¢ 5 1o 14 mecsues, a 00-
Y0 BBDKMBAEMOCTh OOJIBHBIX ¢ 26 10 37 mecsueB. Bmecte ¢ TeM, oTMe4eHO
00JIbIII0E KOJIMYECTBO NMOOOUHBIX 3 (exToB naHHON Tepanuu. ClieyeT cuuTaTh
OIpaBJaHHbIM IIPUMEHEHHUE B 3TOT nepuos 6uchochoHaToB y OOIBHBIX, UMEIO-
IIMX OCTEOECTPYKTUBHBII CUHAPOM U OCTEOIIOPO3.

6.5 IIpumenenue oucdochonaron

Bcem 60nbHBIM ¢ MM, KOTOpBIM HEOOXOMMA XMMUOTEPANHS HE3ABUCUMO
OT TOrO, €CThb Y HUX IMOPAKEHHE KOCTEH WJIM HET, PEKOMEHJYEeTCS JOMOJIHU-
TeJIbHOE Ha3HaueHHe OucPocPoHATOB, MPUMEHEHUE KOTOPHIX YMEHBIIAET WH-
TEHCUBHOCTh OCCAJITUU M CHIKAET PUCK MEPEIOMOB KOCTEH 3a CUeT CrOoCOOHO-
CTU NOJAABJIATHh AKTUBHOCTh U YKOPAUMBATh MPOJOJIKUTEIIBHOCTD KM3HU OCTEO-
kiactoB. VMcnonb3yroTes Takue 6uchochoHaThl, Kak TaMUAPOHAT HATpHs (ape-
mua) — 90 Mr B/BEHHO €KEMECSYHO, 30JIeIPOHOBAs KUCIOTa — 4 MI B/BEHHO
eKEeMeCsIYHO, KJIoApoHaT HaTpus (6onedoc) BHyTph — 1600 Mr/cyT umm B 9K-
BUBAJICHTHOM /103€ B 3aBUCHUMOCTH OT (hOpMbI BhIITycKa. BeiOop mpemapata om-
penensieTcsl MPEANOYTeHUAMU Bpava U KellaHueM OonbHOro. JleueHne mpoaosn-
XKAIOT KaKk MUHUMYM 2 Toja. PekoMennaruii mo npuMeHeHuo ouchochoHaToB
npu 6eccumnrTomMHon Gopme MM moka Her.
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Bo Bpems nedyenus Oucdochonaramu HEOOXOIUMO CIAEAUTH 3a QyHKIHMEH
nouek. Tak, mpu knupeHce kpeatuHuHa 10—-30 Mi1/MuH 103y KIOApOHATA HATPUS
CHIDKAIOT BJIBOE, IIpU KiMpeHce MeHee 10 Mil/MHMH npenapat NpoTUBOIOKa3aH, a
CKOPOCTb BBEACHUS MaMUJpOHATA HATPHs MPU NOPAKEHUU MOYEK CHUXKAIOT 10
20 mr/4. Vcnionb3oBaHue 3071€IPOHOBOM KHCIOTHI MPU CHIBOPOTOUHON KOHIICH-
Tpauuu KpeaTHHUHA OoJiee 265 MKMOJIB/JI HE pEeKOMEHIYEeTCsl.

6.6 Jleuenune penuauBupYyouleil U peppakTepHOil MUETIOMBI

Oxkomno 30 % mnanuenToB ¢ MM oKka3bIBalOTCsl PE3UCTEHTHBIMU K TEpanuu
aNKuIMpyromuMu npenapatamu. C LelIblo MPEoA0IECHUs JIEKapCTBEHHON pe3n-
CTEHTHOCTHU MPEJIOKEH PsIi CXEM MOJUXUMHOTEPANNH, BKIIOYAIOIINX BHICOKHE
J103bI KOPTUKOCTEPOUIOB:

DC-IE:

Hexcamerazon — 40 mr B 1-4-ii 1Hu.

[Huknodpochan — 500 mr/m> B/BeHHO Ha 5-1 1€Hb.

Nnapyouriun — 5 mr/m? B/BeHHO B 8—10-i1 1eHb.

Orono3ua — 100 mr/m? moctossHHOM 24-4acoBoii nHpy3uei B 8-10-i qHu.

NOP:

HoBantpon — 4 Mr/m? B/BeHHO B 1—4-ii qHU.

Bunkpuctun — 0,4 mr/m? noctositHHOM 24-4acoBoii uHdy3uei B 1-4-it 1Hu.

[Tpenuuzonon — 250 mr BHYTpb B 1—4-i1 u 17-20-i1 quu.

Kypc noBTopsitot Ha 28-ii JIeHb WK MOCJIE BOCCTAHOBJICHUS ITOKa3aTesel KPOBH.

B kadecTBe aibTepHATHBBI B JICUCHWH PE3WCTEHTHBIX (DOPM HCTONB3YIOTCS
TaKKe BBICOKHE J103bl KOPTHUKOCTEPOUIOB B MOHOPEKUME, OCOOEHHO y OOJIBHBIX C
muenocympeccuel. B mocnennue rogpl Xopornyio 3QQeKTUBHOCTh TEparuu B PeLi-
JIMBE WJIM TPU TIEPBUYHON XUMHOPE3UCTETHOCTH MOKA3aJIM KyPChl, BKITIOYAOIIIUE Ta-
JIMJIOMUJ] U BEJIKEHIT; TATMAOMUJ + JIEKCAMETa30H; TAIUAOMU, IEKCAMETa30H U Tie-
TWJIMPOBAHHBINA JIUTIOCOMAJIBHBIN JIOKCOPYOUIIMH; JICHAIMAOMU B KOMOWHAIIUU CO
CTepoHJaMy M XHUMHUOTEparueit; Belkei, uukinopocdamu, npeaHu3oiod. laHHbie
KypChI TIO3BOJISIFOT JIOCTHYb YacTUUHOM pemuccuu y 50-93 % naimeHToB, Ipu 3TOM,
22-mecaunast bBPB nocturaer 50 %. Ciemyer OTMETUTb, YTO BEJIKEHU]T MOKET UCTIONb-
30BaThCs TAKXKe B MOHOpEKUMeE TpH jiedenn MM c penerweit 13 XpoMOCOMBI.

