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PE3IOME

B crathe ommcaHo KiIMHUYECKOe HaOIrogeHHe 3a OOJNBHOW C OJHOBPEMEHHBIM TEUEHHUEM
TUMQPOHUITHON ¥ MHEJIOWIHOW Heorutasuil. Y OO0JIbHOM OBUIO BBISBICHO 2 3a00JICBaHUS -
MHOXecTBeHHass mueiaoma (MM) u mepuunbiii Muenodudpo3 (IIM®D), kotopsie TMOATBEPKIACHBI
JAaHHBIMH ~ TE€MOTpPaMMbl,  MHUEJIOTPAMMBI,  TPEMaHOOUONCHH,  HWMMYHOTHCTOXHMHUYECKOTO,
IIUTOT€HETHYECKOTO, OMOXMMUYECKOTO U PEHTI€HOJOTHYECKOT0 HCCIeIOBAHUN. 7 KYpPCOB TEpamuu
no nporpamme «VAD» u 11- HenenbHOE NeueHHE PEKOMOMHAHTHBIM SPUTPONOITHHOM OeTa C
MOCJICYIONUMU KypCcaMH TOJJICPKUBAIONICH Tepanuu OopTe3oMuHOOM M HHTEephEepoHOM anbdha
MO3BOJIUIIM  JOOUTHCS ~ TOMHOW  KJIMHHMKO-TeMaroyioruueckoil pemuwccun MM.  Opnnako
nporpeccupoBanre [IM® 3aBepmmioch pa3BuTHeM OnacTHOro kpusa. [lanumentke mposeaeHo 3
Kypca Tepanuu 1o nporpamme «5+2», KOTopble O3BOJWIM 3aMEAJIUTh MIPOrpecCupoBaHne OOJIE3HU.
Opnako uvepe3 3 Mecsla ManueHTKa Morubia B pe3ysbTaTe pPa3BUBIIETOCS TeMOpPParuyeckoro

CUHApOMa.

Knrwouesvie cnosa: mnoowcecmseennas muenoma, nepeutmbzd Mueﬂoqbu6p03, pumponos3muH,

naazmamuyecKue Kiemkuy, OCmpbulil MUETOUOHBII JIeUK03, aHeMUsl, 0eCmMPYKYUuu Kocmetl
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In the article is presented the case report of a patient with simultaneously developed lymphoid
and myeloid neoplasms. Diagnosis’s of multiple myeloma and primary myelofibrosis were confirmed
by complete blood count, myelogramm, trephinebiopsy, immunohistochemical, cytogenetic,
biochemical and x-ray’s examination. Complete remission of multiple myeloma was achieved after 7
cycles «VAD» and treatment with Recombinant Erythropoietin Beta during 11 weeks with subsequent
maintenance therapy cycles of Bortezomib and Interferon Alpha. However, primary myelofibrosis was
progressed to blastic crisis. Disease’s progression was delayed with 3 therapy cycles «5+2». But 3

months later hemorrhagic syndrome appeared and patient died.

Key words: multiple myeloma, primary myelofibrosis, erythropoietin, plasmatic cells, acute

myeloid leukemia, anemia, bone destruction

BBEJAEHUE

B nocnennue roael, Onaromaps pa3paOOTKE W HCIIOJIB30BAHUIO B KIMHUYECKOW MPAKTUKE
HOBBIX  JIGKAPCTBEHHBIX  MpPENapaTroB,  MOHOKJIOHAJIBHBIX  aHTUTEN,  TpaHCIUIAHTAI[MH
TeMOTOATUYECKHX CTBOJIOBBIX KJIETOK, YAAJOCh CYHIECTBEHHO YBEIMYHUTH OOMIYI0 BBDKHBAEMOCTD
OOJIBHBIX OITyXOJIEBBIMHU 3200JIEBAaHUSIMHA KPOBETBOPHOH M JTMM(paTHUECKOW TKaHU. B TO e Bpems ¢
YBEJIMYEHUEM TPOAODKUTEIBHOCTH KU3HU TaKWX MAIleHTOB OTMEUYaeTCsi U POCT BTOPUYHBIX
oryxoJei. Mexly TeM U3BECTHO, YTO MPU NMPOrPECCHU FeMaTOIOTHUYECKOM OIyXoiH y OONbHBIX, HE
MOJTAIOIINXCST XUMHOTEPAIK, MOTYT HAOJIIOAAThCS CIy4ad Iepexo/ia 3TOW OMyXOJH B APYyroe —
Oosee 370KauecTBEHHOE 3aboseBaHue. Tak, MHOKecTBeHHast muenoma (MM) tpanchopmupyercs B
OCTPBIH TUTa3MOKJIETOYHBIHN/TIIa3MO0JIACTHBIN JICK03, HexoKKHHCKass TuMdoma (HXJI) — B ocTpsrit
muM@oOacTHeI Jeiiko3/ muMmdobnacTHyro aumdomy [1, 2, 3]. B cBs3u ¢ 3TUM HEOOXOIUMO YETKO
pa3nuyath TpaHCHOPMAIUIO OJHOTO 3a00JIeBaHHS B JAPYroe Kak OWOJIOTHYECKYIO 3BOJIOIUIO
OITyXOJICBOTO KJIOHA WM pPAa3BUTHE BTOPUYHBIX OITyXOJEH. ODBOIIONHUS OMYXOJEBOTO KIIOHA
BO3HHKAaE€T B OCHOBHOM BCJIEACTBHE MOTEPU CTAOMIBHOCTH T'€HETUYECKOTO ammapara MaTpHUYHOM
JIHK, HEeBO3MOXXHOCTHM penapaldd TeHOMa M TMpeKpalleHus arnonto3a. Takoe TUIUYHO JUIs
OJacTHOTO KpHu3a nepBUIHOTO Muenopuodpo3a (IIMD) u xporudeckoro muenoneiikoza (XMJI).

dakTopaMu  pHCKa  pa3BUTHSA BTOPUYHBIX  OMyXOJIeH MOTYT OBITh  CIIEAYIOIINE:
MpEeIIIecTBYIONIEEe JeUeHUe, BO3pacT W/MIU TeHeTWdeckue HapyiieHus [4]. Bropuynble omyxoiu
YacTO WHAYLHMPOBAHBI IPEIIIECTBYIONUM JIEYEHHEM M BO3HHMKAIOT 3a CYET HEMOCPEICTBEHHOTO

BOBHCﬁCTBHH MOBPCIKAAOIICTO arcHTa Ha TeHEeTUYCCKHI armapar KIJICTKH. B kadecTBe BO3MOXKHBIX
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NPUYHHHBIX (DaKTOPOB, BIMSIONIMX HA YaCTOTYy BTOPHYHBIX OITyXOJIEH, pacCMaTpPHBAIOTCS ITydeBast
Tepamnusi, XUMHUOIIpenaparsl ¢ ankuiupyomuM b dexrom (Mendanan, nukinodochamu, mpernapaTsl
HUTPO30MOYEBHUHBI), NpenapaThl IUIATHUHbI, UHTUOUTOPBI TONMOM30MEpasbl (3TOMO3UI, TEHHUIIO3UA U
ap.), aeHanuaomun [5, 6, 7]. Ilpumepom MoOXKeT ObITh YBEIHYEHHUE KOJIMYECTBA BTOPUUYHBIX OITyXOJeH
(OMJI, MZIC, octporo mumMQpoOIacTHOTO JIeHK03a, B-KIeTOYHBIX JTUM(OM, CONHUIHBIX OIyXOJeH) y
MOJIOJBIX MalueHToB ¢ MM, KkoTopblM Obula NPOBENCHA TPAHCIJIAHTALUS TI'e€MOINOITHYECKUX
CTBOJIOBBIX KJIETOK C TOCJEAYIOUed KOHCONMIAIMeH JIeHAIMJOMUIOM U  Ha3HaYCHHEM
MOJICP’KUBAIOIICH TEpaIuy JICHATUAOMHUIOM Ooliee 24 Mecs1eB, 0 CPAaBHEHHUIO C IPYMION OOIBHBIX,
He MoJy4aBIIMX JeHanuaomusa [8]. B nurepatype umerorcs equHUUHBIE coo0IieHus o pa3suruu [IM®
C XapakTEePHBIMH KIMHUKO-TA00OPATOPHBIMU MPOSBICHUSMU U TreHeTudeckoi mytarueir VO617F rena
JAK2 y OonpHOro mnumpomoit XoO/PKKMHAa dYepe3 HECKOJbKO JIET TOocCjie TpaHCIUIaHTaluU
TeMOIOITUYECKUX CTBOJIOBBIX KIETOK [9]. OOOCHOBaHHBIM (DaKTOPOM pHCKA CUUTAETCS BO3pacT.
NHumneHTsl onyxosel yBelIUYMBAIOTCS ¢ KaxasiM nocieayomuM 10-netuem: 0,40% (45 — 54 r.),
0,97% (55 — 64 1.), 1,82% (65 — 74 1.), 2,54% (75 — 84 1.), 3,86% (=85 net). Bropuunsle omyxoinu,
KaK MpaBuio, yXyALIaloT OporHo3 y nauuentos [10, 11, 12, 13].

