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PE®EPAT

AktyanbHocTb. [NepBuyHble numdombl koctel (1K) oTHO-
CATCS K pedKMM 3KCTpaHoAaibHbIM NMMAaTUYECKNM OMyXo-
nam. bonee yem B 90 % HabNOAEHNIA OHU NMpeacTaBneHbl
andhdpysHor B-kpynHoknetouHon numdpomon (OBKJ). Ddh-
HEKTUBHOCTb CTaHAAPTHON MMMyHOxummoTtepanun R-CHOP
npv nokaneHol (IE) ctagun MK coctaBnset 6onee 90 %. B 10
e BpeMs Mpu HasiM4mMm Takux hakTopoB He61aronpuUATHOro
nporHosa (PHI1), kak MHOXEeCTBEHHOE MOopaXKeHWe KOCTeW
(IVE cTagms), noBbllLEHME aKTUBHOCTU flakTataernaporeHa-
3bl (J146), B-cumnToMbI, 60/1bLLOK pa3Mep onyxosu, oTMeya-
etca cHuxkeHne adpgektneHoctn R-CHOP. OntumanbHoOro
pexuma npoTMBOONYXONEBOro neyeHnsa anga 6onbHbix MK
¢ ®HI B HacToswwee BpeMa HeT. Mbl NpegnaraeM y JaHHOM
KaTeropumn nauneHToB NPOBOAUTb MEPBUYHYIO MHTEHCU(U-
LIMPOBaHHYO MHOMOKOMMOHEHTHYIO XMMUOTEPAnUIO.

Llenb. OueHnTb OONrOCPOYHbIE pe3y/bTaTbl NPOCNEKTUB-
HOrO OAHOLEHTPOBOrO WCCAefoBaHUA MO MPUMEHEHUIO
BblcOKOA03HOM nporpammbl MNHL-BFM-90 y 60nbHbIX €
nepsuyHon ABKJ1 kocten n ©Hr.

Martepuanbl 1 mMetogbl. B unccnegoBaHue BKIKOYEHO
33 naumeHTa ¢ nepsuyHoin OBKJ1 kocTen, HabntogaBLUMX-
ca B ®IreY «<HMULL remaTtonorumn» ¢ 2006 no 2018 r. Me-
AnaHa Bo3pacTta 60nbHbIX cocTaBuna 44 roga (amanasoH
16—78 neT). OueHNBaNNCb OCHOBHbIE KIMHMYeCKMe, nabo-
paTopHble, peHTreHonorndyeckme u MP-xapaKTepucTnkm
OMyXo/n, NokKasaTtesiv BbKMBAaEMOCTH, haKTopPbl MPOrHoO3a.
Pesynbratbl. OHIN BbigBaeHbl y 29 (88 %) naumeHToB,
N3 HMUX pacnpocTpaHeHHas (> IE) ctagma 6bina y 20 (61 %)
60/bHbIX, NoBbIWeHne aktueHoctun J1IAIN — y 20 (59 %),
B-cumntombl — y 15 (45 %), 60/bLLON pasmep Onyxonm — y
23 (71 %). Beicokogo3HOE MPOTMBOOMYXONEBOE NIeHEHNE MO
nporpamme mNHL-BFM-90 npoBegeHo 27 n3a 33 60/bHbIX.
O6was n BbXMBaAEMOCTb 6e3 nporpeccupoBaHns 3a 5 net
coctaBunm 92 %. Hn oanH n3 ®HI He okasan ctaTucTuye-
CKM 3HAUYMMOrO B/IMAHUSA Ha NOKa3aTen BbXKMBAEMOCTMU.
3aknto4eHue. [NpMMeHeHMe BbICOKOLO3HOM Nporpammbl
MmNHL-BFM-90 npwu TJIK, xapaktepuaylowmxca Hebnaro-
NPUSATHLIM MPOrHO30M, MO3BOASET AOCTUYb ANUTENbHbIX
pemuccnin y 92 % nauymeHtoB. Mbl pekomeHgyem mNHL-
BFM-90 B kaudecTBe Tepanun Bbi6opa y MPOrHOCTUYECKHU
Heb6M1aronpuATHOM rpynnbl 60bHbIX ¢ TJ1K.
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ABSTRACT

Background. Primary bone lymphomas (PBL) are rare ex-
tranodal lymphomas. In more than 90 % of cases they are
reported as diffuse large B-cell ymphomas (DLBCL). At local
(IE) stage of PBL the standard R-CHOP immunotherapy dem-
onstrates efficacy over 90 %. If, however, such poor prog-
nostic factors (PPF) as multiple bone lesions (IVE stage), in-
creased lactate dehydrogenase (LDH) activity, B-symptoms,
and large tumor mass are identified, R-CHOP efficacy tends
to decrease. There is currently no optimal regimen for treat-
ment of PBL patients with PPF. We suggest intensified multi-
agent chemotherapy for this category of patients.

Aim. To assess long-term results of prospective single-cent-
er trial on the use of high-dose mMNHL-BFM-90 program in
patients with primary bone DLBCL and PPF.

Materials & Methods. The trial included 33 patients with pri-
mary bone DLBCL followed-up at the National Medical He-
matology Research Center from 2006 to 2018. The median
age of patients was 44 years (range 16—78 years). The spec-
trum of assessed data included main clinical, laboratory, X-
ray and MRI tumor characteristics as well as survival rates
and prognostic factors.

Results. PPF were identified in 29 (88 %) patients, out of
them 20 (61 %) patients had an advanced stage (> IE), 20
(59 %) patients showed an increased LDH activity, B-symp-
toms were identified in 15 (45 %) patients, and large tumor
mass was reported in 23 (71 %) patients. High-dose antitu-
mor treatment (MNHL-BFM-90) was administered in 27 out
of 33 patients. Overall and progression-free survival within
the period of 5 years was 92 %. None of PPF significantly
influenced survival rates.

Conclusion. The use of high-dose mNHL-BFM-90 program
in PBL with poor prognosis achieves long-term remissions in
92 % patients. We recommend mNHL-BFM-90 as a therapy
of choice for PBL patients with poor prognosis.
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BBEJAEHME

[leppuuHas saumpoma kocteit (IIJIK) — aTo penkas
OMyX0Jib, 3a60/1eBaeMOCTb He MpeBbIlIaeT 1-2 ciaydas Ha
1000 000 HaceneHUs B rof.

Haubosee wyacteiM (90-95 %) HMMyHOTHCTOXU-
MmudeckuM noatunoMm IUJIK aBaserca guddysHas
B-kpynHokseTouHas tumpoma ([IBKJI).

C TeyeHneM BpeMeHU noaxoAbl K JjedeHuro [IJIK
pPaCIIMPUINCE OT XUPYPrUYecKOTo yJaJeHUs OIyXoJIr
u/unu aydeBoil Tepanuu (JIT) 10 MHOTOKOMIIOHEHTHOH
MMMYHOXMMUOTEPANUK, YTO IO3BOJIMJIO CyleCTBEHHO
YJAYYIIUTh 0011yI0 BbIKHMBaeMocThb (OB) 1 BBDKHMBaeMOCThb
6e3 nporpeccupoBanus (BBII) 60osbHBIX [1].

B HacTosimiee BpeMs B KadecTBe Tepaluu NepBOU
auHuM y nayueHToB ¢ IIJIK npumensitor cxemy R-CHOP.
5-netHsasa BBII gocturaet 90 % y 60JIbHBIX C JIOKAJIbHON

(IE) crapgueir u ymeHnbiaetrcsa a0 30-40 % y nmanueHTOB
CO MHOXXECTBEHHBIM MOpaKEHHWEeM KOCTeM U TaKUMHU
dakTopamu HebGaaronpusaTHoro nporHosa (PHII), kak
MOBbILIEHUE AaKTUBHOCTU JaKTaTAeruaporeHasnsl (JI/T),
Hasnuuue B-cuMnToMoB, pa3Mep onyxoJiu 6oJiee 6 cM [2-7].

O4eBUIHO, UTO 3 PEKTUBHOCTh CTAHAAPTHOU UMMY-
HoxuMuoTepanuu R-CHOP y 60/1bHBIX M3 TPOTHOCTUYECKHU
HeGsaronpusaTHONM mnofrpynnel [IJIK HegocTaTouHa.
PyKOBOJACTBYSICb  TOJIOXKUTEJbHBIMU  pe3y/bTaTaMu
NpYMeHEeHHs] BbICOKOJJ03HOM XMMHOTEPANuU MPU TaKUX
arpeccUBHBIX ONMYX0Js1X, Kak juMdoma bepkurta, [JBKJI
)KeJly[iKa, aHaljacTuyeckass KpynHokseTodHasa ALK-
Mo3UTHUBHAsA tuMdoma U Ap. [8-11], MbI peLInIu OIeHUTh
3)deKTUBHOCTL 3CKa/JAlMU MPOTHUBOOINYXOJEBOTO Jie-
YyeHUs B epBou IMHUM y 60/bHBIX [I/IK. Takum 06pazom,
c 2006 . B ®I'BY «HMHUI] remaTosioruu» 6bLJIO HAa4aTO
npocnektuBHoe ucciaenoBanue I[IJIK. Tlo pesysnbTaTam

[BKJ1 koctei
! n=33 ]
> |E cTagum IE ctagus
n=20,61% n=13,39%
> 55 net
n=4
mNHL-BFM-90 mNHL-BFM-90 mNHL-BFM-90
AnBAZB EPOCH/HMA AnCMAACM CHOP/EPOCH AnBAnB
n=2 n=2 n=16 =4 n=9

| |

Ymepnu, peunams

=/Ocra|orcn nof HaGMtoeHNeM B pemuccum

Puc. 1. AnropuTm Bbl6opa nporpammbl iedeHns 60bHbIX ¢ nepsuyHoi [IBKJ1 KocTel (onncaHme cxem xmmmoTtepanuun cm. B 1abn. 1)
JABKJT — gudhpysHasa B-kpynHoknetouHas numdoma; ®HIM — cdakTopbl He6n1aronpmusaTHOro NporHosa.