6.7 JleueHnune oCJI0KHEHU M

Ycnex nedenuss MM 3aBUCHT HE TOJIBKO OT BBIOOpA aJeKBAaTHOW XUMHOTE-
panuu, HO U OT 3(pPeKTUBHOCTH OOPHOBI ¢ MHOTOYUCIICHHBIMUA U BEChbMa OIlac-
HBIMH OCJIOKHEHUSMH.

Ipodunaxkruka u JiedeHne noye4Hoi HeaocrarouHoctu. [IpodumakTuka mo-
YEYHOW HENOCTATOYHOCTY Ip MM BKIIFOUAET JIeYEHNE TMITEPKATIBLIEMIAY, HA3HAYCHNE
QJUIOMYPUHOIIA HA MEPBBIX ATalax XUMUOTEPAIIIH, JICYEHUE MOYEBOW MH(EKIIMH, a TaK-
K€ OTKa3 OT NPUMEHEHHSI HEPPOTOKCUYHBIX aHTHOMOTHUKOB (AMHUHOIIMKO3UIBI U AP. ).

OCHOBHBIMU METOAAMHM JICYEHHUS JAHHOTO OCJIOKHEHUsS npu MM sBistoTCs
aJieKBaTHasl XUMUOTepanus U ruaparauus (1o 3—4 1 3a CyTKd B/BeHHO). B kaue-
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CTBE XMMHUOTEPAIIUH B JAaHHOW cUTyaluu pekomenayercsa kypc VAD. B oxunna-
HUU PE3YJIbTaTOB IOJJEP/KUBAOILEIO JICYEHUS] W PELICHHs] BOIpoca O Iocie-
OYIOIIEH XUMHOTEpalMM MOXHO Ha3HAYNWTh MOHOTEPANMIO JACKCAMETA30HOM.
[Ipu nporuBomnokazaHusix Kk VAD wuimm BBICOKMM J03aM TJIFOKOKOPTHUKOUIOB
MO’KHO Ha3HAuuTh MejdalaH, 703y KOTOPOTro BO BpEMs MEPBOrO Kypca JICUeHUs
camkaroT Ha 25 % mpu CK® wmxe 30 Mi/MuH, TpU TIOCTEAYIOMUX Kypcax 103y
KOPPEKTUPYIOT C YYETOM YHUCIIA JIEHKOUTOB U TpoMOouuToB. Het nporuBomnoka-
3aHHUM K UCTIOJIb30BAHUIO TATUIOMHU/IA, IIPU 3TOM J103a €r0 MOYKET HE CHUKATHCS.

[Ipu TspKENON ypeMuu MPOBOJIUTCS TE€MOJAUAIU3, MOBTOPHBIE MPOLETYPbI
miazMadepesa ¢ yaanenuem 1-1,5 nurpa miasmel 2—3 pa3a B HEJEINIO.

[TodyeuHass HEJOCTAaTOYHOCTh MPH AJIEKBATHOM Tepanuu MOKET ObITh 00pa-
TUMOM, TIPU 3TOM MOJIOJIBIM OOJIbHBIM B JalIbHEUIIIEM MOXHO MPOBECTHU BBHICO-
KOJIO3HYI0 XUMHUOTEPAIIHIO.

Jleuenue 6os1u. Jleuenune 60 — 00sI3aTENbHBIA KOMIIOHEHT KOMIUIEKCHOTO
IUTaHA BEJICHMS MArMeHToB ¢ MM, Ipu 3TOM IIEJbIO SBJIIETCS OOecreueHue Uii-
TENLHOTO 00€300IMBaHus P MUHUMYME TI0004HBIX 3¢ dexToB. Kak mokazano uc-
ciiefioBaHue, nposefeHHoe bpuranckum CoBETOM MEIMUMHCKHX HCCIIEAOBaHM,
ocmabnenue 6omu mpu MM CiyXUT OZHUM U3 TMoKazaTened 3(PEeKTUBHOCTU XH-
muotepanuu. [Ipu neuennn 6omm y manmentoB ¢ MM crenyer mpunepKuBaThest
CIEIYIOIMX MpaBWI: HE peKoMeHayercs ucnonb3oBanue HIIBC; ananmbretnkum
JOJKHBI TIPUHUMATBCS (WJIM BBOJUTBCS) PETYISIPHO; MPUEM BHYTPb MPEANIOYTH-
TEJIbHEE MapeHTEPATHLHOrO BBEICHUS; TOO0OUHBIE YPQPEeKThl TPEOYIOT aKTUBHOTO JIe-
YEHUS; PETYJSIPHO OTMEYAIOT MOTPEOHOCTh B aHAJIBI€THKAX; B OTAEIBHBIX CIyYasx
Ha3HAYaloT Npernaparbl, He OTHOCSILMECS K aHAIbIeTUKaM; 00s3aTeIbHO UCIIONb3Y-
10T aJIbTEpHATUBHBIE METO/IbI 00e300mBanus (Tabmuia J11).

[pu OOMSIX B KOCTSIX M MOPAKEHUM MSTKUX TKAHEH TIOMOTaeT JIOKAILHOE 00JTyde-
Hre. CyMMapHbIe 04aroBbIe JI03bI JIOJDKHBI ObITh CPABHUTENHHO HU3KUMHU (OJHOKPATHOE
o0ydenre B 7103¢ 8 I'p), 4T00OBI YMEHBIIMThL PUCK OCJIOKHEHHUH M TIPH BO30OHOBJICHHUN
0071 TIOBTOPUTH Kypc JiedeHus. [lepenoMpl JIMHHBIX TPyOUaThIX KOCTEN TpeOyIOT UM-
MOOMJIM3ALMH C TTOCIIEAYFOIIMM OTHOKPATHBIM CEaHCOM JIy4€BOM TEepaIiu.