OnucaHo TaKXKe MNapajlJIeIbHOE TEYEHHE [BYX OIYXOJEBBIX IPOLIECCOB, BO3ZHUKIIMX U3
Pa3NUYHBIX POCTKOB KPOBETBOpPEHHs (JTMM(OHMIHOTO W MHEJIOWAHOTO0), Hampumep, MM y OOIbHBIX
MuenonponudepaTUBHEIMU  3a0osieBaHusIMA ~ [6].  OmyxomneBble  3a00eBaHUS  MOTYT  OBITH
JMarHOCTUPOBAHbI OJJHOBPEMEHHO y MallMeHTa, paHee He MOJy4yaBIlero HU JIydeBoro, Hu XT neueHus
[14, 15, 16, 17]. [lapanpoTernHeMUs /UK MAPANPOTEHHYPHUS Yy OOJIBHBIX C MUEIONPOIU(pEPaTUBHBIMU
3a00/IeBaHUSAMU  (XPOHHYECKUM  MHENIOJIEHKO30M, TEPBUYHBIM  MHENOPUOPO30M, HCTUHHOMN
NOJULIUTEMHEN) BCTpedaroTes KpaiiHe peako. [IpudanHa napanporenHeMun py 3TUX 3a00JIEBaHUAX HE
coBceM scCHAa. BO3MOXXHO, 4YTO Takoe COYeTaHUE SBJSIETCA PE3yJbTaTOM MATOJIOIMU OOuIeH
MOJIUIIOTEHTHOW CTBOJIOBOM KJIETKH. Y HEKOTOPBIX TaKUX OOJIbHBIX B KOCTHOM MO3T€ KpOMe OObIYHOM
MUEJIOUAHON TUIEpIUIa3ud OBbUIM HalleHbl OTAENbHBIE CKOIUIEHHS IJIa3MaTHYECKUX KIETOK MU
JTUM(OIMTOB, YTO MOXKET ObITh OJHOM M3 MPUYMH NapanpoTenHEMHUH. BhIcka3blBaeTCs TakKe€ MHEHHE,
COIJIACHO KOTOPOMY MapanpoTEeHMHEMHs SIBISIETCS OTBETHOW peakiued Ha aHTUICHHBIM CTUMYI,
BBI3BAHHBIN pa3pacTaHUEM MATOJOTUYECKUX MUEIOUIAHBIX 2JIEMEHTOB [18].

Mpl HaOmOJaIM MALMEHTKY, Y KOTOPOM NpH TMEPBUYHOM OOpalieHHH ObLIO BBISBIEHO 2
3a00eBaHUsI — MHOXKECTBCHHAsi MHUEJIOMa W TMepBUYHBIN MuenoduoOpo3. OmHako mpexae dYem
IPUCTYIUTH K OMHMCAHUIO 3TOT0 HHTEPECHOI'0, Ha HAlll B3I, KIMHUYECKOTO ClTy4yasi, OCTAHOBUMCS Ha
COBPEMEHHBIX KPHUTEpPUAX JAMArHOCTUKHM CTOJIb PA3HBIX [0 TEYEHUI0O M MOAXOJaM K Tepanuu

3a00JIeBaHUIA.
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MHosxecTBEHHasi MHUEJIOMa BBISBIISICTCS Yallle y JIULL T0KUIIOT0 Bo3pacTa (MeraHa COCTaBIISIET
64 rona). 3aboneBaemoctb MM B EBpornie u Ceeproii AMepuke coctaBisieT 5 — 10 ciayuaeB Ha 100
000 wnacenenusi, B Poccum — 1,24 na 100 000 mnacenenuss [19, 20]. Jlna JauUarHOCTUKHU
cumrnroMatnaeckoi MM HeoO0Xxonumbl 3 OCHOBHBIX KpuTepus. 1. BolsiBieHue B myHKTaTe KOCTHOTO
Mo3ra mnamueHtra Oonee 10% omyxoneBbIX MJIa3MaTHYECKUX KiIEeTOK. 2. OOHapyxeHue mnpu
MMMYHOJIEKTpO(hope3e MOHOKJIOHAIBbHOIO MMMYHOIJIOOY/IMHA B ChIBOPOTKE KPOBH WIM B Moue (3a
UCKIIIOUEHHEM HecekpeTupyromed wuenomsl). 3. OpraHHele AucGyHKIMH, OOYCJIOBJIEHHBIE
TUIa3MOKJIETOYHONW MH(WIbTpaLMEei: a) THIepKaablieMus (YpOBeHb KalbliUs B CHIBOPOTKE KPOBU >
11,5 wmr/om), ©6) mnoyedHas HEJOCTATOYHOCTH (CHIBOPOTOYHBIA KpEaTHHWH > 2 MI/WI), B)
HOPMOXPOMHasl, HOpMoUUTapHasi aHemusi (ypoBeHb remornoomHa < 100 r/nm wim Ha 20 /71 HUKE
HOpMBI), T) MOpaXeHHE KOCTeil ckejera (odaru JM3Mca, TsKeNIash OCTEONEHHUs, MaTOJOTMYECKUe
nepenomsl). JlnarHo3 MM ycraHaBIMBaeTCsi Ha OCHOBAHMU IEPBBIX JIBYX KPUTEPUEB M HE MEHEE
OJTHOTO M3 TMOKa3aTeled OpraHHbIX JUCPYHKUMH. OTta  Kareropuss OONbHBIX  TpeOyer
He3aMeJUIMTENbHOr0 Hayana JiedeHus. OTCyTCTBUE OPraHHbIX MOBPEXKIEHUH SIBIISETCS OCHOBaHUEM
1151 Bepu(UKaIUK TICIOLEeH (aCUMIITOMAaTHYECKOM) MUETIOMBI, He TpeOyromeit neuenus [21].

Ha sTane nuarHoCTHKM Ba)KEH HE TOJIBKO CTEPHAJIBHBIN IMyHKTAT, HO M TPEIaHOOUOIICHUS, TaK
Kak a1 MM xapakTepHa O4aroBOCTh IMOPAXKEHUS KOCTHOM TKaHU. B CIIOXKHBIX Ciy4asx IHarHo3
IIOMOTaeT YCTAHOBUTb HMMYHO()EHOTUIIMPOBAHHWE IIIa3MATUYECKUX KIETOK C IIOMOIIBIO
MMMYHOTHCTOXUMHHM WM TNPOTOYHOH IUTOQIYOPUMETPUU. XapaKTepHbBIM HMMYHO(PEHOTHIIOM
KJacTepoB AU HEepeHIIMPOBKY Ha TUIa3MaTHUecKuX Kietkax sisiercs CD138+ u CD38+. Hepenko
obOHapyxuBaeTcss W BbIcokass dkcmpeccus CD79a, CD19, CD56, CD28, CD117, EMA, CD44+,
CD58+, slg, clg [5, 22].