Fig. 1. Decision-making algorithm for treatment of primary bone DLBCL (for chemotherapy regimens, see Table 1)

ABKJ1 — diffuse large B-cell ymphoma; ®HIM — poor prognostic factors.
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NPOMEXYTOYHOI'O0 aHa/in3a Obla IOKa3aHa BbICOKAs
3¢ EeKTUBHOCTb HHTEHCUBHOM UMMYHOXUMHUOTEPAINH Y
6osbHbIX ¢ OHII [12, 13]. B HacTos1Lel cTaTbe MbI Ipe/-
CTaBJIsiEM JOJTOCPOYHbIE Pe3yJbTaThbl MPOBEJEHHOTO
HCCJIeJOBaHUS.

MATEPWAJIbI U METO/1bl

Kputepuu BknioueHus

KpuTepusiMu BKJIIOYEHUs] B HCC/e/lOBaHHUE ObLIU:
1) Bo3pacT 16 JsieT u cTapiie; 2) NOATBEPKJeHHbIN 1Ua-
rHo3 /IBKJI; 3) mopakeHMe MUHUMYM OJHOW KOCTH 6e3
OT/la/IeHHbIX HOJaJIbHbIX/BUCLiEPA/IbHBIX 04YaroB, [i0-
MyCKaJ0Ch IOpakeHHWe pervoHapHbIX JUMPpaTUYeCKHUX
y3J10B U MAATKUX TKaHeH; 4) o6ciejoBaHUe, 06513aTEbHO
BkJto4aBiiee KT rpyHOU KJIeTKHA U OPIOIIHOM MOJIOCTH,
OGUOTIICHI0 KOCTHOT'0 M03ra; 5) orcyTcTBue BUY-1.

Crazpuio 3a60sieBaHuUsl ONpesiesIsiii B COOTBETCTBUU
¢ MoguduULIMpoBaHHOM KJaccudukanueit Ann Arbor s
3KCTpaHoAaNbHbIX JuMboMm: IE cragus — mnopaxeHue
onHou kocty; lIE cTaguss — mopaxkeHue OJHOU KOCTHU U
peruoHapHbIX JuMdaTruyeckux y3/0B; IVE cragus — no-
paxkeHHe 6oJiee 0OJHONU KOCTH.

[TopaxkeHre OKpy>alLUX MATKUX TKaHeW JOoIycKa-
JIOCh NIPU JTI060¥ cTaauu. [eHepaiM30BaHHOE BOBJIeYeHUE
JuMdaTUUYECKUX Y3JIOB MO0 06e CTOpPOHbI Auadparmbl
(III ctagusa) u/vUau KOCTHOTO MO3Ta CJAYKHJI0 KPUTEPUEM
uckiarouenusd [JIK [6, 14].

Neyenne

Bbi6op MNpOTHBOONYX0JIEBOTO JIEUeHUsI OCYIIecT-
BJISIJICS] B COOTBETCTBUU C Pa3paboTaHHbIM aJITOPUTMOM U
y4eToM cTaauu onyxouiy, Apyrux ®HII, a Takxke Bo3pacTa
nanueHToB (puc. 1). K ®HII oTHOCHIU GoJblIoN pasmep
0Myx0Jid, B-cuMnToMbl, noBbilieHUe aKTUBHOCTU JI/IT.

Jleuenue no nporpamme mNHL-BFM-90 (* putyk-
cuMab) TPOBOAUJIOCH MaleHTaM c nepBuuHOM JBKJI
KocTed Bble IE craguu He3aBUCHMMO OT Ha/JW4USA WU
otcyTtcTBud Apyrux ®HII u 6osnbHbIM C IE cTaguet B coue-
Tanuu ¢ @HIIL. Haubosiee UHTEHCHUBHbBIN BUJ, IPOrPAMMBI,
BKJIIOYABIIMNA 60K CM C BBICOKOZO3HBIMU METOTpEK-
caToM W LUTapabuHoM (poTupyrouide Kypcbl Ajn/Cwm),
OCYUIECTBJISICSA ¥ 60JbHBIX Z10 55 JeT ¢ Boiwe IE cTagueit.
IMamuenTtaMm go 55 set ¢ IE cragueli B coyetanuu ¢ O®HII
MPOBOUIHN 4-6 pOTUPYIOIIUX KypcoB Az /B.

[TantuenTtam crapiue 55 Jet c IIE, IVE ctagusamu Ha-
3Havasu 4-6 poTUpyouux KypcoB Azn/B mo mporpamMmme
mNHL-BFM-90 wiu EPOCH/HMA. BosabHbiM 6e3 OHII
NpoOBOAUIM MoJuxuMuoTepanuio no cxeme CHOP waum
EPOCH (# putykcumasn).

CxeMbl JleyeHUsI U J03bl NIpenapaToB Mpe/CTaB/IeHbl
B Tabs. 1. Bcero mpoBoauioch 4-6 KypcoB NIPOTHBO-
omnyxoJieBoU Tepanuu. [lanueHTaM C JIOKaJIbHOW CTaguen
BBIINOJIHSAJIU KOHCoNMUAUpyomyto JIT.

JddeKTHUBHOCTL Tepamuu OIeHUBAJU B COOTBET-
ctBuu ¢ kputepusmu IWS (International Workshop to
Standardize Response Criteria) [15]. [l/1s1 o1jeHKU pe3yJib-
TAaTOB MO3UTPOHHO-IMUCCUOHHON Tomorpaduu (I13T)
1ocJie JieyeHUsl UCN0JIb30BaIMCh IepECMOTPEHHbIE MeX-
JlyHapo/iHble KpUTEPHUU PEMUCCHUU /1151 3JI0Ka4eCTBEHHBIX
aumpoMm [16-18]. TOKCHYHOCTH MPOTHUBOOIYXOJIEBOTO Jie-
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Ta6nuua 1. CxeMbl MPOTUBOOMYXO/IEBOrO NleYeHns

Mpenapartbl [o3bl [Hn
Bnok Ap
Wdocthammnp 800 mr/m? B/B KanenbHo 1-5-i
MetoTtpekcat 1000 mr/m? B/B KanenbHO B TeueHue 12 4 1-n
BuHKpncTuH 2 Mr B/B CTpyiiHO 1-i
[lokcopy6uumH 50 mr/m? B/B KanenbHo 3-in
LintapabuH 150 mr/m? B/B KanenbHo 2 pasa B CyTKU 4-5-n
Jtonosmg 120 mr/m? B/B kanenbHoO 4-5-n
[ekcametasoH 10 mr/m? B/B 1-5-i
Bnok B
LUuknodochamua 200 mr/m? B/B KanenbHo 1-5-i
MeTtoTpekcar 1000 mr/m? B/B KanenbHo B TeueHue 12 u 1-i
BuHKpncTuH 2 ™r B/B CTpyiiHO 1-i
[lokcopy6unumH 25 mr/m? B/B KanenbHo 4-5-in
[ekcameTasoH 10 mr/m? B/B 1-5-i
Bnok Cm
MetoTpekcat 1000 mr/m? B/B KanenibHO B TeueHue 12 4 1-i
BuHGnactuH 10 mr B/B CTpyAHO
LintapabuH 2000 mr/m? B/B KanenbHo 2 pa3a B cyTku  2-3-i
Jtonosug 150 mr/m? B/B 3-5-i
[ekcametasoH 10 mr/m? B/B 1-5-#
EPOCH
Jtonosma 50 mr/m?B/B KanenbHo 3a 24 4 1-4-n
[llokcopy6uumH 10 mMr/m?B/B KanenbHo 3a 24 4 1-4-i
BuHKpuCTUH 0,5 Mr B/B KanenbHo 3a 24 4 1-4-i
MpeaHn30n0H 750 mr/m? B/B KanensHo 5-i
HMA
Metotpekcar 1000 mr/m?B/B KanenbHoO 3a 24 4: nepBble 1-i

200 mr/m?3a 2 4, ocTaBLUMecs
800 mr/m?3a 224

Lintapabux 3000 mr/m?B/B KanenbHO 3a 2 4 2 pas3a B 2-3-

CYTKM Yepes 12 Y (4 BBeAeHMs)

yeHus onpegesau no mkane NCI-CTC (National Cancer
Institute - Common Toxicity Criteria) [19].