[Tpuunnoii ynopHO#H 005M, HECTAOUIBHOCTH TTO3BOHOYHUKA M HEBPOJIOTHYE-
CKUX HAapYLIEHUA MOT'YT ObITh KOMIIPECCUOHHBIE ITEPEIOMBI TIO3BOHKOB. B maHHOI
CUTyallud HEOOXOJMM OCMOTp TMAaIeHTa OPTONEIOM U HEHpOXUpyprom. Xupyp-
TMYECKUE METO/IbI JIEUeHUsI HeCTAaOMIBHOCTH TIO3BOHOYHUKA BKIIFOUEHBI B MOCTIEI-
HUE PEKOMEHJALMU M0 JICYEHHIO IUIa3MOLMUTOMBI, pa3zpaboTaHHble bpuraHckum
dbopymom o MM u BpuTaHCKUM KOMHUTETOM IO CTAaHAAPTU3AILMU B T€MATOJIOTHH
(2004). My neyenus 6011 IpU KOMIIPECCUOHHBIX MEPEIOMax MO3BOHKOB IpUMe-
HSIIOT HOBEWIIIME METOJIbl — YPECKOXKHYIO0 BEPTEOPOIUIACTUKY M YPECKOKHYIO
OamtoHHyI0 KudoruacTuky. UpeckoxHas BepTeOpOIUIacTUKa — 3TO YPECKOXKHOE
BBEJICHHE B TEJIO MO3BOHKA MOJUMETAKpUIIaTa UM aHAJTOIMYHOTO Ouomarepuarna;
BMEILIATEIbCTBO MPOBOAST M0JI MECTHOM aHecTe3uel mocje HeOOIbIINX 03 TpaH-
KBHJIM3aTOPOB, U1 KOHTPOJISL UCIONB3YIOT peHTreHockonvio wi KT. OxHoBpe-
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MEHHO MOKHO IIPOBECTH IUIACTUKY HECKOJBKUX MO3BOHKOB. B pe3ynbrare BMela-
TEJILCTBA YMEHbBINAETCS 00JIb U YKPEIUISIOTCS Tela TO3BOHKOB, HO BBICOTA MIO3BOH-
KOB HE BOccTaHaBiuBaeTcs. UpeckoxHas OajuioHHas KuoIIacTuka — 3TO 4upe-
CKOYKHOE€ BBEJICHHWE B TEJO IO3BOHKA OAJJIOHYMKA, KOTOPBIM NpU pacUIMpeHUn
BOCCTaHABJIMBAET BHICOTY TeJa Mo3BOHKa. [lociie 3Toro 6ayuioH4rK yaanstor u 00-
Pa30BABIIYIOCS IMOJIOCTh 3aNOJHIIOT OMOMAaTEpUanoM — «KOCTHBIM LIEMEHTOM.
MeTto N03BOJISIET BOCCTAHOBUTH BBICOTY TE€J IMO3BOHKOB, YTO BIIOCJEACTBUU MO-
KET MPUBECTU K YMEHBILIEHUIO O0JIM M BOCCTAHOBJIEHUIO ()YHKIIMHA TO3BOHOYHUKA.

Jleuenne runepkajbumeMuu. KomIiekCHOe NMPUMEHEHHE LUTOCTaTUKOB U
I'KC B BBICOKHMX J103aX, KaK MPaBUJIO MPUBOJUT K JIMKBUAALMHM TUIEPKATbLIEMUU
yepe3 2—3 HeAenu. BecoMyro posib B JIEYEHUH JTAHHOTO OCJIOKHEHHUSI UTPAIOT IPO-
BEJICHUE THJIpaTaluil ¥ Ha3zHaueHue OucdochoHaroB. BeiOop jeueOHON TaKTUKH
3aBHCHUT OT CTEINEHH TSDKECTH TUrepKaiblemMun. [Ipy runepkaibleMun Jerkou cre-
neHy (ypoBeHb Kaiblius OoT 2,6 10 3,5 MMOJIb/JT) MalMeHT JOKEH BBIMBATh 3a Cy-
TKU 70 3 JI MAHEPAJIBHOW BOJABI C HU3KUM CozepykaHueM Kainblyd. IIpyu Tokcnye-
cKkoii (popMme (KaJbIMid B CHIBOPOTKE KPOBH OoJiee 3,5 MMOJIB/JT) BBOJUTCSI M30TOHU-
YEeCKUN PacTBOP HATPHUS XJIOPHJIA B/BEHHO (710 3—4 J1) C COMyTCTBYIOIINUM B/BEHHBIM
BBesieHueM (ypocemuna mo 2040 mr 3 pasza B cyTku. [Ipu 3TOM HE0OX0AMM KOH-
TPOJIb 38 YPOBHEM KaJIUsl B CBIBOPOTKE KPOBH U €0 CBOEBPEMEHHAS! KOPPEKLIHSL.

N3 6uchocdanatoB UCmons3yroT: apenua (MaMUHIPOHAT) W 30JICPOHOBYIO
kucinory. Jloza apenua cocrapisier 15-30 mr B/BeHo (B TeueHuu 1,5—2 yacoB) mpu
ypOBHE Kalibliusg — 70 3 MModb/i1, 30—-60 mr — nipu 3-3,5 mmoins/a, 60-90 mr —
pu ypoBHE Kaibius — 3,5—4 mMounb/in 1 90 Mr — npu ypoBHE KaJIbLIMsI BbIIIE
4 mmonb/n. 301€eApOHOBas KUCIOTa B 103€ 4 MI' B/BEHHO B T€YEHUH 5 MUH pe-
KOMEH/IOBaHa JJI1 HayaJlbHOT'O JICUEHUS TUIEPKAIbLIUEMHUH, B 103€ 8§ MI' — IS
JICYEHUs1 CTOMKOW TUIepKaablUEMHUH I €€ PELIUINBA.

Jleuenune anemmuu. [lepenrBanne 3pUTPOUUTAPHON MACChl SIBISIETCS OCHOB-
HBIM METOJIOM JieueHus: aHemuu Tipu MM, omHako Ha (poHE BBIpAKEHHOW mapa-
OpOTEeMHEMUHU TPeOyeT OCTOPOKHOCTH M3-3a PHCKA MOBBIILIEHHS BSI3KOCTH KPOBH.
3aMecTUTeNbHAS TEpaIvsi JOHOPCKOW APUTPOIMTHON MAaccoi MPOBOIUTCS OOJIb-
HBIM C YPOBHEM TreMoryio0uHa Menee 85 r/n. YuutsiBas 1o, uto OompHbIe MM —
3TO, MPEUMYIIECTBEHHO, MOXKHIIIBIC JIFOAU, UMEIOIIME COMYTCTBYIOIIHNE 3a00JeBa-
HUS CEPJICYHO-COCYAMCTON CUCTEMBI, B Psilie CIydyaeB MO0 0COObIM MOKa3aHMsIM 3a-
MECTUTENIbHASL Tepanus SPUTPOLMTAPHON MAcCoi MPOBOAUTCA OOJIBHBIM C YPOB-
HeM remorioouna 6omnee 85 r /1, Ho MeHee 110 r/n. Ilepen Hauanom neyeHus aHe-
MHUYECKOT0 CHHPOMAa UCKITIOYAIOTCS TaKUe MPUYMHBI AHEMUH, KaK 1e(UIUT Kelle-
3a, BuTamuHa By,, pommeBoit kucnotel. [lpoBenenue ycnemHoi XuMuoTepanuu
COIMPOBOKIAETCS, KaK MPAaBUIIO, YMEHBLIIEHUEM U KYIIUPOBAaHHEM aHEMUH. TONBKO
BBICOKO/I03HAS] XUMHUOTEPAITUSI MOXKET BBI3bIBATH WM YCYTYOJISITh aHEMHUIO.