[lepBuunbiii  Muenopubpo3 — XpoHHUUEcKoe MuenonponudepatuBHoe 3a00JeBaHMUE,
XapakTepu3ymomeecss BbIpakeHHbIM (puOpo3om KocTtHoro mosra [23, 24]. BeuBnsercs wame y
MOXKHIIBIX O0JIbHBIX. 3aboseBaeMocTh coctaBiaseT 0,3-1,5 ma 100000 Hacemenus B rom — [24].
KimHanko-muarHocTuueckue KpUTEpUU JTaHHOTO 3a0oJieBaHusi Obutn mpemioxkenbsl PVSG, CIIA
[12], a ¢ 2008 r. mpeTeprieny U3MEHEHHS M BKIIIOYAIOT TpU OOJNBIIMX U JBA MaNbIX Kputepus [3, 25,
26]. bonpmme kputepuu. 1. BoisBieHue nposiudepanuy aTUMUYHBIX METaKapUOLKUTOB, OOBIYHO B
COYETAaHUH C PETUKYJIMHOBBIM H/MJIHM KOJUIAreHOBBIM (rOpo3oM. [Ipu OTCYTCTBUH CYIIECTBEHHOTO
PETUKYINHOBOrO (ubpo3a MOTYyT ONpenensITbCs HM3MEHEHUs B MErakapHOLMTapHOM pOCTKE,
KOTOpbIE COMPOBOX/JIAIOTCS YBEIMYEHHEM KJIETOYHOCTH KOCTHOTO Mo3ra ¢ mposudepanueit
IpaHyJOLIMTOB M CHIKEHUEM 3putponodsa. 2. OrcyrctBue BO3 xpurtepueB HUCTUHHON
nonuuutemMu, BCR-ABL1-n03UTUBHOIO XpOHUYECKOIO MHUEIOJEHK03a, MHEIOANUCIIACTUYECKOTO

CHUHApPOMAa WM JPYIMX MHEIOUIHBIX 3aboneBanuid. 3. OOHapyxkenue JAK2V617F wmmm apyrux
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KIIOHAJTLHBIX MapkepoB (Hampumep, MPLWS515K/L). /luarHo3 HEe HWCKIIOYACTCS MPU OTCYTCTBUH
KJIIOHATBHBIX MapKepoB 3a00JIeBaHUs, HO MPHU YCIOBUHU, 4TO (PUOPO3 KOCTHOTO MO3Ta HE CBSI3aH C
uH(eKIren, ayTOMMMYHHBIMU 3a00JIEBaHUSMH, BOJOCATOKIETOYHBIM JICUKO30M WJIH OIyXOJbIO U3
TUM(OUTHON TKAaHH, a TAKXKE C TOKCHYECKHM (XPOHHUYECKHM) IOBPEKIECHHEM KOCTHOTO MO3Ta.
Manbie Kputepud: a) JEHKO3pUTPOoOsacTo3; O) yBEIMYECHHWE YPOBHS JIAKTaTACTHAPOTEHA3bl B
CBIBOPOTKE KPOBH; B) aHEMHSI; T) CIUICHOMETaJTHSI.

CornacHo knaccu(pUKalMyi MUEIOUIHBIX OITyXOJel, mpemioxxeHHoi sxcnepramu BO3 [3, 27],
B TEUCHUHM TNEPBUYHOTO MHUENo(uOpo3a BBIACISIIOT XpOHHUYECKYI0 (azy u OmactHyoo (dazy.
Xponnueckass (aza IIM® npnurtenpHOe BpeMs MOXKET NPOTEKaTb OTHOCHUTEIBHO CIIOKOMHO, C
MpU3HAKaMU yMEpPEHHOW aHeMHMHM M CIUIEHOMeranuel, He TpeOyIoIMX HMHTEHCUBHBIX JIeUeOHBIX
Meporpustuid. OIHAKO MOXKET HAaOMIOAAThCAd M CTPEMUTENIBHOE MPOrpeccHpoBaHre 3a00JeBaHUS C
OBICTPBIM POCTOM 4HCIAa OJACTHBIX DJIEMEHTOB B KOCTHOM MO3re WiH Tepudeprudeckoil KpoBHU, C
MepexoIoM B OJ1acTHYIO (pa3y, TpeOYIOIIYI0 MHBIX MOIX0/I0B K JICUYCHHIO.

B xopme mporpeccupoBaHMsi MHOTHMX TeMaTOJOTHYECKHX OIMyXoJedl HaOMioJaeTcsl MOsBIICHUE
¢ubpo3a KOCTHOM TKaHM, 4YTO B TEPBYIO OdYepeAb CBOWCTBEHHO MHUEIONPOIU(PEPATUBHBIM
3a0oneBanusM. OpHako y 10-30% OombHbIx MM B MpPOABHHYTHIX CTaausX OOJE3HH, TOCHE
MIPOBE/ICHUS] HECKOJIBKHUX JIMHUM XUMHOTEPANIH TAKXKEe MOXKET pa3BUBATHCA (PUOPO3 KOCTHOW TKaHH,
COMPOBOXKTAOIIHICS cruieHoMeranuen [28, 29, 30]. ®ubpo3 B TakuX Clydasx BO3HUKAET BCIEICTBUE
ctuMmyisiii - puOpoOIacToB  IUTOKMHAMU  (TpOMOOMOITHH, TpaHchopMupyoomuii  daxrop,
OCTEOINPOTETEPUH), KOTOpPBIE  CHUHTE3UPYIOTCS  HU3KOAU(PPEPEHIMPOBAHHBIMU  OIYXOJIEBBIMH
IJIa3MaTHYECKUMH KJICTKaMH, OOJIaJaloIIMMH BBICOKOM MHTOTHYECKOM akKTHBHOCTBIO [29, 30, 31].
[Tpu >TOM KNMHMYECKas: KApTUHA HAIIOMUHACT MepBUYHBIN Muenoduopos [28, 32, 33, 34, 35]. B 1o xe
BpeMsl CYIIECTBYET ckiiepo3upyromias hopma MM, nipu KoTopoii siBneHus Gudpo3a/ckiepos3a KOCTHOM
TKAaHU BBISBIISICTCS YK€ Ha dTare TUarHOCTHKH.

BolsiBneHne y OAHOrO ManyeHTa JByX OITyXOJIEBBIX 3a00JIEBaHUN NPEJCTABIISIET MHTEPEC C
TOYKH 3pEeHHs] MPOTHO3a U OcoOeHHOcTeW Tepanmuu. B KkauecTBe WUTIOCTpallMM MapajlieIbHOrO
TE€YCHHUS MHOKECTBEHHON MHEIOMBI U IEPBUYHOTO MHEN0PHOpOo3a, MPUBOIUM HECKOJIBKO BBHIITUCOK U3

UCTOpUH OO0JIC3HH OHOMN MAIIMEHTKH.

CJIYUYAM U3 TIPAKTUKH
[Tarmentka I1.H.B., 54 net, oOpatunace B nekadpe 2005 roma ¢ »xamnobamu Ha OBICTPYIO
YTOMIJIIEMOCTh, cabocTh, 00K B MO3BOHOYHMKE. M3 aHaMHe3a BBIICHEHO, YTO BIIEpBbIE OOJH B
MO3BOHOYHHMKE MOSBIINCH B ceHTs0pe 2005 1. OOcnemoBaHa, NMpPOW3BEACHA PEHTTCHOTpa(Us

MO3BOHOYHMKA M BBISBJICH PACHPOCTPAHEHHBIN OCTEONOpo3. BOIbHON MpoBENH KypC MaHyalbHOU
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TEpamuy, TMOcJIe KOTOPOrO OTMEYaloch ycuieHHe Ooneil. JledeHme  HECTEPOHMIHBIMHU
MPOTHBOBOCTIAIMTEIEHBIMA TIPENapaTaMy TaKKe He JIaJ0 MOJIOKUTEIILHOTO pe3ynbrata. B nexabpe
2005 r. B KIMHMYECKOM aHAJIM3¢ KPOBH BIICPBBIC BBISBJICH JICHKOIIMTO3 C YBEJIMUYCHHEM YHCIIA
He3penbIX (OJaCTHBIX) KIETOK 70 5%, B CBSI3U C YyeM OoJbHas OblIa CPOUYHO TOCHUTAIM3UPOBAHA B
reMaToJIOTUYECKOe OTACIICHUE OAHON U3 ropoackux Oonbhull Cankt-IlerepOypra.