CraTncTMyeckmin aHanms

CTaTUCTUYECKUHN aHA/IU3 IPOBOAU/IN NMyTEM NOCTPO-
eHUsl KpUBBIX BbLkMBaeMocTH Kansiana—Meliepa u 4a-
CTOTHOI'0 aHa/u3a (C NpUMeHeHUeM TOYHOI'O KpUTepUs
@uiepa). [ls pacuetoB OB co6bITHEM CYUTAIACH CMEPTH
o 1060 npuuuHe, AJs BBl — nporpeccupoBaHue 3a60-
JIeBaHMUs, peliu/IMB ONyX0JIU U CMEPTH 110 JIF06OM TPpUYKHE
(BpeMs OTCYMTBIBAJIOCH OT JaThl Hadasa JedyeHus). [is
pacyeToB UCIOJIb30BATUCh CTATUCTUYECKHE TIPOrpaMMbl
StatView 4 u SAS 9.4.

PE3YNIbTATbI

XapakTepuctuka nayMeHToB

C 2006 mo 2019 r. B uccies0BaHUE ObLIO BKJIKYEHO
33 nanueHTa (66 My>X4uH U 17 KEHILUH, COOTHOIIEHUE
My>K4MH/>keHIUH 1:1) B Bo3pacTte 16-78 sieT (MenuaHa
44 rona). OcHOBHbIE XapaKTEePUCTUKU MALUEHTOB MpeJ-
CTaBJIeHbI B TAOJI. 2.

Y Bcex 33 nayueHTOoB AuarHos /IBKJI 6611 Bepuduiu-
pOBaH Ha OCHOBAaHUM MOPGOMMMYHOTUCTOXUMHUYECKOTO
rcciaenoBaHus onyxoad (puc. 2 u 3). Llutosoruyeckoe
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Ta6nuua 2. XapakTepucTmka naumeHToB

O6wasn Crapus
rpynna, CraguslE, [lIE-IVE,
n=33 n=13 n=20 P
Mokasarenb abc. % abc. % abc. %
Mon
JKeHLmHbI 7 52 9 69 8 40 0,01
MyX4nHbl % 48 4 31 12 60
Bospacrt
<55 net 26 79 10 77 16 80 H3
>55 net 7 21 3 23 4 2
MoBbiwenne NAI 20 59 4 31 16 76 0,01
[MopaxeHue MArkux 32 97 13 100 19 95 H3
TKaHei
[TopaxeHwne pernoHapHbix 14 41 0 0 15 75 0,01
AMMGaTMYeCcKmnX y3nos
Pasmep onyxonn =6 cm 23 N 8 62 15 75 H3
Cratyc no IPI
<2 6annos 7 51 13 100 4 20 0,003
>2 6annoB 6 49 0 0 16 80
VImmyHoeHoTun
GCB %5 68 6 67 9 69 H3
Non-GCB 7 32 3 33 4 33 H3
BCL2
BCL2+ M 52 3 50 8 53 H3
BCL2— 10 48 3 50 7 47 H3
CD10
CD10+ 6 25 3 30 3 21 H3
CD10- B8 75 7 70 1N 719 H3
30HbI NOpaXeHNs KocTeii
Tynosuwe 40 71 10 77 30 70 H3
KoHeuHoCTH % 29 3 23 13 30
KnnHuyeckne npusHaku
bonb 29 8 M 8 18 90 H3
Manbnupyemas 24 73 8 62 16 80 H3
onyxonb
B-cumntombl 15 45 0 0 14 70 0,01
Mepenombl 5 15 4 31 1 5 H3
Cratyc no wkane 21 62 3 23 18 90 0,01
ECOG = 2 6annos
Jlokanusauus onyxonu
Yepen 4 7 1 7 3 7 H3
[T03BOHOYHMK 8 13 2 15 6 14 H3
Koctu 1a3a m 19 0 0 1n 26 0,01
BepxHsas uentoctb 9 16 5 38 4 8 H3
HwxHsas yenoctb 3 6 2 18 1 2 H3
benpeHHas KocTb 6 1 1 7 5) 12 H3
Koctv ronenn 5 9 0 5 12 H3
lMneyeBas KocTb 4 7 2 15 2 5 H3
Pebpa 2 4 0 0 2 5 H3
Jlonatka 3 6 0 0 3 7 H3
IpyanHa 1 2 0 0 1 2 H3

ECOG — Eastern Cooperative Oncology Group; IPl — mexayHapoaHblit
nporHocTuyeckuii nHaekc; JIAI — nakrataernaporexasa; H3 —
CTaTUCTUYECKN HE3HAUNMO.

vccieoBaHue BbINOJHEHO y 14 (42 %) mainueHTOB.
OnpesiesieHre UMMYHOTHUCTOXUMUYECKUX NOATPYII B CO-
otBeTcTBUU Cc asiroputmoM C.P. Hans [20] 661710 BO3MOXKHO
y 22 60JbHBIX, U3 HUX ¥ 15 (68 %) yctaHoBsen GCB-Tun
JABKJ/Iny 7 (32 %) — non-GCB-Tumn (puc. 4).

KIIMHWYECKAS OHKOTEMATOTON A

Puc. 2. BonbHas E., 49 net. OTnevaTtok 6uontaTta onyxonu 6egpeH-
HOWM KOCTU: aTUMU4HblE K/IETKU KPYMHbIX Pa3MepPoB C LUMPOKOW
LMTOMNNA3MON, BbIPaXeHHbIM MOAnMMopdr3MoM, fapamn Henpa-
BUNbHOW (HOPMbI C HEXHbIM XpOMaTMHOM. BcTpevatotcs curypel
MuTo30B (X100, nMmepcus)

Fig. 2. Female patient E., aged 49 years. Femur tumor biopsy im-
print: atypical large cells with broad cytoplasm, pronounced poly-
morphism, irregular-shaped nuclei with delicate chromatin. Occa-
sional mitotic figures (x100, immersion)

OCHOBHBIMM CUMITOMaMM 3aboJieBaHUs OblIU 60JIb
U omyxoJsieBas AedopMalus mopaxkeHHoH ob6sactu. [lo-
BhIeHUe akTUBHOCTHU JI/IT' 1 B-cuMnToMbl (JiMxopajka,
NOT/IMBOCTb, NOTepsl MacChl TeJsa) BbISABISAJNCH NPU-
MEPHO y OJIOBUHBI NaLMeHTOB. Cpeiu BcexX JIOKaIu3auun
OMyX0JIM HauboJsiee YacThIMU ObLIU KOCcTH Tasza (19 %),
BepxHss yestocThb (16 %) u no3BoHoYHUK (13 %). IaTo-
JIOTHUYeCcKUe MepesioMbl BbisiBaeHbl ¥ 5 (15 %) 60JbHBIX
C JIoKasu3anue onyxoau B aAuaduslax JJIUHHBIX TPYyO-
YaTbIX KOCTeH HUJIM TO3BOHOYHHUKE. Y 3 60JIbHBIX IEPEJIOM
BO3HHUK /10 HayaJla JiedeHus, a y 2 Jpyrux — Henocpej-
CTBEHHO I10CJIe HETO, B IePUO/, aKTHBU3ALHUH.

[To faHHBIM MHCTPYMEHTAJbHBIX METOZ0B 06ce/0-
BaHus (KT, MPT) BbIsAB/ISI/INCH pacipoCTpaHEHHbIE 30HbI
MaTOJIOrMYeCKUX U3MEHEHUH B KOCTAX U MATKUX TKaHSX B
nopaXkeHHOU o6sactu (puc.5u 6).Y 2 (6 %) 60JbHBIX U3-
MeHeHus Ha KT oTcyTcTBOBau (JI0XKHOOTpHULIATETbHBIE
pesyabtaTthl KT). Y 32 (97 %) nauuveHTOB OTMeYaJlCh
MopakeHue MATKUX TKaHel U 6oJIbLIoN (> 6 cM) pa3mep
onyxosu (n=23; 71 %). 06b19HO HA6JII01a/10Ch COYETaHU e
yKa3aHHBIX /IBYX IPU3HAKOB.

Jo neyenus 13T BoinosiHeHa 22 nanueHTam (y 10 —
[13T, y 12 — IM3T-KT). Ilocsne crangapTHoro obcJeno-
BaHus (g0 npoBefenus [13T) y 12 U3 aTux 22 nagueHToB
6bl1a ycraHoBsieHa lE cranus, y 3 — IIE ctagus,y 7 — IVE
ctaaus (puc. 7). Ilo nanubiM [13T gonosHUTEIbHBIE OYaru
OMyX0oJIM OOHapyeHbl V 5 OGoJibHbIX. TakuM 06pa3om,
nocsae npoBenenus [I3T IE cTtapus 6blia ycTaHOBJIEHA Y
7 60oabHBIX, [IE cTagusa —y 3 u IVE ctagusa — y 12.