[Ipu anemuu Ha one xummorepanrd MM MoXeT ObITh UCIIONIB30BaH PEKOM-
OWMHAHTHBIN YEJIOBEUECKUI HPUTPOIIOITHH, MPU ITOM JOJDKHA YUUTHIBATHCS KOHLICH-
Tpalysl SPUTPONIOITHHA B KpPOBM MaiyeHTa. EciaM 3Ta KOHUEHTpAlMs BbIILIE

27



200 ME/Mi1, 6051bHOM HY)KIAaeTCS B YaCThIX MEPEITUBAHUSX dPUTPOIIMTAPHON MACChI
WM CTpajiaeT TPOMOOIUTONICHHEH, TIpermapaThl SPUTPONIOITUHA BPsiT JU OyayT d¢-
dexruBHBIME. He nipononrupoBannsie hopmbl sputporodtrHa (Recormon, Epogen u
Jp.) UCMOJIB3YIOTCS JIMOO B ACKANAIMOHHOM J103€, MO0 B CTaHAAPTHOW JO3UPOBKE.
OCKaJIallMOHHBIE JI03bl TPEIyCMAaTPUBAIOT HA3HAUYEHHWE HPUTPOINOITUHA B J03€
40 toic. ME 1 pa3 B Hepemo. B ciydae orcytcrBust adpdexra B TedeHme 4 Hesenb 103a
sputpornodTuHa yBemmunaercs 10 60 teic. ME 1 pa3 B Henemo. [Ipu yBennuenun
ypoBHs remoryioonHa 10 120 1/ 103a 3pUTpoIiodTHHA CHIbKaeTcs. JIedyeHue npekpa-
HIAIOT MPH JOCTHKEHUU ypoBHs remorsiioounna 140 r/n. Eciu yepe3 6-8 Henens ypo-
BEHb reMorioOrHa He yBenuuwics Ha 10-20 r/m, ycrnex MajloBepOsSITeH U JICUCHUE
cienyer npekparutb. Bropas cxema npumenenus spurpornodtuHa — 10 teic. ME 3
paza B Hezemo. [Ipenaparsl SpUTpONOITHHA MOKA3aHbI TAKXKE OOJIBHBIM C KIIMHUYE-
CKM BBIPQKCHHOW aHEMHEW, HE MOJIyYaroUMM XMMHUOTEpanvio. Bo BpeMs JieueHus
SPUTPONOITUHOM HEOOXOAMMO CIIEJIUTH 32 COJICPKAHUEM SKEJe3a B OpraHu3Me.

Jleuenne MHQPEKUMOHHBIX OCJI0KHEHMI. BOJBHBIM C JTUXOpPAIKONH HEMEN-
JICHHO HA3HAYal0T aHTUOMOTHKHU LIUPOKOTO CIEKTpa JEHCTBUSA, aKTUBHbBIE B OTHO-
meHuu Streptococcus pneumoniae, Haemophilus influenzae w Escherichia coli —
OCHOBHBIX BO30OyauTenei undekmuii mpu MM. [Ipu Tsokenoit cucteMHoi nHpek-
UM 0OBIYHO TpeOyeTcsl B/B BBEACHUE aHTHOMOTHKOB. AMUHOTIIMKO3UIBI TIPUMeE-
HSIFOT OCTOPOKHO, JIa)K€ B OTCYTCTBHUE NMPU3HAKOB HAPYIIEHUS (PYHKLIMU MOYEK.
PannomMusupoBaHHOE KIMHUYECKOE MCIIBITAHUE MMOKa3aJlo, YTO MpOoQUiIaKTHIe-
CKO€ Ha3Ha4YeHHEe B/BEHHOro MMMyHornoOymuHa (MuTtparmobun, Oxraram, Be-
HUMMYH U Jip.) B 03¢ 0,2—0,4 /KT e:)KeMeCsiuHO 3aMETHO CHIKAET PUCK MH(DEK-
il mpy MM B (a3ze crabunuzauuu. YUuThIBas BBICOKYK) CTOMMOCTb TaKOM
npo(UIaKTUKY, €€ CIEeAYET MPOBOAUTH TOJIBKO MPH PELUAUBUPYIOIMIMX HH(EK-
UsIX U pu cHukeHnn ypoBHs [gG menee 6,0 /.

B cnyyae npoBefieHust KypcoB XUMHUOTEPAIMH, BKIIIOYAIOIIUX TITFOKOKOPTUKO-
WJIHBIE Tpenapathl (Harpumep, nporpamma VAD), mpoBoautcst mpoduiiakTHuecKast
aHTMOaKkTepuaibHas Tepanus (unpoduokcatma — 1o 0,5 T 2 pas3a B CyTKU U Tpu-
MeTorpuM/cyibameTokcaszon (oucenTton) — o 480 mr 2 pasa B cytku). Hanbonee
aKTyaJibHa MPOQUIAKTHYECKasT aHTHOAKTepHaIbHasl Tepanus NepBbie 3 Mecsia Jie-
yenuss MM. B ciyyae npuMeHeHHs TNIIOKOKOPTHKOMIHBIX MpPEnaparoB OOJbHBIM
MM B 00s13aTeNbHOM MOPSAIKE JOJKHA MPOBOIUTHCS MPOPHIAKTHKA TPUOKOBOM
uapexyn. [Ipenapatom BbiOopa y 60mpHBIX MM siBisiercst Gurykonazon (audiiro-
KaH), oOJaaoNuii HauMeHbIle He(PPOTOKCHYHOCTHIO, KOTOPBIM MCIOJIb3YeTCs B
npoduakTiueckoii no3e 150200 mr/m’. TIpoMHIAKTHYECKH MOMXET HCIONIb30-
BaThCs TaKke UTpakoHa30: (opyHrain) B n1o3e 400 mr/cytku. bomsasiM MM, nmeto-
MM B aHamHe3e uHQpekmto Herpes zoster, wiu anutenbHbie (Ooniee 2-X HEIEINb)
NEepUO/bl TIOCTLUTOCTATUYECKOW HEUTPONIEHNH, TPUHUMAIOIIMM MPEIHU30JI0OH WU
JIEKCaMETa30H, MPHU YCIOBUM OTCYTCTBHS BBIPRKEHHOIO HapylleHUs (PyHKIMU T10-
YeK Ha3Ha4YaeTcs alyKIoBUp B mpodumaktuaeckoi go3e 400-600 mr/cytku. B ciy-
Yae pa3BUTHsI aKTUBHOM MH(DEKLIMU Tepartusi MPOBOIUTCA C YIETOM MHPEKIIMOHHOTO
areHTa M YyBCTBUTEIILHOCTH MUKPOGIIOPHI K TEM I UHBIM TIperaparam.
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HHPUJIOKEHUE A