[lpr MOCTYIJIGHWW COCTOSIHUE TAMEHTKH CPEIHEH TSKECTH, BBISBICHA CIUICHOMETAJHS:
celie3eHKa YMEPEHHOW TUIOTHOCTH, Kpail ee MaJbIIMPOBAJICs Ha 2 ¢M HIDKe peOepHol ayru. [leueHp u
nepudeprdeckre JTUM(pATHUECKUE Y37Ibl HE YBEIMYCHBl. B KIMHMYECKOM aHaIu3e KpOBH
(12.12.2005) 3apeructpupoBaH JEHKOIMTO3, CABHUI BJICBO 10 OJACTHBIX KIETOK, Oazoduius,

TpomMbo1IUTO3 (TAbI. 1).

Ta6amua 1

Iloka3aTe/ i reMOrpaMMbl 00JIbHOI MPH THATHOCTHKE H B MPOIIECCE JIeUeHHs

JlaTa reMorpamMMsl 12.12.05 | 22.05.06 24.11.06 26.02.07 27.03.08 12.05.08 | 30.09.08 16.10.08 25.12.08
/3 5,5 mec. 4/3 13,5 mec.

IIporpamma siedueHust Hcxonno| I'mapea 1.0 S «VAD» | 7 u. «VAD»| Boprezomub | «5+2» Tunpea 0,5 2 K. «5+2»
Ioka3zaTenb reMorpaMMel +3I10 + NH®-a NHO®-a
I'emorno6uH (/1) 118 100 89 123 130 119 125 126 115
DpurtpouuTsl (x10'%/1m) 39 3,5 2,85 3,79 4,6 4,3 4,2 5,1 4,12
Jleiixonutsl (x10°/1) 18,9 14 3,0 3,5 5,4 5,5 5,1 5,1 5,2
baactel (%) 4 1 0 0 2 1 11 27 4
IpomuenouunTtst (%) 0,5 1 0 0 0 2 2 1 1
MuenouTtst 6 16 0 0 1 0 3 0 1
Heltpoduibhbie (%)
MeTaMuenonnTs 2 13 0 0 0 0 0 0 1
Heltpoduibhbie (%)
IManoukosgepHble 15 6 7 7 2 3 2 3 3
HeiTpod sl (%)
CermeHTOs IepHbIe 37 38 66 47 43 41 11 14 14
Heirpodmisl (%)
Do3uHo¢ub (%) 3 2 1 1 2 0 2 5 0
basoduisl (%) 13 6 0 0 24 12 8 15 13
Jlumdormtst (%) 18,5 16 18 38 24 39 56 35 61
Mononutsl (%) 1 1 8 7 2 2 5 0 2
TpomGouuTs (x10°/1) 666,4 303 141 177 1009 1118 275 326 884
COD (mm/9) 17 28 12 11 17 30 17 31 20

AHM30LUTHI, MAKPOLIUTHI, KAIJICBUIHBIC SPUTPOLUTHI; NOIKUXpoMasust. [urantckue TpoMoounThl. TpomGobaacTel 2-4/100.

[Ipoussenena nynkuust rpyaussl (12.12.2005). KocTHbIi MO3r TMIOKJIETOYHBIA (YHCIO
muenokapuouutos — 20,5x10°/1). OtMedanock ycunenue nponudepanuyn HeHTpoQUiIos co CABUIOM
no muenobmnactoB (5,6%), 6azopwmusa (7,4%) (Puc.l, a, 6, B). MerakapuouuTapHbIii POCTOK
pacumpeH, BHU3YaJIM3UPOBAIMCH OOJBIINE CKOIUIEHHS TPOMOOLMTOB, a TAKKE IUIA3MOKJIETOYHAsS
peakumst (3,2%). Ilpu yabTpa3ByKOBOM HCCIEIOBAHUU OpPIOIIHON IMOJOCTH W 3a0pIOIMIMHHOTO
MPOCTPAHCTBA OOHAPY)KEHO JIMIIb YBEJIWYCHHE pa3MmepoB ceiezeHku (128x61 wmm). Ilpum
peHTreHorpaguu ¥ MarHUTHO-PE30HAHCHOW TOMorpaduu KOCTEH CKeleTa BBISBICH OCTEONOpO3 B
IUIOCKHUX KOCTSIX, @ B IIOSCHUYHO-KPECTIIOBOM OT/IEJIE€ [T03BOHOYHHUKA - KOMIIPECCUOHHBIE TIEPEIOMBI

ten I, Il u V nosicanunbix no3sonkoB (Puc. 2, a, 0, B, T).
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Puc. 1. Koctusrit Mmo3r (Oxp. no [annenreiimy, yBenuuenne 1000) ot 12.12.2005 - a, 6, B, ot 22.05.2006 — 1, 1, :a—
6azodw, r03uHOPHIT; 6 — 6a30(wIT, HEUTPOPIITHHBIN MUCIOINT; B — MHETIO0JIACT, 0a30(WIIE; T, I, € — IIA3MOIUTHI
pa3HOU CTENEHH 3PENOCTH.

OCHOBBIBasiCb Ha TMOJYYCHHBIX JaHHBIX, BBIABICHHBIX NPU3HAKAX MHUEIONPOIH(epaIni,
ObL10 BBICKA3aHO IPEATIOI0KEHHE 0 MHETIonpor(epaTHBHOM 3aboseBaHmy,
HeknaccupuuupyemoM. HasHaueHo sedeHHne THAPOKCHMMOUYEBHMHOW B cyTouHOM npo3e 1000 wmr.

OpHako KIMHHYECKOIO S(b(i)eKTa OT TCpalluu HE HaﬁHIOI[aJ'IOCB, a COCTOSAHHUC MPOAO0JIKAIO
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nporpeccuBHO yxXyamartbes. Hapacrtama cimabocth, 0onmu B KOCTAX, TpeOyromue Ooiee 94acToro
npreMa aHaJIbIeTHYCCKUX TPENapaToB, YBEIHMYHBAIOCH YUCIIO JICHKOIUTOB, NOSBHIACH TCHICHIIHS K

CHUXCHHUIO YPOBHS reMorJIoOuHa.

0278
03-FEE-1952 F far S
01:41 v

22-DEC-2005
IMAGE 14
SER 1-3

‘ UL 03-ree-1952
| " :

Puc. 2. a - pearreHorpamma (12.2005) mosICHUYHO-KPECTIIOBOTO OTAEIa TO3BOHOYHUKA — KOMIIPECCHOHHBIE TIEPEIOMBI
ten mo3BoukoR LI, LIII, LV; 6, B, I - MarauTHO-pe3oHaHcHast Tomorpamma (ot 12.2005) mosiCHUYHO-KPECTIIOBOTO OT/Aeia
[1I03BOHOYHUKA — KOMIIPECCUOHHBIE ITepesioMbl Tes1 no3BoHkoB LI, LIIT, LV

UYepes 5 mec ot Hauana 3aboneBanus (B mae 2006 r.) OGonpHasi Oblla rOCIIUTATN3UPOBAaHA B
reMaTojoruyeckyro kinuHHKy Poccuiickoro HWW remaromorum u  Tpancdysuonoruu. [lpu
MOCTYIJIEHUU COCTOSTHUE OOJIBbHOM TSAXKENO€, BHIPAXKEHHbBIE CUMIITOMbI HHTOKCUKALIMU, NHTEHCUBHbBIE
Oonn B peOpax, NMO3BOHOYHMKE, IUICUYEBBIX M TAa30BbIX KOCTAX. M3MepeHHMe pocTa Mokasano ero
yMeHblIeHne Ha 7 ¢M (co 165 no 158 cm). Ilpu manpmanum KocTed cBoJa dyepena onpeaessuiuch

