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Ilepsuunas aumgpoma xKocmeii — pedioe 3abonesanue. B dannoi cmamve mvt onucvieaem 2 cayuas nepguunoii oughghysnoii B-kpynnokiemounoi aum-
hombl kKocmell, 00UH ¢ CONUMAPHBIM U OPY20il — ¢ MHOMCeCmEeHHbIM nopaxceruem. Qba nayuenma nposeuerst ho cxeme CHOEP-21 ¢ npumeneruem
AyHesoll mepanuu, 00cmueHyma noanas pemuccus. boavroil ¢ conumaphsim nopaxcenuem Haxooumes é noaHoi pemuccuu 6 meuerue 33 mec. Iayuenm
¢ MHOXICECIBEHHBIM NOPANCEHUEM, Y KOMOPO20 Oblaa NOAYHeHa YaCMUUuHas pemuccus, ymep uepez 3 mec nocie OKOH4AHUs Ne4eHUs: OM NPozpeccul oc-
HOBH020 3ab601esanus. O6cyxcoaemces uggepeHyuarbHas OUaeHOCMUKa U npuseder 0030p Aumepamypsbl, Kacarouuecs NepeUHHoN AUMPombL Kocmell.
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Primary bone lymphoma (PBL) is a rare disease. In this article two cases of primary diffuse large B-cell lymphoma of bones are described, one case of solitary
lesion and the other of multiple lesions. Both patients were treated with courses CHOEP in combination with radiotherapy and achieved a complete remission
(CR). The patient with solitary lesion is still in CR with the follow-up of 33 months. The patient with multiple lesions where partial remission has been received
died in 3 months after the end of therapy from disease progression. The authors discuss differential diagnosis and present a review of literature concerning PBL.
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[TepBuuHoit 1umMdomoit kocteit (ITJIK) npuHsTo Ha-
3BIBaTh BHYTPUKOCTHYIO OITYXOJIb TUM(aTUICCKOM TTPUPOIHI,
MPU OTCYTCTBUM TTPU3HAKOB CUCTEMHOTO JTMMpompoaudepa-
THBHOIO 3a00JIeBaHUs B TeueHUEe 6 MeC ¢ MOMEHTa JUarHo-
CTUKM MEepBUYHOrO oyara rnopaxenus [1, 2]. DTo penkoe 3a-
OosieBaHue BrepBble Obulo onucaHo C. Oberling B 1928 .
B 1939 & E Parker u H. Jackson onucaiu nepBuuHy1o peTu-
KYJISIPHYIO CAPKOMY KOCTH, KIIMHUYECKU ¥ MOP(DOTOTUICCKI
OTJIMYAIOIIIYIOCS OT APYIUX KPYIJIOKIETOYHBIX OIyXOJIeil KO-
CTHOI TKaHU, TakuX Kak capkoma KOunra, u Beiaenuau [TJIK
B OTAEJIbHYIO HO30JI0Tn4YecKyio hopmy [1—3].

BcrpeuaeTcs maHHOe 3abosieBaHUE B pa3HBIX BO3pac-
THBIX TpyIIax, 4Yaiie JOMUHUPYIOT nauueHThl 60—70 e,
KpaitHe penko 3abojeBator nety Mianme 10 jget. Kak mpaBu-
JI0, MpeobsIafaoT MYXXUYUHBI B COOTHOIIEHUH K JKEHIIIMHAM
1,5:1 [3].

TJIK BcTpevaroTest KpaitHe peaKo U cOCTaBisTioT 4—5%
BCEX AKCTPaAHONATBHBIX JTUMGMOIpoInudepaTUBHBIX 3abosre-
BaHMi1, OKOJIO 1—2% Bcex HEXOMMKKMHCKUX JTUM(OM B3pOC-
JIBIX ¥ OT 3 10 7% ormyxoJieit KocTHOW cuctembl [1—4]. Yaie
BCEro IopaxaroTcss KOCTH OCeBOro ckejaera — B 25—30%
cayJaeB, KOCTH Ta3a U 6enpeHHbie — 20%, 1iedeBble KOCTH
U 1o3BoHKU — 5—10%, pexe OeplioBble KOCTH, TPyauHA,
KJTIOUUIIBI, JTOTTATKY, HYZKHSIST YeTTIOCTh, CKYJIOBBbIE KOCTH, pe-
6pa u kpectrerr — 20—40% [1—7]. XapakTepHBIM SBIISIETCST
MopaXeHne IJTMHHBIX TPYOUaThIX KOCTeM B 00JacTu nuadusa
u meranuaduza. B 79% HaGmoneHuin BCTpeyaeTcsl JIOKalb-
HOe ropaxeHue Kocteil v B 21% — MHOrodokycHoe.

JluarHocTuKa IMOpaXeHusi KOCTHOW TKaHW MpU Tep-
BUYHOM Y BTOPUYHOM €€ BOBJICYCHUU 3aTPyIHEHA, [TO3TOMY
B 1986 r. M.JI. OcTpoBcKMii 1 coaBT. [2, 3] MpemIoXuIn
KJIAaCCU(DUKALINIO «KOCTHBIX» JIMM(OM, B KOTOPO BBIAETIIN
4 TPYIIIBI:

1) conurapHag [1JIK 6e3 HogabHBIX 04aroB (COOTBET-

ctByeT 1E cramuu o kimaccudpukanum Ann Arbor);

2) mMHorodokycHas tuMdoma KocTeil 6e3 HomaIbHbIX

ouaroB (IV cranus mo knaccudukauuu Ann Arbor);

3) mosiBlieHWEe HOAAJIBHBIX OYaroB MOPaXeHUs B TeUe-

HHMe 6 MeC OT MOMEHTa JMAarHOCTUKHU TOpaXKeHMst
kocteit (1V cranug no knaccudukauuu Ann Arbor);

4) BTOpUYHOE BOBJICYCHME KOCTEl yepe3 6 mec mocie

YCTAHOBJIEHMST UarHo3a JumMgorpoandepaTuBHO-
ro 3abonesanus (IV cragusi mo kiaccubukauuu
Ann Arbor).