Tabmuna A1 — I[NaTodusznonorus MHOKECTBEHHON MUETIOMBI

IHoBpexaenne KOCTHON TKAHU * ENMHAYHBIC WIX MHOXXECTBEHHBIE OCTEOJIUTHYC-
CKHUE MOBPEXKICHUS;
* ¢ y3HbII 0cTeonopo3 (OCTEONneHus).
CuMnTOMBI, CBA3aHHbIE * Occanruu:
¢ pa3pylieHHeM KocTeid ® TATOJIOTMYECKHE KOCTHBIE TIEPEIOMBI;

® MTOBBILICHHBIH YPOBEHb KaJIbIHA B CHIBO-

POTKE;
* TUMEPKAIbLUYPHs (TOBBIIEHUE YPOBHS KaJbIHs
B MOug);
* YMEHbLIEHHE pocTa (MM03BOHOYHBIN KOJIIAnC).
Hepudepuyeckas KpoBb * AHemus;
* HapyIIEHUS CBEPTHIBAHMSI KPOBH;
* ICUKOIICHHUS,
* TPOMOOIIMTONICHHUS;
* IJIA3MOKJICTOUHAS JICHKEMIS,
* LUPKYJISALHUS MOHOKJIOHAIBHBIX B-mrMdoruron
(mpeAnecTBEHHUKY MUEIOMHBIX KJIETOK).
HN3meHeHnnst 0eJIKOB MJ1a3Mbl * ['unepnporennemus;
* runepBoseMus (yBeIMueHUE 00beMa);
* MOHOKJIOHQJIbHbIE UMMYHOTJIOOYJINHBI
(IgG, IgD, IgA, IgM, IgE, nerkue uemnn);
* HapyIlIE€HUE COOTHOLIEHUSI aHUOHOB (HU3KUI ypo-
BEHb HaTpPUs B CHIBOPOTKE);
* [TOBBIIIEHHBIA YPOBEHB [3,-MHUKpOTrI00yIMHA B ChI-
BOPOTKE;
* CHIDKEHHBIH YPOBEHb allbOyMUHA B CBIBOPOTKE;
* noBbIIeHHBIH ypoBeHb MJI-6 u CPb B chIBOpOTKE.
Hapyuenusi co cTOpoHbI MO4eK * [Iporennypust, LTMAMHAPYpHUS O6€3 JTeUKOUUTYpUU
WIIN SPUTPOLIUTYPHUH;
* KaHabLIMeBas AUCHYHKINA C allU030M;
* ypemus (1odeyHas HeJOCTaTOYHOCTh);
* aMWJIOMJI03 M [TOYEYHAs TUCHYHKUHUS.
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HPUJIOKEHUE b

Ta6muma b1 — Durie/Salmon PLUS cucrema craaupoBaHusi MHOXXECTBEHHOM
MUEJIIOMBI
Kaaccuduxanus Tuoc (PLUS) SMP whun TI9T
¢ 18-¢Topaeokcurioko3oi
MOHOKIIOHAJIBHBIE TaMMAIIaTU! OTCyTCTBYIOT OYaru mnopa-
HEOMPE/ICIICHHOTO 3HAYCHUSI KCHHSI.
Cranus [A (Tneromas Muenoma) [TnazmarurToma wW/uam or-
paHMYCHHBIH oyar

MHOXEeCTBEHHAS MUEIOMA:
craguu — IB, 1IA/B, 111A/B
Cranus 1B < 5 JOKaJBHBIX OYaros,
muddysHas Gopma nerkoi
CTEIICHU TSHKECTH

Cramus 11 A/B 5-20 JIOKaJbHBIX O0Yaros,
muddysnas dopma cpen-
HEH CTEIMEHH THKECTHU
Cranus [1IA/B > 20 70OKaJbHBIX O0Yaros,
middysnas dopma TsKe-
JIOW CTETIICHHU

A-KpeaTHHHH CBIBOPOTKH
< 2 Mr/m1, OTCyTCTBUE BHE-
KOCTHOMO3T'OBBIX 04aroB;
B-kpeaTuHuH CHIBOPOTKH >
2 MIr/ma, Haludhe BHe-
KOCTHOMO3T'OBBIX 04aros.
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INPUJIOKEHUE B

Tabmuna B1 — Kpurepuu sddextuBHOCTH euenns 601bHbIX MM

OT1Ber

Kpurtepumu orBera

IMosnas pemuccus Ui
noJHbliii orBet (ITO)

1. Menee 5 % IIK npu HOopmanbHONH MOpP(}OJIOTMU B IyHKTaTe
KM, nonydeHHOro He paHee 4yeM 4epe3 MECSI IOCIIe 3aBepIe-
HUS Kypca XMMHOTEpPAUH, YTO NOATBEPKIEHO B 2-X HCCIEN0-
BaHUSIX C MHTEPBAJIOM HEe MeHee 6 Heelb.

2. [TonHoe oTcyTcTBHE M-0€iKa B CHIBOPOTKE KPOBU M/WIIK MO-
4e, BBISIBIICHHOE B JIBYX M 0oJiee aHalM3aX ¢ WHTEPBAIOM HE
MeHee 6 HENETD.