pazmuunoro guamerpa (ot 0,5 mo 1,5 cm) gedextel. OOHapyxkeHa remaromeranus (+1 cMm) u
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cruteHoMeranust (+2 cm). [lpu onenke mokaszarteneit mepudepuveckoil KpoBu oOpariaid Ha ceds
BHUMaHUe aHeMus (C KalIeBUAHBIMU SPUTPOLIUTAMU), JIEUKOLUTO3, IPUCYTCTBHE BCEX MEPEXOIHBIX
dbopM KIETOK HEUTPOUIBLHOTO psia, CABUT A0 «MOJOIBIX» ¢dopM, Oazodumus (tabm. 1).
Muenorpamma ot 22.05.2006: conepskanue muenokapuonutos 68x10°/1, merakapuorutos — 18-20 B
IpenapaTe, WHTEHCUBHO OTJEISIIOIIMX IUIACTUHKHU; OOIIee KOJMYECTBO KIETOK HEHUTPOPHIBHOTO
psana - 40,4%, ro3uHodmioB — 1,6%, 6a3zodpunos — 2,8%, mumdonutoB — 6,2%, MonorutoB — 0%,
3peNbIX IUIa3MaTUYeCKuX KIeToK — 44,6%, kiaeTok sputpouanoro psga — 2,8% (Puc 2 r, g1, e). B
CBIBOPOTKE KpPOBH BBIsBICHA runepkanbimemus (> 11,5 mr/mr). CymecTBeHHBIX W3MEHEHUH MpH
WCCJICIOBAaHUH YPOBHSI 001IeTo Oelika M ero (ppakimOHHOTO cOoCcTaBa He 0OHapykeHo (00mmmii 6emok
— 80,5 r/m; ¢pakmuu: ansOymuHsl — 51,4%, rnoOynuner: al - 1-4%, a2 - 2-7,3%, B -16,5%, y-
20,5%). He Obu10 M3MeHeHO U coaepkanue nmmyHornooynunos (IgG - 20,39 r/n, Ig A - 5,74 1/n,
IgM - 1,93r/n1). OpHako yBeldMYeHAa AKTUBHOCTh JIAKTATIACTHAPOTeHAa3bl M YpPOBEHb [2
MUKpPOTTIOOYJTHHA B CHIBOPOTKE KpPOBH, KOTOpBIA coctaBui 4,54 Mxr/miu (B Hopme 0-3 MKr/mi).
HccnenoBanue Moun OTKIOHEHHH OT HOPMBI HE BBISIBUIIO, Oeok beHc-J[)koHca He 0OHapyKEH.

[Ipy TrHCTONOrMYECKOM HCCIENOBAHUU KOCTHOTO Mo3ra (TpemaHoOWomTara U3 KpbLia
noAB310MHON KocT OT 11.05.2006) BBISIBICHO yBETUYEHHE KIETOUHOCTH KOCTHOTO MO3Ta 3a CUET
nposmpepanuy KIETOK TPaHYJIOMUTAPHOTO W MErakapHOIUTAPHOTO POCTKOB. [ 'paHyIoOmUTOI033
COXpaHEH, CO3pEBaHUEe HE HAapYyLIEHO, OJHAKO HaOJII0JaOCh MOBBIIIEHUE YHCIa MPOMEKYTOUYHBIX
(GbopM TpaHyIOLNUTOB, BBIPAXKEHHOE YBEIMUEHUE YHCIa 03MHO(PHUIBHBIX JelkouuToB. OOHapyxeHa
MerakapuoluTapHas  npoiudepanuss ¢  aTUNWYHBIMM ~ Merakapuonuramu.  KommdectBo
MErakapuoIMTOB 3HAYUTEIbHO BBILLIE HOPMbI. Pa3zMeprl MerakapuouuTOB B OCHOBHOM MEJKHE U
cpenaue ¢ 1 wnm 2 HEOONBIIMMH OKPYTIBIMH SIAPAMU. DPUTPOIION3 CYKEH, HOPMOOIACTHUSCKHI.
Oxono 1/3 miomanu cpe3a KOCTHOTO MO3ra 3aHMMalM O4Yard, COCTOSIIIHE W3 TIa3MaTUYECKUX
KJIETOK cpeaHero pasmepa. Cpenm HHX BCTpedalnuch 2-X sifiepHble  (GOPMBI, a TaKxke
HEMHOTOYHCIIEHHBIE T1a3M00acThl. HeGompIme Tpymisl mia3MaTHYeCKHX KIETOK Pacroarajiuch
Takke B MHTEPCTHLMAX. Hapsgy ¢ O3TUM  perucTpupoBalvChb MHOTOYMCICHHBIE YYacTKU
BBIpaXKEHHOTO KoJiareHoBoro ¢uodposa (Puc. 3, a, 6, B), a okpacka consamu cepedpa no ['opaeny
MO3BOJIMJIA BBISIBUTH TU(PDY3HBIN peTUKYINHOBBIN (rOpo3 10 50% oT miomaam.

VYuuThiBas CIOXKHOCTM B IIOCTAHOBKE JUarHo3a, JUIsl €ro YTOYHEHHs, IPOBEIEHO
MMMYHOTHCTOXMUMHUYECKOE HCCIENOBaHUE  TpemaHoOHonrTaTta KocTHoro wmo3ra. OOHapyxeHa
Bbicokasg okcmpeccuss CD19, CD79a, CDI138, CD38, EMA. Ilpu UIUTOr€HETHYECKOM H
MOJICKYJISIPHO-TeHETUYECKOM HCCIIeIOBAHUN KOCTHOTO MO3ra OOHapy:KeH HOpPMAaJbHBIA KapHUOTHII

46XX B 20 MuTO3aX.
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[TpoBeneHo peHTreHorpaUIecKoe HCCIIeIOBaHUE KOCTeH ckeneta. B KkocTsax depema
BBISIBIICHBI MHOXECTBEHHBIE OYaru JIM3Uca KOCTHOW TKaHU Pa3IMYHBIX pa3mMepoB (oT 2 mo 21 mMwm)
(Puc. 4 a), B oOmactu yrma HmwkHedl uemocTu odvar aectpykumu (Puc. 4 B). B oOmactu
XUPYPru4ecKoil MIeHKH IUIeYeBONH KOCTH TaKKe OOHapY)KEH Y4YacTOK NECTPYKIMU KOCTHOW TKaHH
(Puc.5 a); B MOSICHUYHO-KPECTIIOBOM OTJENIC ITO3BOHOYHOTO CTOJ0A B OOKOBOW MPOCKIHHA —
koMmrpeccuonHbie nepenomsl Teu I, Il u V nmoscanunbix nmo3BonkoB (Puc. 4 r). Ha peHTreHOBCKHX
CHUMKaX Ta300€eJIpPEHHBIX CYCTaBOB BBISIBISUIUCH BBIPAKEHHBI OCTEOMOPO3, OYard JIM3KHCa B

OobLIOM BepTelie npaBoii 6enpenHoi koctu (Puc. 5 B), B moas3pomHbix koctsx (Puc.5 B, 1).
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Puc. 3. Tpenanobroncus moas3aomHoi kocTd oT 11.05.2006 (okp. reMaTOKCHINH-3031H): a, 0 — GuOpo3Hast TKaHb ¢

nHOUIbTpauei wiazmMonutamu (yBermderne 100 u 200); B — ¢pubOpo3Hast TKaHb ¢ IPUMECHIO IIa3MOIIUTOB, TPAHYIOIUTOB
u Merakapuonutos (yBenmmdenue 400)

Ha ocHOBaHuMM TONYy4YEHHBIX KIMHUKO-TAOOPATOPHBIX M HMHCTPYMEHTAIBHBIX JaHHBIX Y
MAaIMEeHTKU ObUTH OOHApY)KEHBI MPHU3HAKH, XapaKTEPHbBIE JUISI HECEKPETHPYIOUIEH MHOKECTBEHHOM
MHUETIOMBI, @& UMEHHO: B Muesnorpamme - 44,6% 1uia3MaTHYeCKUX KIIETOK; B TpemaHoOHWorTare
KOCTHOI'O MO3ra - OYard CKOIUICHHUS IIJIa3MaTHYECKHX KIICTOK; aHEMHs W THICPKAJIbIUEMUs,

BBICOKMI ypoBeHb [(2 MHKpOIJIOOyJIMHAa B CHIBOPOTKE KpPOBM; NPU HUMMYHOIMCTOXHMHUYECKOM
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HCCJIEIOBAaHUM OITyXOJIEBBIX KIJIETOK — BbIpaxkeHHas skcopeccuss CD138, CD38 u EMA; Ha
pPEHTreHOrpaMMax KOCTeH CKeleTa — MHOMKECTBEHHbIE Ouaru JIM3MCa KOCTHOM TKaHH,

KOMITPECCUOHHBIC TIEPEIIOMBI TCJI IO3BOHKOB.