IlepBbIM KITMHUYECKUM TIPOSIBJIEHUEM OOJIC3HU STBIISI-
eTCsl HaJTMIKe JUTUTETBHBIX TTepeMeskalommxcs 60eil B Koc-
TSX, HE KYMUPYIOIINXCS HAPKOTUIECKUMU aHAIbIeTUKaAMU.
[pyrumu cuMntToMamMu MOTYT OBbITh JJOKQJIbHBIN OTEK, Majlb-
nupyemasi B 006JacT MopakeHusl omyxoJieBasi Macca, Moxy-
naHue, muxopanaka (B-cuMnToMel 3aperucTpupoBaHbl TOJIBKO
B 2% ciydaeB), a TaK>Ke TTPU3HAKY TTOPaXKeHUST pa3HBIX OTJIe-
JIOB KOCTHOW CUCTEMBI: PaiuKyJgpHble 00U, MaTOJOrUye-
CKUE TepesIOMbl, OTPAaHNYEHNE TTOJBUKHOCTU, KOCTHBIE Jie-
dopmanuu [1-35, 7].

JlaHHBIE JTy4YeBbIX METOAOB HCCIEI0BaHUS (PEHTIEHO-
rpacdusi, komnbiotepHass — KT, MarHuTHo-pe3oHaHCHAsT —
MPT u nozutpoHHO-dMuccroHHass — [1DT-tomorpadus)
npu [1JIK BapuaGenbHbl U HecrielM(PUUHBI, TAK KaK HEKO-
TOpbIe HayadbHble M3MEHEHMS HE BBIXOMAT 3a TPEHelTbl
HOPMaJbHBIX BapUAHTOB CTPOEHUSI KOCTHOI TKaHuU. Tak,
MpU PEHTreHorpauyeckoM HCCIeTOBaHUU W3MEHEHMUs,
KaK TMpaBWJIO, MPeICTaBIeHbl JIOKAJIbHBIMUA JIUTUYECKUMU
oyaraMu C HEPOBHBIMU KpasstMU C yJyacTKaMU CKJIEPOTHYE-
CKUX TIOPaKeHU B BUIE METKNX MHOXECTBEHHBIX 0UaXKKOB
0 BCell MinHe KOCTH uin Tuddy3HO-pacpocTpaHeHHBIM
MPOLIECCOM C JECTPYKLUMEN KOPTUKAIBHOW TKAaHU U BOBJIE-
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YeHWeM TPUJIeXalIuxX MSITKUX TKaHel. B 70% ciydaeB mo-
paxeHUe KOCTHOW TKaHU BO3HUKAET B pe3yybTaTe BO3IEl-
cTBUST (HaKTOpa, CTUMYJIUPYIOIIETO OCTeOKJIacThl. B 25%
HaO0JII0EeHU N TIOKaTbHbIE U3MEHEHUSI COYETAIOTCSI C Pa3pbl-
BaMM KOPTUKAJIBHOTO CJIOS, MATOJIOTMYECKUMU TepesioMa-
MM, CEKBECTpallMell W MopakeHUeM Mpujiexalux MIrKux
TKaHei, YTO JIy4llle BCEro MOXET ObITh JUarHOCTUPOBAHO
¢ nomoubto KT. [lepuocrtanpHasi peakuusi BCTpeyaeTcs
y 60% MalnueHTOB M XapaKTepu3yeTcsl HAIMYMEeM TUTACTUH-
YaTbIX UM CJIOUCTBIX YYACTKOB, PACMOJAraiolInxcsl BOOIb
JUTMHHOM OCY KOCTHU, YePEIYIOLUIMXCS ¢ HOPMaJIbHBIM Mepu-
OCTOM M CJIyXalllMX UHIWKATOPOM TIIOXOTo mporHosa. U3-
MeHeHus de novo B BUlie cKiiepoTuueckux oyaros npu [TJIK
BCTpeyaloTCs KpallHe pellko U ObIBAIOT MPU3HAKOM BTOPUY-
HOTO BOBJICUEHUs; KaK MPABUJIO, 3TO XapaKTepHO ist 60-
ne3nu XoaxkuHa [3, 5, 8].

3aTpyaHSIOT AMArHOCTUKY TOpaXKeHUs KOCTel 1Mo 00-
30pHBIM PEHTIeHOrpaMMaM U3MEHEHUs, OJIU3KKUE K pa3inyd-
HBIM BapuaHTaM HOpMBI. B aTux ciyuasx 6osiee nuHdopma-
TUBHBIM ucciienoBanueM ciaykut MPT [5—8]. [Tpu T1-BU-
pexume (BU — B3BemeHHOe n3obpaxenue) MPT mydiire orn-
penensiioTcsl TeTepOreHHble CUTHAIBI HU3KOW MHTEHCUBHO-
CTH, XapaKTepHbIE 17151 BHYyTPUKOCTHBIX U3MEHEHU U, hudpo-
3a U MOpaXeHUs MSITKUX TKaHel, TaK KaK OH MO3BOJISIET BbI-
SBJISITh OOJIACTU C CUTHAJIOM HU3KOW MHTEHCHUBHOCTHU.
T2-BU-pexum 60jice MHGOPMATUBEH TTPU HAJTUYUKA TOMO-
U TETePOTeHHBIX U3MEHEHU! BBICOKON WHTEHCUBHOCTH, TIe-
PUTYMOPAJIBHOTO OTeKa, MePUOCTAIbHON peaklMu U peak-
TUBHBIX M3MEHEeHMI KocTtHoro moasra. Ilposenenne MPT
C KOHTPacTUPOBAaHMEM MO3BOJISIET OOHAPYKUTh YUaCTKHU MO-
BpEXIEHUSI KOCTU C TIOBBIIIIEHHBIM HAKOIJIEHUEM KOHTPACT-
HOTO IIpernapara |3, 5, 9].

KT He saBnsieTcsa Metogom Beibopa B auarHoctuke [TJIK
U MOXET OBbIThb MCIOJIb30BaHA TOJNbKO B coueTaHuu ¢ MPT
win T19T. Tem He MeHee KT mo3Bossier Ha GoJiee paHHUX
aTarnax 00J1e3HU U B 00JIbIIIEM MTPOLIEHTE Cy4yaeB AMarHOCTU-
pOBaTh CEKBECTPALIMIO U KOPTUKAIbHBIE 9PO3UU.