3. OTcyTCcTBHE YBENEUEHHUSI pa3Mepa WM KOJIMYEeCTBa O4YaroB
JUTUYECKOTO MopakeHus: Kocted. Hammune koMIpeccCHOHHBIX
IIEPEIIOMOB HE NCKIIFOYAET BO3MOKHOCTh yCTaHOBUTH [1P.

4. Vicue3HOBEHHE MATKOTKAHbIX IJIa3MOLIUTOM IIPH CPOKE Ha-
OmozeHns1 He MeHee 6 HeJlelb.

Ouensb xopommnit
YacTHYHBIA OTBET
(0XY0)

1. M-0enok B CHIBOPOTKE WJIK MOYE OIPEIEIUM C TOMOIIBIO
MMMYHO(pUKCAITIH, HO HE JIEKTPodope3om.

2. Ha 90 % unu Gonee cHmkaercs coiep:kanue M-0Oenka B ChbI-
BOPOTKE, YpoBeHb M-0enka B Mmoue MeHnee 100 Mr/cyTku.

YacruyHasg peMuccHSA
WJIM YaCTHYHBIA OTBET
(H0)

1. YMeHbllIeHHE 3HaUYCHUS CBIBOPOTOUHOTO M-0enka Oonee yem
Ha 50 % B IBYX HCCIIEIOBaHMAX, BHIMOJIHEHHBIX C HHTEPBAJIOM
He MeHee 6 Henelb.

2. B ciyuae nporennypun benc-/[)xoHca: ymMeHbIlIEHUE CyTOY-
HOM AKCKpEIHH JIETKUX 1eneil 6onee yeM Ha 90 % wim meHee
200 Mr/cyTku B JBYX HCCIIEIOBaHMAX C MHTEPBAJIOM HE MEHeEe
6 Henenn.

3. YMeHbIIeHHEe pa3MepOB MATKOTKAHBIX IUIa3MOLHUTOM ((u3u-
KaJIbHOE WJIM peHTreHorpaduyecKkoe UCCieIoBaHne) 0ojiee 4emM
Ha 50% mpu cpoke HaOMIOIeHNS HE MeHee 6 He/leb.

4. Ctabwmm3aius OCTEOJECTPYKTUBHOTO Tpoliecca (eciu aoc-
TYIIHO PEHTreHorpaduyeckoe HMCCiIeOBaHUE KOCTEH CKeleTa)
Hannyne KOMIPECCHOHHBIX IEPEIOMOB HE MCKIOYAET BO3-
MOXHOCTb ycTaHOBJIeHUS YP.

MunuMaJabHbIA OTBET
(MO)

1. YMeHbIIeHHE 3HAYEHHSI CHIBOPOTOYHOTO M-Oenka Oomnee Ha
25-49 % B ABYX HCCIIEIOBAHUAX, BBIMIOJHEHHBIX C HHTEPBAJIOM
He MeHee 6 Helleb.

2. B cayudae nporeunypuu beHc-/[’KOHca: yMEHbILIEHHE CY-
TOYHOW FKCKpenuu jerkux ueneit Ha 50—-89 % urto npesbima-
er 200 Mr/cyTKM B ABYX HCCIIEOBAaHUSAX C MHTEPBAJIOM HE
MeHee 6 HeeNb.

3. OTcyTCTBHE YBEJICUCHUS Pa3MEPOB U YKCIIa OYaroB OCTEOJIH-
3a (ecnu JOCTYMHO peHTreHorpaduueckoe MccleqoBaHUEe KOC-
Tel ckenera). Hamuyme KOMMOpPECCHMOHHBIX TEPEIOMOB HE HC-
KIII0OYaeT BO3MOXKHOCTh ycTaHoBiaeHust MO.
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Oxonuanue TadmIel Bl

Cradunnuszanus
npouecca (¢ga3a miaro)

1. HecootBercTBue kpurepusim MO u nporpeccuu 60JI€3HU.

2. Crabunm3arys mapamMeTpoB 0oJIe3HH (BKITIOYAsl YUCIIO U Pa3-
Mepbl KOCTHBIX JECTPYKIIHi{), OTCYTCTBHE YBenu4ueHus M-0enka
B CBIBOPOTKE KpoBH U Oenka benc-Jl>xoHca B Moue Ha (oHe He
MeHee 3-X UKIOB XUMUOTEpaIuu.

IIporpeccus 60J1e3HM
(1151 MaMeHToB,

Y KOTOPBIX He
noJsydena I1P)

Hanuuue xoTst ObI OAHOTO MpHU3HAKA!

1. VYBenuueHnue 3Ha4YeHHs CHIBOPOTOYHOro M-Oenka > deM Ha
25 % (obs3arenbHO OoJiee yeM Ha S5 /1 B aOCOMIOTHBIX 3HaYe-
HUSX) B JIByX MCCIIEJOBAHMSX, BBIIIOJHEHHBIX C MHTEPBAJIOM HE
MeHee 6 HENETD.

2. B cnyuae nporennypun benc-J[oHca: yBelInyeHHE CyTOY-
HOM 3KCKpelnHu JIerKux nernei > yem Ha 25 % (obs3arensHo 00-
nee yeM Ha 200 Mr/CyTku B aOCONIOTHBIX 3HAYCHHSAX) B JABYX
UCCIIEIOBaHMIX C MHTEPBAJIOM HE MeHee 6 Helleb.

3. YBenuuenue mia3MokieTodHoi uHpuisTpanuun KM mosra no
JAHHBIM HCCJIEIOBaHMs MyHKTaTa win 6uontata KM > yem Ha
25 % (obs13arensHO > yeM Ha 10 % B aOCONMIOTHBIX 3HAYCHHUSIX).

4. JlokazaHHOE yBEJIUYECHHE Pa3MEPOB CYIIECTBYIOIIMX OYaroB
OCTE€0JIN3a WU MATKOTKAHBIX MJ1a3MOLIUTOM.

5. IosiBreHME HOBBIX OYaroB OCTEOIM3a WIIM HOBBIX MATKOTKAHBIX
IUIa3MOLIUTOM (KOMIIPECCHOHHBIE IEPEIOMBI HE YUUTHIBAIOTCS).