[Tocsie MpoBeileHHOI'0 KOMILJIEKCHOTO 06C/1e/J0BaHUsA
rpynny c nepsuuHoi [ABKJI kocrel IE cTaguu coctaBuiio
13 (40 %) manueHTOB, a rpynny Bbiule IE craguun — 20
(60 %) (cM. Tabu. 2). [Ipy cpaBHEHUHU 3TUX [JBYX I'PYII
0Ka3a/oCh, YTO NalMeHTbl C reHepaJM30BaHHOMN omy-
X0JIbI0 ObLIM MOJIOXKe: MeAuaHa Bo3pacta 40,7 vs 50,6
B rpynne /[IBKJI kocrtel Boiwe [E vs IE cTagus cooTBeTt-
ctBeHHO. Kpome Toro, B rpynne /IBKJI kocteit Boie IE
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Puc. 3. BonbHon Y., 62 ropa:
A — 6uonTaT rpyauHbl: anddysHaa nponudepauns KpynHbIX AUM-
onaHbIX KNeTok ¢ Mopdonornein LeHTpo6acToB M MMMyHoONa-
ctoB (x40); b — 6uonTaT NoAB3AOLIHON KOCTU: KOCTHOMO3rOBbl€ MOo-
NIOCTW 3aMO/THEHbI KPYMHbIMU MMM OMAHBIMK KrieTkamu (x10)

Fig. 3. Patient Ch., aged 62 years:
A — sternum biopsy: diffuse proliferation of large lymphoid cells with
centroblastic and immunoblastic morphology (x40); 5 — iliac bone bi-
opsy: bone marrow cavities are filled with lymphoid cells (x10)

Puc. 4. IMMyHOrncTtoxummnyeckoe nccnegosanme. MNpu peakuun ¢ aHtutenamm K (A) CD20, (6) LSA onpegensietcss MOHOMOPMHAsA NHTEH-
CuBHaa MeMOpaHHas aKcnpeccus onyxoneBbiMn knetkamu (x40). (B) MNpu peakumm ¢ aHTUTenammn K Ki-67 onpegensercsa BbICOKUIA ypo-
BeHb NPonMdepaTMBHON aKTUBHOCTU — SiAEPHasA peakums B 60/bLUMHCTBE aTUMNYHBIX KN1eToK (x40)

Fig. 4. Immunohistochemical assay. (A) CD20 antibody assay, (b) LSA reveals monomorphic intensive membrane expression by tumor cells

(x40). (B) Ki-67 antibody assay reveals high proliferative activity, i.e. nuclear reaction is observed in most atypical cells (x40)

CTaJlUU peo6J1aJialvd My>KYUHbBI (COOTHOILIEHUE MY»YHH /
»keHIMH 1,6:1), a B rpynie c [E cragueil — xeHIuHBI (co-
OTHOIlIeHHe MYX4UH />keHIUH 1:3,2).

Y 90 % 6oabHbix /IBKJI kocreit Boime IE craguu
obliee coCcTOossHUE ObLJIO TsKeJbIM (CTAaTyc IO IIKaJe
ECOG = 2 6a/sIOB), CHMIOTOMbl HWHTOKCUKAlUU
(B-cumntoMbl) U moBbIIEHHE aKTUBHOCTU JI/II' BBI-
aBasaucb y 70 u 76 % mnauueHTOB COOTBETCTBEHHO.
Y 60abIIMHCTBA GOJIBHBIX C JIoKaJbHOU IE cTaguel, Ha-

MPOTUB, 001llee COCTOSTHUE OBbLJIO YI0BJAETBOPUTENbHbBIM,
B-cMMNTOMBI HUKOT[Ja HE BCTpeYaJUCh, & aKTUBHOCTb
JIAT 6bl1a moBbIIIEHa TOJIBKO y '/, U3 HuX. CiesiyeT oTMe-
THUTB, YTO B cpelHEM aKTUBHOCTB JI/I[' y 60/1bHbBIX ¢ [IBKJI
kocTelt Bbiuie IE cTaguu B 3 pasa mpeBblliaja TAKOBYIO
y HALUEHTOB C JIOKAJIbHOM cTaAuell. Bce ykazaHHble pas-
JIN4MS ObLIU CTaTUCTUYeCKU 3HaYuMbIMU (p < 0,05).
CTaTUCTUYECKU 3HAUYUMbIe OTJIMYMS TaKKe HabJIo/a-
JIUCh TIPU pacnpe/ieieHUH NallMeHTOB 0 FPyIIaM prUcKa
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Puc. 5. (A) BonbHon 3., 50 net. KT (3D-pekOHCTPyKUMSA KOCTen
yepena): o4aru AecTpyKumm B 061acCTu NOOHbIX KOCTEN, npenmy-
LecTBeHHo cneBa. (b) bonbHoi Y., 62 roga. KT kocTeit Tasa: pac-
npocTpaHeHHas AeCTPYKUMUst KOCTEN Ta3a B COYETaHWU C MSrKo-
TKaHHbIMM 06 bEMHbIMM 06pPa30BaHNSAMU

Fig. 5. (A) Patient Z., aged 50 years. CT (3D reconstruction of cranial
bones): aggressive lesions in frontal bones, mainly on the left. (b)
Patient Ch., aged 62 years. CT of pelvic bones: advanced pelvic
bone destruction in combination with soft-tissue mass lesions

B COOTBETCTBUM CO IIKAJON MeXAYHapOJHOrO MPOrHO-
ctudeckoro unjekca (IPI). Bce manuenTsi ¢ IBKJI kocTei
IE cTaguu oTHocuIMCh K rpynmne Huskoro pucka (IPI
1-2 6as1a), B To BpeMs kak 80 % 6osbHbIX [IBKJI kocTel
BhIle IE craguu umenu Boicokuit puck (IPI 3-4 6aswia).

Neyenne

Xupypruueckoe yjajleHHe ONyX0JIU MPOBeLeHO Yy 8
(24 %) 60sbHBIX. U3 HUX y 3 NALMEHTOB [IOKa3aHHWEM K
onepanyy NOCAYKUJIO pa3BUTHE CUHAPOMAa KOMIIPECCUU
CIIMHHOI'0 MO3ra OIyX0JIbl0, JIOKaJHW30BaHHOH B IIO-
3BOHKAX, y 5 MallMeHTOB MMeJ MeCTO OLIMOOYHBIN JUa-
rH03 HeJMMQOUAHOM omyXosu. Y HpoolepUpOBaHHbIX
NalMeHTOB OTMeYeHO NPOrpeccCHpoBaHMe ONYyX0JIU B CPOK

K/IMHNYECKAA OHKOTEMATO/TON 4

OT 2 HeJ. J1o 2 Mec. nocJie pe3eknuu. O6paijano Ha cebs
BHMMaHHe, YTO BCeM NaleHTaM IpejonepanioOHHbINA
JharHos (octeocapkoMa, capkoma lOuHra, ocTeoMuesnuT
Y Jp.) yCTaHaBJIMBAJICA TOJBKO Ha OCHOBAaHMWM JAHHBIX
KJIMHAYeCKON KapTuHbl, peHTreHorpaduu, KT u MPT Ge3
npeaBapUTENbHON OUOTICUU.

Bce 33 manueHTa B HauleM HUCC/leL0BaHUU MOJTyYaan
JIeKapCTBEHHOe IPOTUBOOINYX0JeBOe JieYeHHe, U3 HUX
24 — 6e3 JIT, a 9 — KOMOHUHUPOBAHHYIO XHUMHUOJIYYEBYIO
Tepanuio.

B cooTBeTcTBUM C JHM3allHOM MCCJAeJOBaHUS
27 6OJIbHBIM TMpPOBEJleHA Tepamus IO MporpaMmme
mNHL-BFM-90, u3 nux 18 6osibHbIX uMenu JBKJ > IE
craguu u 9 — IE craauio ¢ ®HII (cm. puc. 1). Y 21 (78 %)
60JILHOTO NMpOorpaMMa BKJIIOYaIa PUTYKCUMAO.

4 6os1bHBIM c nepBuYHOM JIBKJI kocTeii IE cTapuu 6e3
@®HII npoBezeHo 1o 6 KypcoB Tepanuu no cxeme CHOP, us
HUX B 2 C/Iy4asiX C BKJIOYeHHeM pUTYKcUMaba.

2 manyeHTKH crapiie 55 et ¢ mepBuyHoit [JBKJI
kocteit Beie IE craguu ¢ ®HII noayuunu 4-6 Kypcos
Tepanuu no nporpamme R-EPOCH/R-HMA.

[lpodunakTuka Helposeiiko3a mnpoBojguaach 24
(89 %) 60oabHbIM U3 rpynnsl mNHL-BFM-90 u 1 nanu-
eHTKe, mnoJsay4aBiieii EPOCH/HMA. IlaTosorudeckux
W3MEeHEeHHUH COCTaBa CIIMHHOMO3TOBOM XUAKOCTHU He BbI-
SIBJIEHO HU Y OZJHOTO U3 3TUX OOJIbHBIX.