B mocnenHue rombl MMpOKOe MpUMEHEHWe B paHHel
MMArHOCTUKE TIePBUYHBIX IMMGbATUIECKUX OIyXOJieil, B TOM
yuciie U Kocteit, Hauwta [19T, Koropass Mo3BoOJISIET MPOBO-
JIUTh BbICOKOCTIELIM(UIHOE CTaANPOBaHNE Ha PAa3HBIX ATamax
pa3Butus 0ojie3Hu. [lepBble McclieqoBaHUs TOKa3aau, YTO
MPOBEICHUE CTaHIAPTHON NBYCTOPOHHEN TpernaHOOUOINCUU
B 30—50% ciyyaeB pa3BUTHSI HEXOIKKMHCKUX TMMGOM OKa-
3bIBaeTCsl HeMH(pOpMaTUBHBIM, Toraa Kak rnpu 19T B 85%
HaOJMIOAEHU MOXHO BBISIBUTH OYaru MOPaKeHUsI B KOCTSIX
[10].

Taxum o6pazom, ITJIK crenyer nuddepeHmponBars:

1) mpu HaIMYUMU MUHEPATU3ALUU — C XOHAPOCAPKO-
MO#, OCTEOCapKOMOI, XOHIPOMOI U OCTEe00IacTO-
MO,

2) Tpu HAJIWYUU TePUOCTATBHON peaKkiIMu ¢ TeMaHTH-
OMOI1, MEPUOCTATIbHBIM TAHIJIMEM, U30JIMPOBAHHON
AHEBPU3MATUYECKONW KOCTHOM KUCTOW, CapKOMOU
KOunra;

3) ¢ BTOPUYHBIM METACTAaTUIECKUM TTOpaXKEHNEeM KOC-
Teil TIPU OHKOJIOTMYECKUX TMPoIieccax APYTUx JoKa-
nu3aumi |5, 9].

Hecneunduyeckue nabopaTtopHble MPU3HAKW TMOpa-
JKEHMS KOCTHOW TKaHW — TMOBBILIEHUE YPOBHS LIEJIOYHOM
docdarazsr — LD (a0 BeTpewaercst mpu MOPaXKEHUSIX TTe-
YeHW) U CBIBOPOTOYHOTO KabIIHs. JJaHHBIE TTOKa3aTe I MO-
I'yT HOPMAJIN30BATHCS BO BPEMsI TPOBOIUMON MOTMXUMUOTE-

panuu (ITXT) mu6o B TeyeHue 1—2 jieT nocje npoBeAeHHOrO
JICYCHUS M TIO3TOMY HE MOTYT CITYKUTh KPUTEPUEM OIIEHKH
3¢ (HEKTUBHOCTH TTPOBOAMMON Teparvu M JOCTHIKEHUS pe-
MMCCUN OCHOBHOTO 3a00JI€BaHMSI.

O0s13aTeIbHBIM YCIOBMEM MOATBEPXKIECHUS TUarHO3a
ITUIK sBasieTcsi BBINOJHEHUE OTKPBITOM OWMOINCHUM Mopa-
JKEHHOTO Y9acTKa KOCTH WJIU MSITKOTKaHHOTO KOMITOHEeHTa
OITYXOJIM C TUCTOJOTUYECKUM M HMMYHOTHCTOXMMUYE-
CKMM HcclIeIoBaHuEeM OuomncuitHoro Mmarepuana. [1pu ruc-
TOJIOTMYECKOM MCCJIeOBAHUM OUONCUIHOIrO Marepuania
(9TO MOXET OBITh YY4ACTOK KOCTU MJIM BOBJCUEHHBIX B Ia-
TOJIOTUYECKHUI TIpollecc MITKMX TKaHeil), Kak IpaBuUJo,
BoIsiBAseTcss Auddy3Has npoaudepauns auMbOUIHBIX
KJIETOK CPEIHUX U MEJIKUX Pa3MepoB, KOTOPbIE B KOCTHOM
TKaHM pacIiojiaraloTcsi MeXny TpadeKylaMHu U XXUPOBBIMU
KJaeTkamMu. lucTomoruyeckue BapuaHThl pPas3JUuyHBI,
HO B 6oapmuHCcTBe (60—80%) ciydaeB uMeeT MecTo aud-
(ysnas B-kpynHokietouHas Jumdoma (JIBKKIT), okono
10% cocraBnsitoT uMMyHoOiacTHBRIM BapuaHT JIBKKIJI
u 1uMmdoodiacTHas B-kiaeTounas muMdboma; K Ipyrum 60-
Jiee peIKUM BapuaHTaM OTHOCST (OJTUKYISPHYIO TUMMO-
My, 1uMGOMY M3 KJIETOK 30HbI MaHTUM, ALK+ kpynHo-
kaeTouyHyto aumdomy, NK/T-knetounsie tumbomsl [1, 2,
5]. Takum o6Gpaszom, BapuaHThl [IJIK pa3HooOpa3sHBbI,
u TuMdounaHass UHOWIBTPALUS MOXET OBITh IpeCcTaBe-
Ha HE TOJIbKO JUMGOIUTaMU 1 TuMdobiacTaMu, HO U Be-
peTeHO00pa3HbIMU U/WJIN KPYIJIBIMU KJIE€TKAMU, KOTOpbIE
OoJsiee xapakKTepHbl [Jis BepeTeHOOOpPa3HO KaplMHOMBI,
capkoMbl FOuHra uiam rpaHyJOUMTapHOW capKoMmbl [5].
Hugpepenyuanvhas duaeHocmuKa 603mMoICHA MOAbKO HA OC-
HO8aHUU UMMYHOTUCTOXUMUIECKOTO UCCIIEIOBAHUS C OII-
peneaeHueM 3KCIIPECCUU OOIIEeTro JEUKOIUTapHOTO aHTH-
reHa, mapkepos B-knetok (CD 5, CD 10, CD 15, CD 30,
CD 19, CD 20, CD 22, CD 23, CD 79a), T-knetok (CD 3,
CD 4, CD 8), a TakXe KJIOHaJIbHOCTH MO OJHOM U3 JIETKUX
LieTreii UMMYHOIIOOYIMHOB K Wiau A, bel 2 n bel 6, ALK,
crereHu npoandeparusHoii aktupHoctu Ki 67 [3, 7,9, 11,
12]. BeImosHeHHWEe TPOTOUYHON LUTOMIYOPUMETPUU BO3-
MOXHO ITPU UCCIIeT0BAaHUHU XUIKOTO KOCTHOTO MO3Ta, B35-
TOTO HEMOCPEACTBEHHO M3 MecCTa IOpaXXeHUs] KOCTHOM
TKaHU. bosiee MHGOPMATUBHBIM SIBJISIETCSI IUTOTEHETUYE-
CKOe McclieoBaHMe HAaTUBHOTO MaTepuaya sl BBISIBIIC-
HUS XapaKTePHBIX IJIT TUMGOM XPOMOCOMHBIX TIEPECTPO-
ek — TtpaHciokamuii t(8;14)(q24;932), t(11;14)(q13;932)
u t(14;18)(q32;q21), nepecTpoiiku reHa bc/ 6 v BBISIBICHUE
TUMnepaKcrpeccu HUKIMHaA D1 mMetomom moauMepasHoi
LIEMHOU peakIiuu.