B r

Puc. 4. PenTrenorpaMMbl KOCTEH CKelleTa: a — MHOXKECTBEHHBIE O4aru AECTPYKIMH KOCTEH deperna pazMepaMu OT 2 MM JI0
22mM (o1 05.2006); © — yMeHbIIEHHE pa3MepoB AECTPYKIMH B KocTax depena (05.2007); B — ouar AECTPYyKIMHU B YTy
HIKkHel yemoctu (ot 05.2006); komnpeccroHHbIe iepesomsl Tei I-ro, I1I-ro, V-ro nosicinunbix no3BoHkos (ot 05.2006).

OpHoOBpeMeHHO y OOJbHOW HaONIOAATUCh MPU3HAKH, KOTOpBIE BIOJHE YKIAIBIBAJIUCh B
CUMITOMATUKY TMEPBUYHOTO MueIopudposa: TerHKoIpUTpoOIacCTO3, aHEMHUs, YBEIHUEHUE YPOBHS
ceiBopoTouHO JI/II' 1 cruteHOMeranwsi; B MHEIIOTpaMMe — OMOJIOKEHHE HEUTPO(DHUILHOTO POCTKA JI0
OJIaCTHBIX KJIETOK, 0a30(MiIvsi U MErakapuoluTOo3, a B TPEMaHOOHWONTAaTe — METaKapHOIMTapHas
npoiudepanuss M aTUNUYHbIE METaKapHOILMUTHI, HAIWYHE PETUKYIHMHOBOTO M KOJJIAT€HOBOTO

(1)1/16p03a; OTCYTCTBHUC KPUTCPHUCB, XaAPAKTCPHLIX JIA HCTUHHOM MOJIMOUTEMHUH, XPOHHYCCKOT'O
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muenoneiiko3a (HeT Ph-xpomocomer m xumepHoro rema BCR/ABL), muenomucmiacTu4eckoro

CHHIPOMA U JPYTUX MHEIOUIHBIX HEOTIa3Hil.

B r

Puc. 5. PentrenorpamMMbl KocTei ckelleTa: a — ovar JeCTpyKIMHU B 00JIaCTH XUPYPTrHUECKOM MISHKH JICBOH TICUEBOH KOCTH
(ot 05.2006); 6 — KOHCONMM ALK o4yara JecTpyKunu miedeBoi koctu (05.2007); B — mpaBblii Ta300eJpEeHHBIN CycTaB — o4ar
JIECTPYKIIUHU B 00J1aCTH OOJIBIIOro BepTena, octeonopo3 (ot 05.2006); T — 1eBbIi Ta300eAPCHHBIN CyCTaB — 0Yaru
JeCTPYKIUH, octeornopo3 (ot 05.2006).

Bcran Bompoc o neueHun 00JIbHON. YUNTBIBas MOJOAON BO3pACT MALMEHTKH U YCTaHOBIICHHUE
cuMmriotmMatudekoin MM, TpeOyromieli He3aMmeITUTENBHOTO JICUeHHs, OblUIa HayaTa Tepamus TIo
nporpamme VAD (Bunkpuctud 0,4 M U JOKCOPYOHIIMH 9 Mr/M> B CyTKH B BHIE KPYIrJIOCYTOYHOU
uHby3un, 1-4 cytku u nekcameraszon mo 40 mr B 1-4, 9-12 u 17-20 1HM) B COYETAHUU C €KEMECTUHBIM

BBEJICHUEM 30JICAPOHOBOM KHUCIOTHI 1o 2 Mr. [Ipu 3tom mcxomwnu u3 Toro, 4yro mporpamma VAD
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COIACPKUT  JOKCOPYOMIIMH,  4YTO  TO3BOJUT  OJAHOBPEMEHHO  BO3/JCHCTBOBaTH M HA
MuenonponudepaTuBHOe 3a0oeBanue, T.e. Ha [IM® [35, 36].

[Tocne 5 UKIOB MPOrpaMMHOTO JICYCHUSI OTMEYaIach OTYETINBAs MOJIOKUTENbHAS JTUHAMUKA!
KyIHpOBaH 00JIEBOM CHHIPOM B KOCTSAX CKEJIeTa, COKPATUIIMCh pa3Mephl CEIEe3eHKH (He orpeessach
HU TAIBIIATOPHO, HU TPH YJIBTPA3ByKOBOM HCCIICAOBAHUH), HOPMAIHM30BAJICS YPOBEHb KaJbIHs B
ChIBOpPOTKE KpoBHU. [Ipu mccnenoBaHuM MyHKTaTa KOCTHOTO MO3ra YUCIO IJIA3MaTHYECKUX KIETOK
cHU3UII0CH ¢ 44,6% 10 3,6%. OqHako Ha BCeM NMPOTSKEHUH JIEUeHUs y OOJIbHON COXpaHsUIach aHEMUs
(ypoBeHb remoriobmHa 89 r/1), CHUXKABIAs KAueCTBO JKU3HM IMAlMEHTKU (CIa0OCTh, MOBBIIICHHAS
YTOMJISIEMOCTh, CHIDKEHHE paborocmocoOHocTr). K JiedeHwro ObuT J00aBICH PEKOMOWHAHTHBIN
sputrponodtun Oera mo 10.000 ME 3 pasa B menemo. [IpotuBoomnyxoneBast Tepanus mo cxeme VAD
nponomkena (eme 2 uukia). Yepes 11 vemens (26.02.07) nmocie Havyana Tepanuu O0IbHAsE OTMETHUIIA
SBHOE YJIy4IIIEHHE CaMOYYBCTBUS, Mcue3na caabocTh, MOJHOCThIO HOPMAJIM30Bajlach KapTHHA KPOBH
(Tabm. 1).

Jlis OOBEKTUBHOM OIICHKH pEe3yJlbTaTOB JIEYCHHs] MALUEHTKH C HECEKPETHPYIOIIUM
BapHAHTOM MHOXECTBEHHON MHEIOMBI MbI HCHOJB30BAIHM JaHHbIE MyHKTaTa TpyauHsl (0,9%
IUIa3MAaTHYECKUX  KJIETOK),  TPEMaHOOMONCHM  TOJAB3JAOIIHOW  KOCTH  (IJIa3MOKJIETOYHOM
MHQWIBTpAMK He 00HAPY)KEHO), YPOBHS KaJNbLHUs CHIBOPOTKH KpoBH (1,19 MMOIIB/IT), TEeMOTpaMMBI
(oTrcyTcTBHE aHEMUHU — TaOJI. 1), pEHTTEHOJIOTMYECKOTO MCCIICIOBAaHUs KOCTEH CKelieTa (OTCYTCTBHE
HOBBIX OYAaroB JIECTPYKLIUU B KOCTSIX CKelleTa, YMEHbIIIEHHE Pa3MEPOB TUTHUYECKUX OYaroB B KOCTSIX
yepena (Puc. 4 6) 1 koHCconmMmanus ouyara B TuiedeBoil Koctu — (Puc. 5 6). Bce BolsiBIeHHBIE HAMH
TaHHBIC TIO3BOJIWJIM  YCTAaHOBHUTH TIOJIHYIO KIMHHKO-TEMAaTOJIOTHYECKyl0 pemuccuio  MM.
OAHOBpPEMEHHO yaJoCh JOCTHYb MOJIOKHUTEILHOTO OTBETA Ha JICYEHHE NMEPBUYHOTrO Mueaoduodposa
(HOpManu3anus pa3MepoB CENEe3CHKH M 4YHcia JEHKOLUTOB, JEHKOUUTApHONH (QOpMYJbI, a TaKxke
TpombormToB (Tabn. 1) u ypoBHs JI[II' B chIBOpOTKE KpOBH, BOCCTAHOBJIECHHE HEHTPO(PHUIHLHOTO
POCTKA, OTCYTCTBHE OJACTHBIX KJIETOK U 0a30()MIINN TI0 pe3yJIbTaTaM MUCCIICAOBAHHS MUCIOTPAMMBI).