B pesysbTaTe NpoBeJileHHOT0 JleueHUsl ¥ BCexX Malu-
€HTOB HabJIIoia/1ach CTOMKAs perpeccusi KJIMHUKO-1a60-
pPaTOPHBIX MPU3HAKOB 3a60/1eBaHUs (UCYe3HOBEHHE 6OJIH,
B-cumnTomoB, HopMmanuzanus JIJI'). OgHako o AJaHHBIM
KT, MPT y 82 % 60/IbHBIX OT Kypca K Kypcy COXpaHsIJIMCh
NaToJIOrMYecKre M3MeHEeHHs B KOCTAX, B TO BpeMsl KakK
nopa)keHue MATKUX TKaHel M perMoHapHbIX IUMbaTuyie-
CKUX y3JI0B 00BIYHO OBICTPO perpeccupoBaso. Takum 06-
pa3oM, B COOTBETCTBHUU CO CTAaHZAPTHBIMU KPUTEPUAMHU
OTBET Ha I[POTHBOOIYX0JIeBOe JiedeHHe Y GOJIbHBIX
B HallleM HCC/lel0BaHUM ObLI CAeJYILMM: I0JHas
peMuccus AocTUTHYTa y 6 (18 %) 60/bHBIX, YaCTUYHAs
pemuccus — y 28 (82 %), o6wuii orBeT — y 33 (100 %).
Y 21 (63 %) mauueHTa 6blIa NpOBeJleHa OlleHKa MeTa-
60JIM4eCcKOro OoTBeTa Ha JedeHue. [I9T-oTpuLaTesbHbIE
peMuccuu ycraHoBseHbl Y 12 (57 %) 60JIbHBIX, U3 HUX Y
11 c yactTuyHoU peMmuccueit no faHHbIM KT/MPT.

MenuaHa HaGJ/IOZeHUsI B rpymne u3 27 MalUeHTOoB,
noJsiyyaBlIKUX JiedeHue 1o nporpamme mNHL-BFM-90,
coctaBusia 100 mec. (auamason 6-154 mec.); 5-meTHUE
OB u BBIl — 92 % (puc. 8). BkitoueHre puTykcriMaba B
KypCbl UHTEHCUBHOW NPOTHUBOONYXOJEBOW Tepamnuu, a
TaK>Ke MpoBeJileHre KoHconaupywoien JIT He BiUsAIM Ha
[0Ka3aTeJU BbIKMBaeMoCcTU. KpoMe Toro, He BbISIBJIEHO
CTAaTUCTUYECKU 3HAYUMMbIX pa3juduil 5-jseTtHedl OB B
rpymnmnax ¢ pa3JIMuHbIMU CTaAUsAMU 3a60/1eBaHus (puc. 9).

4 nanyeHTa, Noay4aBiiue jedyeHue no cxeme CHOP/R-
CHOP, ocTarTcs noj, HaGI0ZeHueM 6e3 MPU3HAKOB pe-
nuauBa 10, 23, 50 u 38 Mec. COOTBETCTBEHHO. 2 60JIbHBIX
nocsae Tepanuu no nporpamme R-EPOCH/R-HMA Takxke
OCTaIOTCs MO/ HAOJII0/IeHHEeM B PEMHUCCHU B TeueHue 32 U
59 Mec. COOTBETCTBEHHO.

Y 2 (7 %) nauueHTOB, 0Jy4yaBLIMX TepPaNUIo 1o Ipo-
rpamMme mNHL-BFM-90, pa3Busince penuauBbl OMYX0JH1
yepe3 6 U 14 Mec. ocjie OKOHYaHUSA JIeYeHUsI COOTBET-
CTBeHHO. Bce GoJibHbIE C peliuiUBaMy yMepJsu Ha poHe
PEe3UCTEeHTHOTO TeueHHUs 3a6oJsieBaHus (Tab1. 3).
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Puc. 6. bonbHas K, 26 net. MPT KO/leHHOro cycraBa:
A — T2-B3BelUeHHble U306paXxxeHUs: 30Hbl HEOAHOPOAHOIO N30rMNepuHTEHCMBHOro MP-curHana B o6/1actm agncTasibHoOro metasnugpusa; b —
T1-B3BELUEHHblE N300pa>KeHnst: 30Hbl FTMMOMHTEHCUMBHOIrO MP-curHana, HakansvBaloLwme KOHTpacTHbI npenapart (B); [T — nsobpaxeHus ¢ no-
AaBfIeHWEM CUrHana oT Xu1pa: NoBblleHne MP-curHana oT yKasaHHbIX NMaTo/10rMyecknx N3MeHeHui

Fig. 6. Female patient K., aged 26 years. Knee joint MRI:
A — T2-weighted images: zones of inhomogeneous isohyperintense MR-signal in the area of distal epiphyseal cartilage; 5 — T1-weighted im-
ages: contrast-enhancing zones of hypointense MR-signal (B); I — images with fat suppression: enhancement of MR-signal related to the speci-
fied lesions
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Puc. 7. BonbHoi K., 33 roga. M3T-KT ¢ ®F-OA. JecTpyKumMa KpecTua ¢ MArKOTKaHHbIM KOMMOHEHTOM C NMpU3HakaMy pacnpoCTpaHeHus
B KPECTLOBbIN KaHan, BOB/IeYEHUEM MbILL (MPaBbiX MPYLWIEBUAHOV M BHYTPEHHEN 3anupaTenbHoi), MesopekTanbHon acuum (SUV,
25,5), ouarwn pectpykumu B tene Th, (SUV __ 8,06), L (SUV __ 7,21)

X max

Fig. 7. Patient K., aged 33 years. PET-CT with ®F-FDG. Destruction of sacrum with a soft-tissue invasion and signs of spreading into sacral
canal, muscle involvements (right piriformis muscle and obturator internus muscle), mesorectal fascia (SUV__ 25.5), and destruction le-
sions in Th12 (SUV__ 8.06), L1(SUV__ 7.21)
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Puc. 8. O6wwas n BbXMBaeMOCTb 6e€3 nporpeccnpoBaHnsa 60/bHbIX ¢ nepsuyHoi ABKJ/1 kocTel, nonyyaBLUnx eyeHne no nporpamme
mNHL-BFM-90 + putykcumab (n = 27): 5-netHne OB n BBl coctaBunn 92 % (Mmegnana HabnogeHua — 100 mec.)

Fig. 8. Overall and progression-free survival of patients with primary bone DLBCL treated with mNHL-BFM-90 + rituximab (n = 27): 5-year

OS and PFS were 92 % (median follow-up of 100 months)
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Puc. 9. O6wan BbKMBAEMOCTb O60/bHbIX C nepBuyHoi [BKJI
KocTen (n = 27), nonyyaBlMX nedeHne no nporpamme mNHL-
BFM-90 * pwutykcumab, B rpynnax C pasivyHbiMU CTaausiMu
3abonesaHua: 5-netHaa OB coctaBuna 100 % B rpynne |IE ctagumn
vs 84 % B rpynne > |E ctagun (95%- poBepuTenbHbI MHTEPBan
50-95 %). Ctatuctnyeckmn 3Hauymmoro pasnuumna OB B rpynnax ¢
pa3nn4YHbIMK CTagmMsiMu 3ab6oneBaHnsa He BbigBeHo (p = 0,47, nor-
PaHroBbIA 1 YNIKOKCOHA TeCTbl)

Fig. 9. Overall survival of patients with primary bone DLBCL (n = 27)
treated with mNHL-BFM-90 in the groups with different disease
stages: 5-year OS was 100 % in IE stage vs. 84 % in > IE stage
(95 % confidence interval 50-95 %). No significant differences in
OS were shown between different stages (p = 0.47, log-rank and
Wilcoxon tests)

OueHka TokcuyHocTu nporpammbl mNHL-BFM-90

lemaTosiornyeckass TOKCUYHOCTb IV cTeneHu oTMe-
YyeHa y BceX 00JIbHBIX mocJie 6Jjioka CM, B 70 % ciay4yaeB
nocsie 6;10ka Ax u B 21 % — mnocJie 6y0ka B. B 60/1bI111MH-
CTBe CJIyyaeB IepUOJ HEUTPONEeHHUU CONPOBOXKIAJICS
JINXOPAZKOH, 4TO TpeOGOBaso Ha3HAUYEHUSI aHTHOAKTepHU-
asibHOM Tepanuu. Y 80 % manueHTOB OTMeYaJUChb NpPU-
3HAaKU MYKO3UTa JIETKOU WJIU CPeJIHEN CTeNleHU TSKECTH.
3aMecTUTesbHAsl Tepaluss KOMIIOHEHTAaMH KpOBU U
BBeJleHUe CTUMYJ/IITOPOB I'PaHy/IOLIMTON033a ToTpe6oBa-
JIMCh BCeM MalnueHTaM. CHHXKeHHUe /103 XUMUOIIpenapaToB
rMesio MecTo y 8 (33 %) 6oJsibHBIX. Pa3aBuUTHE TsKeNbIX
OCJIOXKHEHUH O0TMeYasioCh TOJIbKO Y MalMeHTOB cTaplle
50 s1eT. JleTa/bHBIX UCXO/I0B, CBSI3aHHBIX C TOKCHYHOCTBIO
JledeHus, He HabJogasock. HU oguH 60JIbHOU He ObLI
CHSAT C IPOTOKOJIA JIeYeHHUS.