TosbKO BBHITIONTHEHWE KOMILJIEKCAa OTMCAaHHBIX MCCIie-
IOBAHUI TIO3BOJIIET BepUPUIINPOBATH TUArHO3 (BUI U pac-
MMPOCTPAHEHHOCTD OITyXOJIM) U OINPEAETUTh TAKTUKY 3P dek-
TUBHOI Tepanuu [1, 2, 6,7, 10, 11, 13, 14]. [IpuBoaum 2 Kiu-
HUYeCcKuXx ciydas 3adoneBanust [TJIK.

Cayuaii 1. [TammenTt C., 1962 roma poxaeHus, odpa-
tuics B kanHuky 'HIL PAMH B utone 2005 1. ¢ 6onsimu
B obnactu mpasoro 1uiedeBoro cycrtasa (I1I1C), 3aBucu-
MBIMU OT HEHAPKOTUYECKUX aHAJIbI€TUKOB, OTPAaHUYCHU -
€M B HEM aKTUBHBIX U MACCUBHBIX IBMXEHUI, YMEPEHHOM
aTpodueii MBI J1eYa ¥ npeanieubs. M3 anamHesa cra-
JIO U3BECTHO, YTO 0O0JM BriepBbie mosiBuauch B 2003 .,
¢ guBaps 2005 r. npuoOpesn MOCTOSIHHBIN XapakTep, mna-
LIMEHT HayaJl MMPpUHUMATh pa3JIMuHbic 00e300JMBaIOLINE
rmpemnaparbl, KOTOpbIe OBICTPO TIepecTalu OKa3hIBaTh
aHaJIbre3Upymllee AEUCTBUE, YTO MOCIYXKUIO IPUYAHON
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o0pallleHusl ero 3a MEAUUMHCKOW MOMOUIbI0 B MapTe
2005 . IIpu peHTreHorpacdun B BepXHEW TpeTU IMpPaBOit
Mjae4eBOil KOCTU OOHapyXeHa IepecTpoiika KOCTHOM
CTPYKTYPBI IO CMELIAHHOMY TUITY: KOPKOBBIM CJIOW Ha
5TOM YPOBHE€ YTOJILIEH, LUPKYJISIPHO OMpPEAeasieTcs Ju-
HeliHas mepuocTajbHasl peakuusi, LETOCTHOCTb KOPTHU-
KaJIbHOW TJACTUHKM COXPaHEHa, BHEKOCTHBIH KOMITIO-
HEHT He BbIABJIeH. [Ipu cumHTUTpadum KocTeil ckenera
OTMEYEeH eQWHCTBEHHBII Oyar TMOBBIIIEHHOTO HAKOTIJIe-
Husl paauodapmipenapata B 00JacTU TOJOBKMU IpPaBOi
mieyeBoit koctu. [1pu MPT IIIIC B BepxHeii TpeTH mnpa-
BOIl IMJieYeBOl KOCTU BU3yaJM3MpOBajach IepecTpoiika
KOCTHOM CTPYKTYPBI TIO CMEIIaHHOMY THITY, KOPKOBBI
CJIoi OBUT Pa3BOJIOKHEH, IUPKYJISIPHO OTpeesiach me-
puocTanbHasl peakuusi B BUAE JTUHEWHOIO IMEepUOCTO3a,
TakXe CKJIaIbIBaJIOCh BMEYATICHUE O YACTUYHOM IpPEepbl-
BaHUU KOPKOBOTO CJI0SI, BHEKOCTHbBII KOMIIOHEHT HE BbI-
SIBJISLIICSI, XKUJKOCTH B TIOJIOCTU cycTaBa He Obl1o. C MapTta
1o utoHb 2005 r. BbinosiHeHbI 3 OTKpbIThIEe Ouoncuu T1T1C,
OTHAKO TIOJTYYEHHBIN TUCTOJIOTUYECKUI MaTepuan OKa-
3asicst HeMH(MOPMATUBHBIM.