B kauectBe moauepikuBaronieil Tepanuu MM ucnons3osanu 6opre3zomMu6 (o 1,3 mr/m* B 1-
i, 4-i1, 8-i1, 11-it nuu B/B ¢ 10-1HEBHBIM HIepepbIBOM) B coueTaHuu ¢ uHTephepoHom anbdpa (MHD-a)
no 3.000.000 ME 3 pa3za B Hezpemnto noakoxHo. Bkimouenne MH®-o B KOMITJIEKCHYIO Tepanuio ObLIO
BBI3BAHO  HEOOXOIMMOCTBIO  JIOTIOJHHUTEIFHOTO  aHTHIPOJH(epaTuBHOTO  NEHCTBHA  Ha
muenonponudeparuio npu [IM®. Omnako mo3za MH®D-o B CBA3M ¢ TIOXOM MEPEHOCHMOCTHIO
(03000, O0NM B MBIIIIAX, KOCTSX, Juxopaaka a0 39,4°C) 6su1a camxena 1o 2.000.000 ME. Tepanuto
uHTEepPepoHOM anbha U OOpPTE30MHOOM TNPOBOAMIM B TEUYEHHE 3-X MECSLEB, B MOCIEAYIOLIEM

MAIMeHTKA o TyJalia JIUIIb HHTeP(EPOH.
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C ¢epana 2008 r. y OonbHOM  MOSBWINCH MpHU3HAKU mporpeccupoanus [IMO:
YTOMJISIEMOCTh, TMOTJIMBOCTh, JuXopajaka 10 38,2°C, yBenuuuiach ceje3eHka A0 +6 cM H3-1oj
pebepHoii ayru. TeueHue 3a0o0iieBaHUS OCIOKHUIOCH OCTPOM TMPABOCTOPOHHEH HUXKHEIOJIEBON
nHeBMOHHEH or 26.02.08. Ilpu ouepennom obcnenoBanuu B mepudepudeckoir kposu (27.03.08)
oOHapyxena 6azodumus (24%) u tpomooruTos (1009x10°/11). BeIsBIEHHBIE U3MEHEHHUS TTOCITY KU
OCHOBAHHMEM Ul Ha3HAUEHHMS TEPAIMU 110 mporpamme «5+2» (uurozap 100 mr/m? 2 pasa B neHb, 1-5
1HH, T0KcopyouimH 1o 45 mr/m?, 1 u 2 nuu). Tlocne 3aBepiuenus Kypca XUMUOTEPAIIUH Y OOIbHOM
HOpMaJIHM30BallaCh TEMIIEpaTypa Tela, Cele3eHKa He maimbnupoBanack. OJHAKO MMOKazaTelu
nepudepudeckoir kpoBu (0T 12.05.08) CyIIecTBEHHO HE HM3MEHIIIMCH: COXpaHsUIach 0azodwmius,
Tpombo1uTo3 (Tabmn. 1). Hapsay ¢ 3Tum Habmroganach MOCTIMTOCTATHYECKAS ITUTOTICHHS, KOTOpas
COXpaHAJIaCh Ha MPOTSHKEHMM YEThIpeX HeNenb. B mocnmemyromiem OoibHas Oblia mepeBefieHa Ha
Tepanu TUApPoKcuMoueBHHOM (110 500 MT B CyTKH) B COYETaHUU C MaJBIMHU JO3aMH HHTEPHEPOHOM
ampda (mo 2.000.000 ME 3 pasa B Hememoo). CraObmwibHOE COCTOSHUE OOJIBHON yaamoch
MOJJIEP’KUBAThH B TeUEHUE 4-X MECALIEB.

C centsa6ps 2008 r. y 60nbHOM BHOBb MOSIBUJIACh C1a0OCTh, YTOMIISAEMOCTh, (heOpuibHas
temneparypa (no 38,5°C), creHomeranus (+7 cMm u3-mox pebepHoit nyru). IIpu KOHTpOIBHOM
oOcrieoBaHNH B NepuepruecKor KPOBH M KOCTHOM MO3T€ BBISIBJICHO yBEIHMUEHHE OJACTHBIX KIIETOK
(> 20%) (tabn. 1 wm 2), 4TO NO3BOJWJIO 3amOAO3pUTh a3y OJIACTHOrO KpH3a IEPBUYHOTO
muenopubposa. Ilpy HUTOXMMHUYECKOM  HCCIEAOBAaHUU  JIEMKO3HBIX  KJIETOK OOHapyxeHa

MIOJIOKHUTEIbHASL PEaKLUs Ha MEPOKCUIA3y, YTO XapaKTEPHO JJIsl MUEI00IacTOB.

Tabnaunua 2
Iloxa3aTesn muesorpamMmsl ot 30 centsiopst 2008

Muenokapuorutht 8,0x10'%/11

Brmacter — 21,2%.

[Ipomuenonutel — 0,8%, MuenonuTel HeWTpohwibHbIe — 0,8%,
METaMHEeIOIUThI HeiTpodunbHbie — 1,2%, ManodykosiepHbIe
HeliTpodrer — 1,2%, cermenTosiaepHbie HeUTpohumsi— 6%.
Bcero neitrpodunos —10,4%.

Do3unodusl — 2,4%

bazodunst — 7,2%

Jlmmdonuts — 8,4%

Momnornutsl — 1,2%

ITnasmomuter —0,4%

Oputpouusle Ki1eTku —34,4%

Meraxkapuonutsl — 13,2%

POC - 1,6%.

CozieprkaHie MUEIOKAPHOIMTOB, KaK BUIHO U3 Tabmuisl 2, coctasuiao 8,0x10'%/1. Yuursisas
TUMOKJIETOYHOCTh KOCTHOTO MO3ra, JJIUTEIBHBIN MEepPUOJ MOCTIMTOCTATUYECKON IMTONEHUU TOCIe

npeapiaymero kKypca XT W BBICOKHH PHCK pa3BUTHS WHOEKIIMOHHBIX OCJIOKHEHUH, MAIMEHTKE
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IPOBEJEHO 2 Kypca TEpaNuy 10 NPorpaMMe «5+2» B PeAyHUPOBAHHEIX 103aX (IuTo3ap mo 75mr/m?* 2
pasa B JIeHb ¢ 1-ro mo 5-i auu, gokcopyounus mo 20 mMr/m* 1-2-i 1am). DTO MO3BOJIMIO YMEHBIIUTEL
JUTUTENBHOCTh IIUTOCTaTHYECKOM nuTonenuu (21 aeHsp mocne neporo u 19 aHel mocne BTOPOro Kypca
teparuu). CocTossHUE OONBHOW YIYYIIMIOCH: HOPMATU30BAIKMCH TEMIIepaTypa Tella U pa3Mepbl
CEJIE3E€HKH, YIIYUIIWINCh MMOKa3aTel reMorpaMmal (Tadir. 1).

B nexabpe (25.12.08) GonbHast BBIMHCAHA TOJ] HAOJIIOJCHHE IeMaToJIora TMOJUKIMHUKH. B
KauecTBE MOJJCPKUBAIOIICH Tepanuu MalMeHTKe PeKOMEHIoBaH mypuHeton no 50 mr B cyTku. B
Te4YeHHUe 3-X MECSIEB COCTOSIHHE OOJIbHOM COXPaHSIIOCh yIOBIETBOPUTEIbHBIM. OHaKo B (heBpaine
2009 roga COCTOSIHME TALMEHTKH CHOBAa PE3KO  YXYAIIWIOCh, BO3HUK  BBIPAXKEHHBIM
reMopparuueckuii CUHApPOM (KEeTyJOYHO-KHIIEYHOEe M HOCOBOE KpoBoTeueHus). boibHas Oblia
CPOYHO TOCHHTAIN3UPOBAHA B OJIMH M3 «ISKYPHBIX» CTAallMOHAPOB TOpPOAA, TNie MPOBOAUIIACH
TeMOKOMITOHEHTHAsT W TeMocTarhueckas Tepanus. OIHAKO KETyJA0YHO-KUIICYHOE KPOBOTCUCHHUE
OCTAaHOBUTh HE YyAAJIOCh M, IpPH SBICHUAX HAPACTAIOIIEH OCTPOH CEPAEYHO-COCYIUCTON
HEJ0CTaTOYHOCTH, O0JIbHAS CKOHYAJIACh.