OueHka TokcuyHocTn nporpammbl EPOCH/HMA

l'emaTosoruyeckasa Tokcu4yHOoCThb -1V cTenenu
(HeliTponeHuUs,, TPOMOOIUTONEHUS) OTMEeYaNacCh Y BCEX
6osbHBIX. UHeknoHHble ocnoxkHeHUs (I-1I cTremeHwn)
HaOJII0JaMuCh TOJbKO mociae KypcoB HMA. 3amecTu-
TeJibHasl Tepanusi KOMIIOHEHTAaMHU KpPOBU WU BBeJleHHE
CTUMYJSTOPOB  TPaHY/JOLMTOIO33a  NOTPe6GOBaJIMCh
06eUM naleHTKaM.

[Tocse okOHYaHUS JieYeHUs] OCYLIECTBJSJICA JUHa-
MHUYECKHMH KOHTpPOJIb 3a COCTOSIHHEM BCeX IaljueHTOB.
Ha nmpoTsbkeHUM Bcero cpoka HabuswogeHus y 19 (56 %)
6osbHbix [IJIK Habuamomanca XpoHUYECKUU 60oJieBOM
cuHJpoM U eme v 13 (34 %) — orpaHuyeHue MOJABUXK-
HOCTH B [TIOpa)kKeHHbIX cycTaBaX. 0cO6EeHHO BbIpaXKeHbI 3TH

Ta6nuua 3. XapakTepucTvka naumeHToB ¢ peunansamm

Bospacr, MoBbilweHne  1-9 NMHKUA Tepanum N3T nocne Jlokanusauums npu
MaumeHT N° nert Cragua B-cumnTtombl nar mNHL-BFM-90 nT R YP  neyeHnus peuuause
1 44 \% [a Oa AnBAnBAnB Her Her [la Het Koctu
2 56 I\ Ja la AnBAnB Her [Hda [a Ja LIHC (uHTpatymop)

R — putykcuma6; AT — naktatgerngporenasa; JIT — nyyeBas Tepanus; YP — yactuyHas pemuccus.
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’KaJIo6bl y 60JIbHBIX, IEpEeHeCLIX OllepaTUBHOE JieueHue
1o noBoAy onyxoJid. [lanMeHThl ¢ MopakeHHueM KocTel
JUIEeBOTo ckeseta u noayuuBiiue JIT, B ganbHelieM
CTpajJilajii OT CYXOCTH CJM3UCTBIX, PELUUBOB PUHUTA U
CUHYCHTA.

2 manueHTaM 44 u 67 yeT yepe3 12 u 59 mec. nocie
OKOHYAHMS JIeYeHUsI COOTBETCTBEHHO BBINIOJIHEHDI
omnepanyy TOTaJbHOTO 3H/ONPOTE3UPOBAHUS CYCTaBOB
(Ta3zo6espeHHOTrO, KOJIEHHOT0). B mepBoM ciyyae nokasa-
HUEM K ollepaliiH MOCIYXHUJI0 pa3BUTHE HECTAOUIbHOCTH
KOJIEHHOTO CyCcTaBa U3-3a y/iaJleHHs ONyX0JIU [10 TIPOTUBO-
ONyX0JIeBOM Tepanuy, BO BTOPOM — IOCT/Iy4eBOH apTpo3
Ta306e/JpeHHOr0 CycTaBa.

Y nauueHTKH 55 JieT JMarHOCTUPOBAHbI IePeOMBI
KOCTel CTOIIbI U IIedeBoM KocTH uepe3 30 u 90 mec. mocsie
OKOHYaHMs JiedeHUs CoOoTBeTCTBeHHOo. O6a mepesioMa
OBIIM B KOCTAX, HE MOPaXKEHHbIX OMyX0Jiblo. [lo JaHHBIM
KT y 60/1bHOM BbIsSIBJIEH OCTEONOPO3 (BEPOSITHO, B MOCT-
MeHormnayse). UccieoBaHre MapkepoB KOCTHOTO 0OMeHa
He IIPOBOJIUJIOCH.

KIIMHWYECKAS OHKOTEMATOTON A

Y o6onbHoM K. 26 uJseT, mocje XUPypruyeckoro
yJajieHus1 onyxosu (OKOHYaTasi TpenaHauus O6oJiblie-
6epLOBOM KOCTH) PA3BUJICS TSXKEJIbIM CBUILEBON OCTEO-
MHUEJIUT C HEKPOTH3alMel KOCTHOI'0 ayTOTPaHCIJIaHTaTa
(puc. 10, A-B). Yepes 24 Mec. nocJie yCIeUIHOW XUMUOTE-
panuu 6blJIO NMPOBeJleHO NOBTOPHOE OllepaTHBHOE BMe-
11aTeJIbCTBO B /|Ba 3Tala: McceyeHHe py6lia co CBULAMH C
yJaJleHueM KOPTHUKa/JbHOTO TPaHCIJIaHTaTa U IJlacTUKa
JedpekTa KOCTM HMKPOHOXHBIM MBILIEYHBIM JIOCKYTOM
(puc. 10, I'-2K).

Y 6osbHOTO 50 JIeT yepe3 12 Mec. mocjie OKOHYAHUS
Tepanuu no nosofy IJIK 6bl1a uarHocTHpoBaHa BTopast
onyxosib (yMepeHHO [AuddepeHIIMPOBAaHHbBINA CBeETJIO-
KJIETOYHBIA paK MOYKH) U IpoBejeHa HepIKTOMHUS.
BoJsibHOM ocTaeTcs 1Mo/ HabJI0leHueM B TeueHHe 97 mec.

Y nauuenTa 32 seT yepe3 72 Mec. IOCJie OKOHYAHUSA
MPOTUBOOIYX0JEBOTO JIeYEHUSI OblLJI YCTAHOBJIEH OOIIUHN
BapuabesbHbIH UMMyHOJedULUT. B HacTosilee Bpems
NalLMeHT NoJydyaeT 3aMeCTUTE/IbHYI0 Tepalnuio HMMYHO-
[JIOOYJIHOM.

Puc. 10. BonbHasa K., 26 net. (A) BHelWHWA B1A NOPaXeHHOM KO-
HEYHOCTN MOC/e OKOHYaTOW TpenaHaumn (06bACHEHNE B TEKCTE).
MPT npaBo# roneHu: onyxonb 60blle6epLOBOR KOCTH, KOTOpas
KONMbLEBWUAHO OXBaTblBAET €€ W PacnpocTpaHseTcs BAOMb BCErO
aovadumsza. Hapsagy ¢ atuM umeetca anddysHas MHUAbTpauma
KOCTHOro mo3ra. (5, B) Buayanusupyetcs TpaHcniaHTaT, KOTOpbIi
OTCTOWUT OT KPaeB KOCTU Ha 2 MM C KaXA0W CTOPOHbI. () BHeLwHui
Bua 1 (4) MPT nopaXeHHON KOHEYHOCTU Moc/ie MpPOTUBOOMYXO-
NIeBOV Tepanuu: MpU3HaKyM NocneonepaumoHHOro octeoMmnennTa
(2 cBuWweBbIX XxoA4a, MEpPUOCTUT, CEKBECTpaLMs TpaHcnaaHTaTa).
BHewHWIA BUA nopaXkeHHOoW KoHeYHoCTH vepes (E) 11 (K) 2 mec.
rnocne peKOHCTPYKTUBHOW onepaumm

Fig. 10. Female patient K., aged 26 years. (A) Clinical photograph
of the lower leg after fenestrate trepanation (for explanation, see
the text). MRI of the right tibia: the tumor has a ring-like shape and
spreads along the tibial shaft. Diffuse bone marrow infiltration is
observed. (b, B) A transplant is visualized which is spaced 2 mm
away from the bone edges on each side. (I Clinical photograph
of the lower leg and (4) MRI scan after antitumor treatment: signs
of postoperative osteomyelitis (2 fistulas, periostitis, and transplant
sequestration). Clinical photograph of the lower leg (E) 1 month and
(K) 2 months after reconstructive surgery
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OBCYXAEHUE

[lopaxkeHue KocTeld NTpU JUMPATUYECKHUX OMYXOJIAX
BCcTpedaeTcs 4acTo, y 16-20 % 60JIbHbIX HEXOKKHH-
ckuMu auMmpomamu (HXJT). OgHaKO OOGBIYHO 3TO BTO-
pUYHOEe BOBJIeYeHHe KOCTeH MNpPH pPaclpoCTPaHEHHbIX
CTaJUsIX OMYXOJIM, B TO BpeMsl Kak IepBUYHas JuMdoMa
KOCTel — 3TO Oo4eHb pejiKas OMyX0Jib, COCTaBJIsIOIIAs
He 6oJsiee 3 % Bcex 3JI0KaueCTBEHHbIX HOBOOGpPAa30BaHU M
KocTel y B3pocibix U 2 % Bcex HXJI [1]. B cooTBeTcTBUU
¢ kaaccudukanueir BcemupHOUM opraHusanuu 37paBo-
oxpaHeHus 2017 r. guarnos IIJIK ycraHaBivBaeTcs npu
MOpPa>KeHUU OJJHOM WJIM HECKOJIbKUX KOCTell 6e3 BOBJIe-
YeHMUs JIPYTUX OPraHOB U OTCYTCTBUY reHepaIM30BaHHOM
aumbazeHonatuu [1, 21].