6. TlosiBneHne THNEpKAIBIIUEMUH (KOPPETUPOBAHHBIN KaJIbITUI
CBIBOPOTKH > 2,75 MMOJIB/IT), HE CBSI3AHHOU C APYTON MPHIMHOM.

Pennaue nocJe
pocrurnyroii I1P

Hanwmuue xoTs ObI OAHOTO PHU3HAKA!

1. BeisiBieHre BHOBH TosiBUBIIErocsi M-0eika B CBHIBOPOTKE
KPOBH WJIM B MOYE METOJOM MMMYHO(DHUKCAIIMHA WIH AJIEKTPO-
(dhopesa, TOATBEPIKACHHOTO XOTs ObI B OJHOM M3 HUCCJICIOBAHHM,
MIPH UCKITIOYCHUN OJMTOKIOHATBHON CEKpPEIuu MPHU PEeKOHCTH-
TYLUH UMMYHHOU CHUCTEMBI.

2.bonee 5 % IIK mo maHHBIM HCCIENOBaHUS IYHKTaTa WIH
Tpenanoouonrtara KM.

3. [osiBiieHHE HOBBIX OYAroB OCTEOJIM3a HJIM MSITKOTKAHBIX TUIa3-
MOLIMTOM WM JOKa3aHHOE YBEJMYEHHE Pa3MEpPOB HMMEIOIINXCS
0YaroB OCTE0JIN3a (KOMIIPECCHOHHBIE MIEPEJIOMbI HE YUUTHIBAIOTCS).
4. TlosiBneHWe TUTIEPKATIBIIMEMUN (KOPPETUPOBAHHBIN KaIbIIAN
CBIBOPOTKH > 2,75 MMOJIB/IT), HE CBSI3AHHOU C APYTOM MPHUYHHOM.
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HPUJIOKEHHUE I

Tabnuna ['l — OcHOBHBIE CXeMbl XUMUOTEpanuu 00J1bHBIX MM

Cxema
JICUCHUA

[Ipenapatsl

J103b1 ¥ peXUMBI
BBEJICHUS

Db HEeKTHBHOCTL
B KQUeCTBE
1-11 nuaNUn

Tepanuu
(ITP, YP)

OPheKTMBHOCTH
B Ka4eCTBE
2-i1 nuHUN

TEpariy 1 pH
peuuanBe
(ITP, YP)

VAD

Bunkpucrux

0,4 mr/nens 1-4 gus
B BHUJ€E IIOCTOSHHOU
B/BEHHOU MH(Y3UN

AnlpuaMuLIvH
(moxcopyOuiuH)

9 mMr/M*/nenp 14 st
B BHUJE IIOCTOSHHOU
B/BeHHOU MH]Y3HUH

JlexcameTra3oH

40 Mr/meHs per 0s Win
B/BEHHO B JHM 1-4-H,
9-12-i1, 17-20-i1 qau

45-60 %

30 %

VAMP

Bunkpuctun

0,4 mr/nens 1-4 gusa
B BHJIE ITOCTOSTHHOM
B/BEHHOU MHOY3UH

AJZlpraMuIIH
(moxcopyOuIIHH)

9 mr/m°/nenpb 1-4 qus
B BUJI€ [IOCTOSHHO
B/BeHHOU MHPY3UU

MeTtwimpeHU3010H

1 r B/BeHHO B 1-5-i1 nuu

50 %

30 %

C-VAMP

Huxnodochamua

500 mr B/BeHHO B 1-H,
8-1, 15-i quu

Bunkpucrux

0,4 mr/nens 1-4 gusa
B/BEHHO B BHJE ITIOCTOSH-
HOU B/BeHHOW MH(DY3UH

AJZlpraMuIIH
(moxcopyOuIIHH)

9 mr/m°/nenb 1-4 qus
B BHJE IIOCTOSHHOU
B/BeHHOU MHPY3HUH

MeTtuinpeHU3010H

1 r B/Be"HO 1-5-1 nHUM

44-60 %

3040 %

HCVAD

Huknodochammu

300 Mr/M° B/BEHHO
KarejapHo 12 4yacoB B
1-3-1 nau

Bunkpucrun

2 MI/neHb B/BEHHO B 1-ii,
9-11 muu

JlokcopyOurma

50 mr/mM° B 4-i1 1eHb

JlexcameTa3oH

40 Mr/neHp per oS Win
B/BEHHO B 1-4-ii,
9—12-i1 nau

65 %

40-50 %

Jexkca-
METa30H

JexcameTa3oH

40 MT per 0s WM B/BEHHO
B 1-4-11, 9-12-1, 17-20-i1
JHU, UK Kakaele 35
nuert i 40 Mmr per os,
WIA B/BEHHO B 1-4-i
JTHH, MK Kaxkaplie 410
JIHEW C TOCJIEeaYIOIIUM
MepexooM Ha TOJ-
JIEPKUBAIOLIAN PEXUM
1 pa3 B HEJICITIO

50 %

3040 %
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[Tponomxkenue Tabmauup I'1

M2 Bunkpuctun 1,4 Mr/M° B/BEHHO B
(VBMCP) 1-i1 neHp
Kapmyctun (BCNU) | 20 mr B/BeHHO B -1 ieHb
Mendanan 8MrM perosB 1-7-imm | 40-50 % 20-30 %
[Mukmodochamm 400 Mr/M° B/BEHHO B
1-i1 neHn
[IpenHu3010H 40 M/ per os B 1—7-it mt
VMCP Bunkpuctun 1 MO’ B/BenHO B 1-i JIEHb
Mendanan 6 Mr/M° per os B 1-4-ii
THA
[uknopochamun 125 wmr/mM° B/BeHHO B 14-30 % 10-30 %
1-4-i nam
[Ipeanuzonon 60 mr/m2 per os B 1-4-i
IHU
DCEP JexcameTra3oH 40 mr/nmeHb per os B
1—-4-i naun
Huknodochammun 750 mr/ness 1-4 nau
B BHE MIOCTOSHHOMN
B/B uH(Y3UHU
DTono3uyg 75 mr/nens B 1-4-it nun
B BHJE IOCTOSHHOMH He
B/BeHHOU MH]Y3HUU UCIIOJIb3YETCS 60-70 %
IImatunon 25 mr/ness B 1-4-i1 qau
(ucrutaTuHa) B BHJE IIOCTOSHHOU
B/BEHHON MH(Y3UN
I'-KCoD 300 MKr/ness ¢ 1-ro mas
IO BOCCTAHOBJICHHS
TPaHyJIOIUTOB
DT-PACE |/lekcameTazoH 40 Mr/meHs per 0s
B 1-4-11 naun
Tanmunomun 400 mr/neHs per os
€KEIHEBHO
IInatuHON 10 mr/mM*/nesn B 1-4-it
(TmucrutaTrHA) IIEHb B BUJE IIOCTOSH-
HOM B/BeHHOH MH(Y3UH
AnpuaMHULIH 10 MF/Mz/HeHL B 1-4-i1
(moxcopyOuiuH) JIeHb B BHIE HOCTOSH- He
HOU B/BeHHOU HH(DY3UH 70 %
[Hukmodochamm 400 Mr/ M*/meHb B 1-4-it HCTIOTB3YeTeR
IHH B BUJE ITOCTOSHHOM
B/BEeHHOU MH]Y3UH
OTomno3umg 40 mr/ MZ/HGHB B 14-i1
JICHb B BHJE IIOCTOSH-
HOU B/BEeHHOU MH(DY3UH
I'-KC® 300 MKr/aeHs ¢ 5-ro
IIHA 10 BOCCTAHOBJIEHHS
TPaHyJIOIUTOB
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Oxonyanue tadbnuus I'1