IIpu nocrymienuu B F'HL PAMH nauueHT nipeab-
SBJISIT KaJloObl Ha OOJIM M OrpaHUYeHUe ABMXKEHUI
B [ITIC, npu ocMoTpe nepudepudeckue TuMdbaTuyeckue
y3ibl (JIY) He majibnupoBaluch, B aHAIU3€ KPOBU — Jiei-
kouutet (WBC) 5,4x10°/n, ospurpouutsl (RBC)
4,3x10"/n, remornooun (Hb) 38 r/m, rpom6onutsl (PLT)
346x10°/11, ckopocTb ocemnanust sputpornton (COD) 12 mm/4,
nakrtataeruaporerHasa (JIAT) 410 EI/n — oGpamiano Ha
cebss BHUMaHue yBeandeHue ypoBHs P mo 254 EN/n
(HopMma 10 190). [To naHHBIM yJIbTPa3BYKOBOTO UCCIEN0-
BaHust (Y3W) BBIABISIICS €NUHUYHBINA YBEJIUIEHHBIN 10
25x8 MM akcuyIsApHBIA JIY cripaBa, cpeaHel 3XOTeHHO-
cTu; npu nosropHoM MPT-uccinenoBanum B T2-BU-pe-
KMMeE MOSIBUJICS CJa0blii TMIEPUHTEHCUBHBIN CUTHAI OT
Mpujexanux K roJoBKe MpaBoii miae4yeBoil KOCTU TKaHel
(puc. 1). B utone ObLIM BBIMOJHEHBI 4-9 OTKpbITasi OMO-
TICUsI TOJIOBKY TIPaBOil TJIeYeBO KOCTU U yoaJeHUE MSIT-
KOTKaHoTOo obOpaszoBaHus karcyiabl [1I1C. I1pu rucronao-
rMYeckKoM ucciegoBaHuu OuonratoB Karcyiabl I1T1C
(puc. 2) ¥ camMoOil TOJIOBKM IpaBoOil TMJaeuyeBOil KOCTHU

Puc. 1. MPT IIIIC. B éepxneii mpemu npagoii nae4egoil Kocmu
ommeuaemcs: nepecmpoika KOCMHOI CIMpYKMYpbl N0 CMEUAHHOMY
MUNy, KOPKOBbLil CA0U PA3BONOKHEH, UUPKYAAPHO onpedensemcs
NepuoCmanbHas peakyus 6 euoe AUHelHO20 nepuocmo3a;
Habadaemes yacmuuHoe npepyi6anue KopKo8oeo caos

(puc. 3) oOHapyXeHbl Y4acTKU JTUMMOUIHON UHQPUIBT-
panuu, B MSITKUX TKaHSX TPeICTaBICHHbIE KIeTKaMK
CpemHMX pa3MepoB, UMMyHoTucToxumudecku LCA+, CD
30-, ALK-, CD 20+, CD 45RA+, CD 79a+, TdT-, CD 10-,
bel2+, CD 3-, Ki 67+ 30—40%, a B KOCTHOIi TKaHU —
KJeTKaMU KPYMHBIX U CPEIHUX pasMepoB, 4YacThb U3
HUX — C OMOJIOXKEHHBIMU CBETJIBIMU sSIAPAMU, CO MHOXE-
CTBOM MUTO30B M Y9acCTKOB (DpMOPO3HOI TKAaHU, KOTOPHIE

Puc. 2. lucmonoeuueckoe uccaedosanue ouonmamoi kancyavl I11IC: a — gvipasicennas dugghysnas ungpuavmpayus pezxo 6a3oguabHoIMu
KACMO4HbIMU d1eMeHmMamu Meakux pasmepos. OKpacka eemamokcuaun-303unom, x 200; 6 — cpedu meakux pe3xo 6a30QhunbHbIX KAeMOUHbIX
21eMeHN08 OMMeUalomces c2pynnUPo8antsle U/Uuau papo3sHeHHoO PAcCnON0NCeHHble KAeMKU ¢O cAa00ll 303UHOGUABHOL YUMONAA3MOlL,
IKCUCHMPUHHO PACNONONCEHHBIM MEAKUM SOPLIUKOM U npoceemaeHuem 6 uyumo3sone 10pa. OKpacka eeMamoKkcuauH-303unom, X 400
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Puc. 3. lucmonoeuueckoe uccaedosanue buonmama 20106Ku nPAgoil NAE4e60il KOCMIL: a — NO0ABGAAIUCEe YUCA0 KOCHHOMO3208bIX CUHYCO8,
CKONACHUSI MEAKUX Pe3K0 0a30(unbHbIX KAemOouHbIX 21eMeHmos. OKpacka eeMamokcuaui-303unom, X 200; 6 — 6 buonmame KOCMHO20 Mamepuania
mak Jce onpeoesiomes KpynHole KACMKU ¢ KPYRHbIM A0POM U KCUCHMPUHHO PACHONONCCHHbIM A0pbiukom. Ommeuaemes yMepeHHo
goipaxncenas npoaugpepayus sndocma. OKpacka eemamoKCcusuH-303uHom, x 400

MPU UMMYHOTMCTOXMMUUYECKOM UCCIIEIOBAHUM IKCIPeC-
CHUpOBaJM T€ X€ MapKepbl, OJHAKO MMEJU YMEPEHHYIO
npoymdepaTUBHYIO aKTUBHOCTb. [IpM IUTOTeHETHUYE-
CKOM MCCJIeNOBAaHUY TUMOOUTHBIX KJIETOK TOJIOBKU TIpa-
BOTO IJICYEBOTO CYCTaBa XpPOMOCOMHBIX aHOMAJIUIi HE BbI-
sBieHo, kapuotun 46XY. IIpu manpHeiiieM o6caea0Ba-
HWU y MalMeHTa APYTUX HOOATbHBIX U 9KCTPAHOAATbHBIX
04YaroB MOpaxXeHUs He HabJII0Jad0Ch, YTO MO3BOJIUIIO YC-

Puc. 4. Peumeenoepagpus kocmeii 1egoii Kucmu u npeonevss.
ObHapyaicenvl MHOJICeCmaeHHble ouasu 0ecmpyKuuy KOCMHOU MKAHU
6 GUOUMBIX KOCIIAX 1€80ll KUCMU, NAMOA02UHecKUe NepeaoMbl
N€601i NOKMeBoll U Ay4e6oll Kocmeli 6 HUJCHel mpemu npeonevbs

TAHOBUThb JMArHO3 IMEPBUYHON B-KpymHOKIETOUHOI
auMpocapkombl TITIC, TE cramum (knaccudukauus
A.N. Bopo6beBa u M./I. bpuyinaHt).