3aKOHOMEpPHO, YTO M3-3a PEeAKOCTH JAaHHOMU maTo-
Jloruu uccienoBanui, nocsaueHHoblx [JIK, npoBogutcsa
MaJio. Bce KpynHble paboTbl OCHOBaHbI Ha MeTaaHaJl3e
peTpoCHeKTUBHOIO MaTepuasja 3a JJUTeJbHbIH Ipo-
MeXyTOK BpeMeHHU. Hanmpumep, B pabote M.L. Ostrowski
U CcoaBT. [5] ananusupywTcsa ganHble o IIJIK 3a 75 jer,
B uccaegoBanuu IELSG-14 — 3a 25 sieT u3 32 K/IMHUK B
14 ctpanax [21].

OCHOBHbIe NPUHLUIIBI JUATHOCTUKU U Tepanuu [IJIK
B OOJIBIIMHCTBE MCCJIEJOBAaHUN 3KCTPANOJJUPYIOTCA U3
obLel Ipynnbl CUCTEMHBIX JHUMPaTUUYECKHUX OIyXO0JeH,
Torza Kak [IJIK oTaivyaeTtcs psa/joM YHUKaJbHBIX KJIWHU-
YeCKHUX U JJUaTHOCTUYECKUX 0coObeHHOCTeH [22].

Hama pa6oTa siB/isieTcst 0JHUM U3 HEMHOTUX IIPOCIEK-
TUBHBIX MCCJIeJlOBaHUN, B KOTOPOM IPOAaHAJIM3UPOBAHBI
ocoberHoctH [IJIK Ha gocTaTouHON BHIGOPKE OGOJIBHBIX,
MOJIYYUBLIMX 06C/Ie/JoBaHUE U JieueHUe B COOTBETCTBUU
C eJMHOM MpOrpaMMoOU B OJHOM MeJULUHCKOM HCCJIe/0-
BaTeJIbCKOM LieHTpe.

[To pannbiM nuTepatypsl, [IJIK yaluie BcTpeyaetcs B
Bospacte 50-70 JieT c mpeobJsialaHUEM MYKYHUH (COOT-
HoOllleHue MYX4uH/>keHUuH 1,8:1) [23-26]. B HameMm wuc-
C/1e/J0BaHUM Y NAlMeHTOB MY»KCKOTO I10J1a [TI0YTH B 2 pasa
yallle BbISIBJISJIACh PACpOCTPaHeHHasl CTafusl ONyXOJIH,
B To BpeMs kKak 70 % mnanuenTtoB c IE cTragueit 6bL1U
JKeHIMHbL. BO3M0OXHO, 3TO CBSI3aHO TeM, YTO MaljMeHThI
MY>KCKOT'0 I10J1a [103Ke 06paliaivch 3a MeJULMHCKOM ITo-
MOILbIO: B CPEJIHEM JIJIUTENbHOCTh aHaMHe3a Y MY>XYUH
coctaBuia 7,5 vs 4,5 Mec. y :KeHIUH.

B 11eloM OCHOBHbIE KJIMHHUYECKHE XapaKTePUCTHUKHU
60JIbHBIX HE OTJIMYAJIMCh OT JAHHBIX B JIPYrUX OMyOJIUKO-
BaHHBIX paboTax. [Ipu pacnpejeseHUn 6OJbLHBIX Ha [[BE
rpynnbl B 3aBUCUMOCTH OT CTaJlu{ OblJIO YCTaHOBJIEHO,
YTO y NALMEHTOB C MHOI004YaroBbIM [TOpakeHHeM KOCTel
3HAYMMO Yallle BbISBJSJIMCh NIPU3HAKH arpecCUBHOIO Te-
yeHUs omnyxoJid. OTMevyaaruch B-cUMNTOMBI, BbICOKast aK-
TuBHOCTB JI/I[, cocTOsIHME GOJIbIIMHCTBA 3TUX OO0JIbHBIX
Ha MOMEHT HayaJla JleueHUs paclieHMBaJIoCh KaK TshKeJsloe
(ECOG = 2 6asoB).

B otinuue ot apyrux onyxosied kocted npu [IJIK
ornepaTUBHOE BMellaTeJbCTBO JO/KHO OFPaHUYHUBATBCSA
OTKpBITOM 6uoncueil. JlokazaHo, 4To 5-yneTHss OBy nanu-
€HTOB, KOTOPBIM /|0 JIEKAPCTBEHHOW MPOTUBOONYX0JEBOM
Tepanvy NpoBeJieHa pe3eKIUsl ONyXoJiH, Jaxke MeHbIIE,
YyeM y HEOTIEpUPOBAHHBIX O0JbHBIX, — 54 vs 68 % [3, 27].
JledCTBUTENIbHO, B HallleM HCCJeJ0BaHUU Yy BCeX Malu-
€HTOB pe3eKIUsl KOCTU OKazanach HeaQPeKTUBHOMU: Ha-
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6J10/1aJ1Cs1 6BICTPBIN POCT OIMYXO0JIM B 30HE MPOBEJLEHHOTO
BMellaTe/bCTBA (BKJ/IIOYas MATKHE TKaHU).

JABKJI kocrtell sABJseTCd XWMHOYYBCTBUTEJbHOU
onyxoJibto. [loaToMy ¢ cepesunbl 70-X rof0B MPOILJIOTO
Beka ctaHzaptoM JedeHus [IJIK crana cucremHas Jie-
KapCTBEeHHasl MPOTHUBOOIMyXoJsieBass Tepanus (Tabu. 4).
B HacTosee BpeMs npuMeHsieTcst cxema CHOP. B o61eit
rpynmne nepsuyHou /IBKJI kocTtel siedeHue MO JaHHOU
porpaMMe Mo3BoJIsIeT JOCTHYb JAJUTEJTbHbIX PEMUCCUN
npumepHo y 60 % mnapueHToB. OZHUM U3 BeAyLIUX
$akTOpoB MPOTHO03a, omnpeensomuM 3PPeKTUBHOCTD
CTaH/JApPTHOM Tepanuy, CUUTAETCS CTaAus 3a60JieBaHUs.
Jo 85 % peuuzausos [1JIK pasBuBalTCs y 6OJbHBIX CO
MHOXXECTBEHHBIM INOpakeHHWeM KocTed. Kpome Toro, k
3HauuMblM QHII oTHOCATCA mNOBBIIIEHUWE AKTUBHOCTHU
JIJIT, 6osb110# pa3Mep onyxoJiu U B-cumntomsbl [28].

I[IJIK nokanbHou IE craguu oTaudaeTca 6oJee
6/1arONpPUATHBIM NPOTHO30M CpeAM INEePBUYHBIX 3KC-
TpaHoanbHbIX [ABKJI: 5-neTHAS 6e3peuniuBHAS BbDKU-
BaemocTb (BPB) coctaBaset 90-95 % [3, 21, 26, 29-33],
TorJa Kak B rpymmne 6oJbHbIX C [IE u IVE cragusamu JIT
HeadPeKkTuBHa, a sevyeHue no cxeme CHOP/R-CHOP no-
3BoJIAeT J06UThCsA He 6osiee 50 % 5-netHedt BBII B cu-
TyalUH, KOI/la paclpoCTpaHeHHasl CTaJUsl Co4yeTaeTcs
¢ apyrumu OHII, 5-netHssa BBII cumxkaetcs go 20-30 %
[23, 34-38]. UuTepecHo, yTo B oTauuue oT JIBKJI nmpu
nepBudHOU /JBKJI KocTel BbDKMBAEMOCTb Y GOJIBHBIX C
IIE u IVE cTagusamu cxonHas [6].

Emte ofHUM 3HAaYUMBbIM IPOrHOCTUYECKUM PaKTOPOM
B 6OJIBIIMHCTBE paboT no usyyenuro [1JIK okaszasncs Bo3-
pacT 60JIbHBIX HA MOMEHT JUarHocTuku. Tak, B rpymnme
nanueHToB ctapiie 60 sietr OB u BBII 66111 cyliecTBEHHO
MeHbllle, YeM Y MOJI0/bIX 60JIbHBIX. OJIHAKO O4YE€BU/IHO, UTO
3HAYMTeJIbHAs YacTb COOBITUH Y NOXKHUJIbIX ALMEHTOB —
3TO JIeTaJbHbIA HCXOJ MO INpPUYHHE, He CBA3aHHOMN C
onyxoJsbto. KpoMe Toro, Tsxkesiasi NepeHOCHUMOCTb XUMMU-
oTepanuu U CONYTCTBYMOIIMe 3a60/ieBaHUs, CBSI3aHHbIE
C BO3PAcTOM, CyL|eCTBEHHO OTPaHHMYMBAIOT Bpaya B BbI-
60pe BO3MOXKHBIX BAPUAHTOB JieueHud [21, 32, 39-42].