[TponomkuTenbHOCTh TMepHoJa HAOMIOIEHUS 3a MAlMeHTKOH ¢ MOMEHTa OOpaileHHs B

CHGHH&HHI}HPOB&HHBIﬁ CTalluOHap A0 MOMCHTA JICTAJIbHOI'O UCXO0Ja COCTaBUJIa 3 roaga 4 MeEcALa.

3AKVIIOYEHHUE

[IpuBeneHHOEe KIWHUYECKOE HAONIOACHHE MPECTAaBIAET HHTEPEC B CBS3H C PEAKOCTHIO
COUYETaHHS Y OJTHOM OOJIBHOM OJTHOBPEMEHHO JIBYX 3a00JICBaHMIA, XapaKTePU3YIOIIUXCS TOPAKCHHEM
Pa3IMYHBIX POCTKOB KPOBETBOPEHUS. TOJBKO TIIATEILHOE 00CIIeI0BaHNE TAIIMCHTKY W HAOIIOICHNE
3a HEMl B TMHAMHUKE MO3BOJWIO C YBEPEHHOCTBIO IMOCTABUTH JMATHO3 MHOKECTBEHHOW MHEIOMBI U
nepBUYHOTr0 MHuenopuodpo3a. Y OONbHOM BBISBICHBI XapaKTepHble Mpu3HakKu MM — BbeIpakeHHas
UHOUIBTPAIUST KOCTHOTO MO3ra OMYXOJEBHIMH IUIA3MAaTUYECKHUMH KJIETKaMH (B MHUEIOrpaMMe -
44,6%, B TpemanoouonTate KM - odaru ckorieHus T1a3MaTHYECKUX KJIETOK), BRICOKAs IKCIIPECCUs
CD38, CD138 u EMA. KpoMme Toro, y Nallu€HTKH BBISIBIJIM TUIEPKAIBIIMEMUIO U BBICOKUNA YPOBEHb
CBIBOPOTOYHOTO [2 MHKpOrnoOynnHa B KPOBH, AHEMHUIO, a TakKe€ MHOXKECTBEHHBIE OYaru
JNECTPYKIMH KOCTHOW TKAaHM, KOMIIPECCUOHHBIE IEpPEIOMbl Tell MO3BOHKOB HAa PEHTIEHOrpaMmax
kocrel ckenera 1 MPT no3BoHo4YHMKA.

Hapsiny ¢ »STum y mDanueHTKd HAOMIOAANUCh TPU3HAKK —MHEIONposindepaTUBHOTO
3a0o0NeBaHus: CIJICHOMEranus, B mepudepuueckoil KpoBH - JEHKOIIMTO3 CO CABUTOM 10 OJacTHBIX
AJIEMEHTOB, 0a30(niIns, aHeMUsI U TPOMOOLIUTO3, B MUEJIOTPAMME — OMOJIOKEHHUE HEUTPOPHILHOTO
pocTka 110 OJaCTHBIX KJIETOK, 0a30(hHITHs M METaKapuOIMTO3, B TPEITAHOOMONITATE — PETUKYTHHOBBII

U KOJIJIareHoBbId (hHOpPO3, BBICOKUN YpOBEHb JIAKTATAECTUAPOTEHA3bl B CHIBOPOTKE KPOBH. AHAIM3
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BCEX BBIIIEU3IOKECHHBIX PU3HAKOB TIO3BOJIMII HAM 3aIl0/I03pPHUTh y 3TOW MAIMEHTKNA COYETaHUE ABYX
3a001eBaHU — MHOYKECTBEHHOW MUETIOMBI U TIEPBUYHOTO Muenoduodpo3sa.

Tepanus ¢ npumeHeHuem mnporpammbl «VAD» okazanack yCHEIIHOM Kak B OTHOIIEHUH
MHOXXECTBEHHOH MHENIOMbI, TaK U TMEpPBHYHOro Muenopuodposa. Y OOJbHOM yAanoch MOIYYHUTh
MOJIHYI0  KJIIMHUKO-TeMaTrojiorndeckyro pemuccuro MM. Opnako npusHaku [IM®  nocne
KpPaTKOBPEMEHHOIO YJIYYIIEHUS CTaJIN MPOrpeccupoBaTh. Takoe TeUeHHE CBUAETENBCTBYET B IOJIb3Y
MMEHHO JIBYX Pa3JIMYHbIX 3a00JIeBaHUM y OJHOM manueHTku. M3BectHO, uTo pu MM MoryTt ObITh
nposiBieHUsT GuOpo3a KOCTHOTO Mo3ra. OQHAKO B clydae YCIENIHOTO JICUEHUS ITOro 3a00JieBaHUS
OoTMEYaeTcs OTYETIIMBBIA perpecc ¢puoOpos3a [32, 33, 34]. YV nabmrogaemoil Hamu OOJEHOW Ha (OHE
KJIIMHUKO-TEMATOJIOTHYEeCKOr  pemuccuun MM Habmomanoch JajdbHEHIEe MPOTPECCUPOBAHHE
muenopubposa ¢ mocnenywomeid TpaHchopmanueidr B ¢a3zy OJacTHOTO Kpu3a, 4TO Takxke Oolee
CBOWCTBEHHO IEpBHYHOMY Muenopuodposy. Jleuenume mo mporpamme «5+2» NpUBENO JHUIIb K
KpPaTKOBPEMEHHOMY YIIYYIICHHIO COCTOSHHSI OOJIbHOW W TOJOXKHUTEIHHON JMHAMHUKE KIMHUKO-
na0opaTopHbIX moka3zatesned. [lo-BMAUMOMY, MOXHO OBIJIO TONBITAThCA HHTEHCU(PHULIUPOBATH
XMUMHUOTEPAIUIO U JIEYUTH €€ KaKk OOJIbHYIO C OCTPBIM Jieiiko3oM. OHaKO Jaxke Tepanus Mo mporpamMme
5+2 ocnoXHUIACh AJIUTENbHON IIUTONEHUEH, TOATOMY MHTEHCU(UKALIUS JICUYCHHUS HE MPEICTaBIIsIach
BO3MOXXHOM W3-32 BBICOKOTO PHCKAa pa3BUTUS OCIOXHEHHWH, B YAaCTHOCTH, WHQEKIMOHHBIX U
reMopparuueckux. Vcrnonb3oBaHue peaylMPOBAHHBIX 103 MPENapaToB BHOBb MO3BOJIMIIO YITyYILIMTh
COCTOSIHUE MAIUEHTKU U KaueCTBO €€ KU3HMU.

[Ipupoaa 0JHOBPEMEHHOT'O COUETAHUS MUEIIONPOIU(PEPATHBHOTO U JIUMPONIPOIH(EPaTUBHOTO
3a00JIeBaHUH y OJIHOM MAalMEHTKHU HE siCHAa U TpeOyeT AanpHeiero nzyyeHus. O qHaKko BO3MOKHOCTb
NapajyIeIbHOTO TEYEHHUs JABYX OHKOIeMaTOJOIMYeCKMX 3a00JIeBaHMM CyIIECTBYeT, O YeM HaJo
NOMHUTb. BBIIBUB OJHOBpEeMEHHO [JBa 3a0oyieBaHUs, CJelyeT, B IEpPBYIO Odepelb, OOpaTHTh
BHUMaHME HAa WX aKTUBHOCTh M TIOKa3aHMs K He3aMeIMTeNbHOMY JieueHuio. LlemecooOpasHee
UCTIONIB30BaTh TE TMPOTPaMMBbl TEPalldM, KOTOPBIE BKIOYAIOT [HUTOCTATHYECKHE IIPETaparsl,
CIIOCOOHBIE AEHCTBOBATh HAa PAa3IMUYHbIE KIOHBI OIYXOJEBBIX KJIETOK. MIMEHHO Takoi moaxoj Obul

BLI6paH HaMH, 9TO, Ha HAIll B3I, ITIO3BOJIMJIO IIPOJJINTD ’KU3Hb IMAITUCHTKE.
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