[Manuenty npoBeneHo 6 kypcos ITXT mo mporpamme
CHOEP-21 [15]. TTocne 4 KypcOB MOJHOCTBIO MCYE3IH
6o B I1I1C, BocCTaHOBUINCH ABUTATEIbHBIC (DYHKIIWNH,
M0 JaHHBIM peHTreHorpaduu 3aUKCUPOBAHO yBeJIUYE-
Hue kKocteobpazoBaHusi, npu MPT coxpaHsiioch BbIpa-
>XKeHHOe HepaBHOMepHoOe MmoBkIieHrne M P-curnana ot Ko-
CTHOT'O MO3Ta TOJIOBKM U MeTaanadu3sa MmpaBoil Mmie4eBoit
KOCTH, OTMEUYECHBI HOpMaTU3allisI CUTHANIAa OT MATKUX TKa-
Heli, BOCCTAHOBJEHWE KOPTUKAJIBHOTO CJOSI M HaKoTLIe-
HUE KOHTpPAacTHOro IpernapaTta B 00JacTU MOpaxkeHus,
MPEeUMYIIECTBEHHO B BEPXHUX OTAEeJaX roloBku. B aHanu-
3¢ KPOBU COXpaHSJICS TOBBIIIEHHBIM ypoBeHb L.
B cBs3u ¢ aTuM 6buTH TipoBeneHHI enle 2 Kypca [IXT u my-
yeBas Tepanus Ha oomacth [1T1C. [Tocie aToro KoHcTaTH-
poOBaHa KIMHUKO-TeMaTOJOTru4YecKass peMUCCHUSI OCHOBHO-
ro 3aboJjieBaHus. [1pu npoBeaeHUN KOHTPOJIbHBIX 00CIE-
noBaHMI yepe3 3, 6 u 12 Mec 10O 3aBeplIeHUU Tepanuu
B KpoBU coxpaHsuioch nopwimerue ® u mpu MPT-wuc-
clIeJOBAaHNM BU3YaJU3MPOBAIIOCh HAKOIIEHNE KOHTPACT-
HOTO TIperiapara B 00J1aCTH TOJTOBKH ITpaBoi TJIeUeBOI KO-
CTU MPU OTCYTCTBUU KIMHUYECKUX MPU3HAKOB OOJIC3HU.
Ha ocHoBaHUM TOTO, UTO JaHHBIE IPU3HAKU HE SIBISIOTCS
crporo cnenuduuHbiMu st [TJIK, coctosiHue mauueHTa
paclueHMBaJIoCh KakK peMmuccus. Hopmanuzauus maHHBIX
rmokasaTejieii mMesla MeCTO TOJIbKO 4epe3 18 Mec mocie
OKOHYaHUS XMUMMOJIYYeBOTO JedeHus. Pemuccust coxpa-
HsieTcs 2 roga u 9 mec.