DT JlekcameTa3oH 40 mr/neHb per os B 1—
4-i, 9-12-11, 17-20-i
JTHU 59-68 % 48—-64 %
Tamunomung 200 mr per os B 1-28-i
IHA
VD Benkeiin 1,3 MI/M” B JIeHb B 1-i,
(Bortezomid) 4-i, 8-k, 11-i pgHH,
Kax b UK 21 neHn 35-70 % 25-38%
Jlexcamerason 40 mr per os B 1-4-ii tHu
PAD Benkeiin 1,3 MI/M” B JIEHb B 1-1,
(Bortezomid) 4-11, 8-i, 11-ii neHb, Ka-
KO MK — 21 eHn
AnpuaMunivuH 9 mr/M*/neHb B 1-it 1eHs
(moxcopyOUIIHH) B BHAE IIOCTOSHHON 89 % —
B/BEeHHOU MH]Y3HH
JlexcameTa3oH 40 Mr/geHs per 0s Win
B/BeHHO B 1-4-ii, 9—12-i,
17-20-i mum
PJ1 Pesnemun 25 mr per os B 1-21-i1
(JIeHaIMIOMU ) JTHU
JlekcameTa3oH 40 mr/neHb per oS Win 91 % 50 %
B/BeHHO B 1-4-ii, 9—12-ii,
17-20-i mau
Dexa- JlexcameTra3on 8 Mr x 3 pasa B JIeHb
BEAM B 1-10-i1 qaun
BCNU 60 Mr/M° BO 2-if JIeHb
Dromo3ns 150400 mr/m° B 4-—7-i1 HE 70 %
JICHD HCTIOJTB3YETCSI 0
[utapabun 100 mr/m” x 2 pasa
B J€Hb 4—7-1 neHb
Mendanan 20 Mr/™° B 3-ii JIEHD
VMP Bopre3omu6b 1,3 mr/m? B g 1-i, 4-i,
8-#1, 11-#, 22-i, 25-1,
29-i, 32-1 OHU KaXI0-
ro IHKJIa
Mendanan 9 mr/m? B 1-4-i1 neHb
Ka)KJI0ro IIMKJIa
[Ipeanuzonon 60mMr/m? B 1-4-i1 neHp
Ka)KIO0I'0 IIUKIIA;
MIEPEPBIB MEKITY
muKiIamMd — 10 gHel.
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Tabmuua {1 — Jlewenue 601u npu MM

HHPUJIOKEHUE J1

I'pymna [Tpumepsr KommenTapuu
IpenapaTos
Henapxotuueckue | Ilapaneramorn, 1 r 4—6 pa3 B cyTKHu. BuyTpp B Buae TabieTok
aHaJIbT€TUKU [TpumMeHsieTcs npu JEerkoi U yMEpeHHOH | WK B XKHMIKOM (hopme; BbI-
ooum. MyCKAaeTCsl M B BHJIE PEK-
TaJbHBIX CBEUCH.
HIIBC Jly4diie He Ha3HA4YaTh; €CIIU
UCTOJIb30BaTh, TO ¢ 0OJIb-
110 OCTOPOKHOCTBIO.
CnaOsle D¢ hexTuBHBI IPU YMEPEHHOU OOIH. B mHauane nedeHuss BO3-
HapKOTUYECKUE [MTapaneramoin/koaenH: 8 MI KOJEWHA W | MOXKHBI OTJTYIIEHHOCTD,
aHaJIbI€TUKU 500 mr nmapaneramorna; COHJIUBOCTb.
oObryHas no3a — 2 TabneTku Kaxuele | HapkoTuueckue —aHambre-
6 yacoB TUKM  BBI3BIBAIOT  3ariop,
Konewn, 30—60 Mr wiu TurHapokoje- | OOBIMHO TpeOyrommii  Ha-
uH, 30—60 mr, 10 6 pa3 B CyTKH 3HAYEHUS CIAOUTENbHBIX.
IIpu nopakeHuH Novex Ha-
3HAYalT C OCTOPOKHOCTHIO.
CunbHble D¢ dexTuBHBI pu yMepeHHOW W cuiib- | To e, 9To M I ciadbIx
HapKOTHYECKHUE HOM 60IH. HapKOTHUYECKUX  aHajbre-
AHAJIbI€TUKHU Mopdun — mnpenapar BbIOOpa NpHU | TUKOB.
(mpuponHbIe CHJIHOW 0O0JIM; Ha3HAYal0T B MHBEKIUAX
OTHOUIbI) nubo B Tabnerkax, HayuHas ¢ 5—10 mr
Kaxxaele 4 gaca
[Tocne ompeneneHusi CyTo4HOU MOTpEO-
HOCTH B aHAJIbI'€THUKAX
MOJKHO TIepeBeCTH OOJILHOTO Ha TabieT-
KU JJIUTEIBHOTO IeHCTBHS;
pu 000CTpeHUr 00JIH, eclii HEOOXOIH-
MO, JOMOJHUTEIBHO Ha3HAYaloT MOp-
¢buH KOpoTKOTO AeicTBus Mo 5—10 M.
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