Cayyaii 2. IMauuent JI., 68 net, o6patmics B THIL
PAMH B nekabpe 2004 r. I3 aHamMHe3a U3BECTHO, 4TO 3a-
0o0JieJl OH OCTPO B OKTSIOpe, Korjaa nocijie HeOOJIbIIOoN ObI-
TOBOM TpaBMBI CIYYMJICS TIEPEJIOM JICBOU JTy4eBOM KOCTHU
Ha TpaHUIle HWXXHEW M cpeaHeill TpeTu. brura HamoxkeHa
rurncoBas noBsizka. OJHAKO KOHTPOJIbHOE PEHTTEHOIOT U -
yecKoe MccliefoBaHue, IpoBeaeHHOe Yyepe3 4 Hell, BbISIBU-
JIO OTCYTCTBME ITOJIOKUTEIbHON TMHAMUKU, KOCTHAST MO-
30JIb He (hopMuUpoBasiach. BoJIbHOI ObLI FTOCTIMTATIU3UPO-
BaH B LIMTO, rme Gbl1a BBITOJIHEHA OTKPHITass OMOIICUS
KOCTM M3 MeCTa TaTOJOrMYecKoro Tmepesioma (puc. 4).
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[Tpu rucrosornyeckoM MUccaeJOBaHUU OOHAPYXEHO Mac-
CHUBHOE pa3pacTaHue JTUMGOUIHBIX KJIETOK CpPEeAHUX
U KPYITHBIX pa3MepOB THUIA MPOJUMGOIUTOB U TUMGBOO-
nactoB. Ilpu mocryminenun B 'HLI PAMH cocrosinue
00JILHOTO OBIJIO TSIXKEJIBIM, UMEJICS BbIpaxKe€HHBI 00J1€BOI
CUHIPOM, OOYCJIOBJIEHHBI# MHOXECTBEHHBIMU MATOJOIU-
yeckumu rniepesomamu. [lpu oOciaenoBaHUM B aHaIu3e
kpou: WBC 8,3x10°/1, RBC 4,0x10"/1, Hb 130 r/m,
COD 34 mm/q, JIAT 502 EA/n, II® 80 EA/a. Ipu peHT-
reHorpauu OpraHoB TIPYIHON KJIETKU MU3MEHEHUN He
HaliIeHO, HO HeJib3s ObIJIO UCKIIOUMTD B3IyTHUS TeJa mpa-
BOW KJIIOUMIIBI OJIMXKe K €€ TPYIMHHOMY KOHILY U 3aJHero
otpe3ka VIII pebpa cieBa. Ha peHTreHorpamMmmax Ipyrux
KOCTel, cieTaHHBIX B MeCTax JIOKaJIn3auu 00Jieil 1 maTo-
JIOTUYECKUX TIepeIOMOB, BU3YaJIM3UPOBAaHbI OYaru IECT-
PYKLMU KOCTHOU TKAHU B KOCTSIX JIEBOW KMCTHU, B BEpPXHEI
TpeTu nuacdusa JeBOi Maa00epIIOBOIl KOCTH OMpeaesiics
yYacTOK KpaeBoi AeCTPYKLIMU MPOTSKEHHOCThIO 6 CM, 3a-
HUMAIOUIMI MPaKTUYEeCKU BECh MOMEPEYHUK KOCTU C Ha-
JIMYeM MSITKOTKAHHOTO KOMIIOHEHTA TI0 3aJHeil ee mo-
BEPXHOCTHU U C TIpepbIBAaHUEM KOPKOBOTO CJIOS IO TIepel-
Hell moBepxHocTu (puc. 5). [To manusiM KT, B obGnactu
MOSICHUYHO-KPECTILIOBOIO OTHeJa MO3BOHOYHKMKA HAOII0-
JlaJIoCh TOJHOE pa3pylleHUue Kpbljia JeBOI MOAB3IOLIHOMK
KOCTH C pacnpoCTpaHEeHHEeM Mmpoliecca Ha 00J1acTh KpecT-
LIOBO-TIOJIB3IOIIHOTO COUJICHEHUSI W HaJIW4dueM OOIIMp-
HOTO MSTKOTKAaHHOTO KOMIOHEeHTa. B KpecTie cmpaBa
uMeJicsl OOIIMPHBIN y4acTOK AECTPYKLUMU C MSITKOTKaH-
HbIM KOMIIOHEHTOM, IPOHUKAIOIIMM Yepe3 MeXIO03BO-
HOYHOE€ OTBEPCTUE U CAABAUBAIOIIMM KOPEIIOK CITMHHOTO
Mo3ra Ha ypoBHe Il kpectuoBoro noszsonka. Busyanusu-
pOBaIMCh MEJIKME YJ4aCTKU OECTPYKIIMM B JICBOIl OeapeH-
Hoil koctu, mpu Y3U B eBOil MOAB3IOIIHONW 00JaCTH
(y rpeOHs MOAB3AOLIHONW KOCTHU) BBISIBIEHO TMITO3XOTEH-
Hoe oOpa3zoBaHKe pa3MepoMm 6,7x3,9 cm. BeimoaHeHa 1By~
CTOPOHHSISI TPENaHOOMOMCHSI, MO TaHHBIM KOTOPOUl Mo~
TBEPAUTH TUM@POUTHYIO MPUPOY ITOPAXKEHUS KOCTEN CKe-
JieTa He yIaJloch, ITO3TOMY OblIa OCYILECTBIeHAa OUOTICUS
MSITKOTKaHOTO 00pa30BaHUs B 00J1aCTH TTOPakKEeHUS JI€BOI
Manob6epoBoii KocTu. [lpu rucrosoruyeckoM Mcciieno-
BaHUM JAaHHOTO OOpa3oBaHUs OMyxoJieBas TKaHb Oblia
MpeAcTaB/ieHa yyacTKaMu CKJiepo3a W pa3pacTaHUSIMU
JTUMGOUAHBIX KJIETOK KPYMHBIX Pa3MepoB, KOTOpbIE MPU
MMMYHOTMCTOXMMHUYECKOM OKpalluBaHWU oKazanuch CD
34-, CD 20+, CD 45RA+, CD 79a+, MB 2+, bcl2+, CD
10-, CD 30-, ALK-, CD 23-, Ki 67+ mouru 100%.
[Ipy UUTOreHEeTUYECKOM MCCAEeIOBAaHUM TPaHCIOKALIUKU
t(8;14)(q24;932) He 3adukcupoBaHo. [losydyeHHbIE AaH-
Hble TTO3BOJIWJIM YCTAaHOBUTH AuarHo3 nepsuuHoit JI BKKJI
¢ MYJIBTU(GOKAIBHBIM TTOPaXXeHUEM KOCTEH MTO3BOHOYHU-
Ka, Ta3za, pedep, JeBOoii MajoOepLOBOI, KOCTEW Mpeare-
Yybsl CJieBa C BBICOKOW MpojndepaTUBHON aKTUBHOCTBIO
U MHUIbTpaleit MITKMX TKaHell B 00J1aCTU KPEeCTLIOBO-
Ta30BOI0 COUYJIEHEHUS CIipaBa, TpeOHs MOAB3AOIIHON KO-
CTU CJieBa U JIEBOW Mano00eplioBOi KOCTU, C MATOJOruye-
CKUM TIEPEIOMOM KOCTEH JIEBOTO Mpearieubs, craaus 1V
(knaccudukanuss A.W. BopooseBa u M.Jl. bpuiiuanr).
YuuThiBasi BO3pacT, HaJIMUMe MHOXECTBEHHOTrO Iopaxe-
HUSI KOCTEI U BBICOKYIO MpoJudepaTUBHYIO aKTUBHOCTb,
6onbHOMYy mpoBegeHo 5 kypcoB [IXT mo mporpamme
CHOEP-21 ¢ xopouieil MoOJOXMUTEIbHON AUHAMUKON
B BUE MOJTHOUN pPeAyKIIMU OIYXOJU B KOCTSX MPEATIICYbs
U rojieHu (puc. 6), yMEHbIIEHUSI MITKOTKAHHOIO KOMIIO-
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Puc. 5. Penmeenoepagus kocmeii negoii coneHu

Puc. 6. Peumeenoepagpus kocmeii aegoii eoneHu nocae 5 Kypcos
IIXT. Habawdaromes wacmuuroe 0CCMaHo8AeHUe CIMPYKMYpbl
U KOPK08020 €051 1801l Man00epy08oli Kocmu u Omcymcmaeue

MALKOMKAHO020 00pa306aHUs
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HeHTa B MajioM Ta3y. [lociaenHuii Kypc ocloXHUICS pas-
BUTHEM (DeOPWITHLHOM JTUXOPATKY, IBYCTOPOHHE ! ITHEBMO-
HUU C OCTPOIi IbIXaTeIbHON HEOCTATOYHOCTHIO U MPABO-
CTOPOHHUM TUAPOTOPAKCOM, TOTAJIbHOTO PO3UBHOTO dH-
TEPOKOJINTA C KULIEYHBIM KPOBOTEYEHUEM U IJIEKTPOJIUT-
HBIMU HapylIEHUSIMU. B ¢BSI3U ¢ 3TUM 11 KOHCOMUAAIUU
MOJIyYEHHOTO pe3yJibTaTa Oblja MpoBeAeHa JyuyeBas Tepa-
nust B cyMmMapHoii ogarosoit gosze (COJI) 36 Ip Ha Kpecrt-
LIOBO-TTOAB3AOIIHYIO0 00JIACTh CIIpaBa U JIEBOE Mpearieube
U JieByI0 ManobepioByto KocTb. [locie neyeHus: KoHcTa-
TUPOBAHA YaCTUYHasI PEMUCCHUSI OCHOBHOIO 3a00JIeBaHusI.
OnHako ¢ koH1a nekaops 2005 r. Ha oHe cToiiKoli apTe-
pUaTbHONM F'MMEPTEH3UU MOSBUIUCH OHEMEHUE TOA00POI-
Ka, MBIIIIEYHbIe 00JIM, OHEMEeHUEe B CTOMax, 00U B TOsIC-
HUYHOM OTJeJie TO3BOHOUYHNKA, (eOpuIbHas IMX0OpanKa.
I[Ipu ocMoTpe HabI0OAATUCh BO3HUKHOBEHUE TOPU30H-
TaJbHOTO HUCTAarMa, BblMaJeHUe KOJEHHbIX U aXUJIOBBIX
pedJiieKcoB, HeycTOHYUBOCTh B mo3e Pombepra, mo maH-
HbiIM MPT rojoBHOro mo3ra, BBISIBJIEHO paclliupeHue
npoctpaHcTB BupxoBa — PoOunHa B obGsacTu 6azaibHbBIX
TaHTJINEB, HAINYWE €IUHUYHOTO Menkoro T2-rumepuH-
TEHCHUBHOTO OvYara Ha TpaHULIe MEXAY 3PUTEIbHBIM OyT-
pOM M KOJIEHYAThIM TEJIOM CJieBa U €IUHUYHBIX OYEHb
MeJKuX T2-TUMepuHTEHCUBHBIX OYaroB B O€JI0M BellleCT-
B€ MOJIYOBAJIbHBIX LIEHTPOB, 3aMETHOE pacliupeHue 60Ko-
BBIX KEJTYAOUYKOB M 3HAYUTETbHOE — OOpPO3/ YepBsSI MO3-
JKeuka, a Takxke Oonpummx monaymapuii. OTmedeHo Obl-
CTpoe yXyAlIeHUe COCTOSIHUS B BUJIE HApacTaHUsl 00JIeBO-
ro CUHIpOMa, MOSIBJIEHMS] BbIPaXeHHOI ciabocTu, cmy-

TaHHOCTM CO3HAHMs, B aHajluW3e KPOBU — YBEJIUYEHUE
COD nmo 70 mMM/4, runepkanbiimemus — g0 2,19 MM/n
(mopma 1,05—1,34), runokanmuemuss — 1no 2,9 MkM/n

(Hopma 3,5—5,1), azoremus (kpeatuHuH — 0,28 MKM/7,

nopma 0,04—0,18, moueBuHa — 11,6 MxkM /i1, HopMma 2,5—
8,3), comepxanue puOpuHOTeHa — 7 T/, aKTUBUPOBAH-
HOe 4YacTU4YHOE TpoMOoILIacTUHOBOE BpeMs — 23 c.
ITo nannbiM Y3U u KT, nmarHocTupoBaHbI IPaBOCTOPOH -
HUM TMAPOTOPAKC, MHOXECTBEHHbIE OYaroBbie (OCTEOIM-
TUYECKME) U3MEHEHUsSI KOCTel cKeljieTa, rernaTtoMeraius,
MEJIKHME TUITO3XOTe€HHbIE OKPYTJIble 00pa3oBaHus 10 1,3 cM
B 00eUX JOJISIX TIEYEHU, YMEPEHHO BaCKYJISIpU3MPOBaHHBIC
JIY B mpoekuum Manoro canpHuka 1,1x0,7 cMm, 3abpro-
mwuHHBIe 1,5%1 ¢cM, moaB3golIHbie cieBa 3,5x1,8 cm, na-
XoBbIe cieBa 1,7x1 cM. YcraHoBJIeHa mporpeccus 3abdoie-
BaHUs C MHOXECTBEHHBIM OYaroBbIM MOPaXEHUEM JioMa-
TOK, JIEBOW KJIOUMIIbI, pedep, MO3BOHKOB, KOCTEil Tasza,
KpecCTIlia, TOJOBOK OCApPEHHBIX KOCTEH, MeYeHU, BHYTPHU-
OpIOLIHBIX 1 3a0pOKMHHBIX JIY ¢ ObICTpBIM HapacTaHUEM
TUNepKaJblIMEMUN, OCTPOI MOYEUHOM HETOCTaTOUHOCTH
U pa3BUTHUEM colopa. B ganbHeiineM npoBOAMINCH CEaH-
Cchl reMomuadUIbBTpallMu, CUMIITOMaTHYecKasi Tepamus,
HalpaB/eHHasd Ha HOpMalu3aluio 3JEeKTPOJIUTHBIX HApy-
menuii, u [N1XT mo mporpamme M2 [15], maBuiee JNWIIb
KpaTKOBpeMeHHBI a3 dekT. bonbHOIT ymMep oT mporpec-
CUM OCHOBHOTO 3a00JieBaHUsI.

Takum obpasom, ITJIK — penkoe 3abojieBaHUE, KO-
TOpPOE€ BCTpEYaeTcsl B pa3HbIX BO3PACTHBIX IPyMIax U Mo-
KET MPOTeKaTh B BUJE JOKAJIbHOTO UJIM MHOXECTBEHHOTO
IMopaXkeHUs KOCTel ckeneTa. st ycTaHOBJICHUS TUArHO-
3a HeOOXOIMMO BBINIOJHEHUE KOMILIEKCa MUarHOCTUYe-
CKMX MEpPOMPUITUI, BKIIOYAIOIIUX MPOBEAEHUE OTKPbI-
TOU OUOMCHUU MOPAXEHHOrO y4yacTKa KOCTU WU MSTKOT-
kaHoro komrmoHeHTa. ITJIK moxer ObITH mpencrtaBieHa
pPa3IMYHBIMU TUCTOJIOTUYECKUMU BapuaHTaMU, YTO Tpe-
oyet nuddepeHMpoBaHHOTO nMoaxoaa npu Beidope [TXT-
BO3JCHCTBUS.
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