JanHble 06 3QPEeKTUBHOCTU PUTYKCUMaba Mpu
nepBuuHoi [IBKJI kocteli mpoTuBopeuuBbl [1]. Ha-
npumep, o coobiieHuto A. Alencar u coaBT., BKJIIOUEHUE
B cxeMmy CHOP puTykcumaba mpUBOAUT K yBEeJUYEHHUIO
addexTUBHOCTU Tepanuu ¥ 60abHBIX [IBKJI kocTeit [43].
B psge Apyrux ucciaeloBaHUM IMOKAa3aHO OTCYTCTBUE
CTaTUCTHUYEeCKU 3Ha4yuMMoM pasHulbl B OB u BPB mnpu
npumeHeHuu cxem CHOP u R-CHOP mpu IIJIK [1, 42,
44-46]. ABTOpHBI 3TUX PabOT Jaxke BbICKA3bIBAIOT IMpeJ-
MOJIOXKEHHE O «IJIOXOM MeHeTpaluu PpUTYKCMMaba B
KOCTHYI0 TKaHb», 06 «0CO60M» GHOJIOTUYECKOM MOATUIIE
[1JIK, pe3ucTeHTHOM K pUTYKCUMaO6y [32, 45]. [lo Hamum
JlaHHBIM, BKJIIOYEHHe PUTYKCUMaba B UHTEHCUBHYIO IPO-
rpammy mNHL-BFM-90 He yBestnuuBasio 3pPeKTHUBHOCTD
JleyeHMUsl.

[Ipumenenue JIT npu [IJIK B HacTosLiee BpeMs TakxKe
ABJIIETC TeMOW JAJisd JUCKYCCUM. YCTaHOBJIEHO, 4YTO
MpU pacnpoCcTpaHEHHOM OMyxoJieBoM mopaxkeHuu (> IE
ctaauu) npoBezenue JIT HeadpdekTuBHO [47-51]. B TO K€
BpeMs y nayueHToB c jokaabHoOU IE craguen IJIK paxe
npu npuMeHeHUU ToJIbKO JIT 061U OTBET COCTaBJIsIET
6osiee 80 %. OgHako 6Gosiee 4eM y MOJIOBUHBI M3 3THX
0OJIbHBIX B JAajibHeNIeM pas3BUBAIOTCA peuuauBbl [50,
52, 53]. llpoBeaenue koHcomuaupywiuei JIT mocie xu-
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Ta6nuua 4. JledeHne nepBuYHONn MMM OMbI KOCTEl (0630p NMUTEpPaTypbI)

Yucno
NaLMeHToB
(vepnaHa Crapgua O6wmi
Bo3pacta, |IE-IIE, ortBer, XT +
WccnepgoBaHnue ner) % % XT,% NT,% NT,% R, % 0B, % (roab1) BB, % (roawi)
Dosoretz et al., 1982 [66] 30 (58) 100 HA 0 12 76 0 63 (5) 40 (5)
Ostrowski et al., 1986 [5] 261(45) 68 HA 6 22 63 0 53(10) HA
Ueda et al., 1989 [7] 34 (56) 44 HAO 26 4 10 0 75 (5) — | ctapus HA
50 (5) — Il crapmns
Rathmell et al., 1992 [67] 27 (53) 100 HA 0 33 56 0 40 (10) 39 (10)
Baar et al., 1994 [23] 17 (36) 88 94 30 64 6 0 77 (3) 77(3)
Dudey et al., 1997 [68] 45 (52) 100 HAO 9 80 " 0 63 (10) 60 (10)
Fidias et al., 1999 [3] 37(4) 100 100 100 0 0 87 (10) 73 (10)
Gianelli et al., 2002 [69] 28 (51) 100 HAO 20 74 3 0 78 (4) 75 (4)
Lewis et al., 2003 [4] 28 (45) 7 HAO 36 50 14 0 60 (6) 46 (6)
Zinzani et al., 2003 [70] 52 (58) 79 90 16 63 21 90 84(9) 68 (9)
Bayrakci et al., 2001 [71] 20 (48) 70 65 35 65 0 0 HA 78 (HO) — | cTaguns
16 (HA) — IV ctagus
Marshall et al., 2002 [49] 28 (52) 100 100 0 68 32 HA 53(10) 48 (10)
Barbieri et al., 2004 [47] 77 (42) 100 95 0 87 13 0 88 (15) 76 (15)
Horsman et al., 2006 [72] 37(55) 100 57 16 38 4 0 64 (HO) 50 (10)
Ramadan et al., 2007 [6] 131(63) 46 84 44 48 8 21 41(10) 40 (10)
Catlett et al., 2008 [73] 30 (49) 70 HAO 16 7 10 40 73 (5) HA
Heyning et al., 2009 [74] 60 (48) 62 56 HA 58 8 HA 61(5) 46 (5)
Jawad et al., 2010 [75] 1500 (HA) 69 HAO HA HA HO  HA 58 (5) HA
Alencar et al., 2010 [43] 53(52) 71 85 12 62 21 37 100 (4) 83 (4)
Nasiri et al., 2011 [76] 28 (41) 75 HAO 30 66 3 0 62 (5) HA
Christie et al., 2011[77] 31(55) 68 96 0 100 0 19 90 (5) 64 (5)
Cai et al., 2012 [78] 116 (50) 100 91 13 75 12 3 76 (5) 62 (4)
Kim et al., 2012 [44] 33 (40) 39 88 48 52 0 39 75 (4) HA
Messina et al., 2014 [21] 37(53) 0 92 35 0 65 0 74 (5) 56 (5)
Ventre et al., 2014 [79] 161(55) 100 91 8 14 78 0 75 (5) 68 (5)
Jamshidi et al., 2015 [80] 61(33,4) 100 HAO 0 100 0 0 89 (5) 78 (5)
Hayase et al., 2015 [32] 17 (60) 35,3 82 52,9 59 41,2 76 54,5(3)— obwasrpynna 54,5 (3) — obwas rpynna
45,5 (3) — IV ctagus 34,1(3) — IV cTagms
Tao et al., 2015 [33] 102 (55) 56 81 32 0 68 75  82(5) — obwas rpynna 80 (5) — obwwas rpynna
70 (5) — IV cTapua 61(5) — IV ctapus
Zhang, 2016 [42] 61(45) 44 87,7 39,3 0 60,7 60 53(5) 47 (5)
Pilorge et al., 2016 [28] 76 (58,5) 25,6 HO 80,3 0 19,7 100 80 (4) — obwasa rpynna 74,3 (4) — obwas rpynna
70,7 (4) — IV cTapmus 63 (4) — IV cTagus
Ayed et al., 2018 [81] 32 (53) 68 90 56 0 44 28 63 (5) HA

R — putykcuma6; BBIT — BbnkuBaemocTb 6e3 nporpeccupoBaHus; /1T — nyyesas tepanus; HA — HeT gaHHbix; OB — obLwas BbbxuBaemocTb; XT —

XumuoTtepanus.

MUOTepanuy B 3TOM Ipynie NaldeHTOB CTaTUCTUYEeCKU
3HauYUMO yBesinuuBaeT 5- U 10-yseTHioto OB u EPB. B pa-
60Te aMepUKAaHCKHUX aBTOPOB ObLIa MPOAaHATHU3UPOBAHA
adpdextuBHOCTDL JIT B GOJIBLION KOrOpTe MAIUEHTOB C
[IJIK (Bcero 2700 60sbHBIX) U3 17 pa3JIMYHbIX PETUCTPOB
3a 37 set (c 1973 mo 2010 r.). B ocHOBHOM 3T0O GBLIH Ma-
[UEHTHI C JIOKAJIbHBIMU cTaausamu (86 % c I-1I cragueit).
OkasaJsioch, uTo y nauueHToB ¢ [IJIK, nonyyaBlinx seyenue
o 2000 r. (T. e. MpeUMYIECTBEHHO MOJUXUMHUOTEPAUS
6e3 pUTYKCcMMaba), MNpoBeJleHHEe KOHCOJUAUPYIOIel
JIT craTucThYecKd 3HAYMMO YBEJMYHUBAJIO NPOJOJIKHU-
TeJIbHOCTDb XU3HU. HanpoTus, fo6asienue JIT B rpymnme
oosbHbIX [IJIK mociae 2000 r., korga cTajd HCIOJIb30-
BaTbCA COZlepKalljie PUTYKCHUMab CXeMbl MPOTUBOOINY-
X0JIEBOM Tepanuy, He JaBajo CTaTUCTUYECKU 3HAYUMBbIX
NperMyIlecTB B BbDKMBAeMOCTH. ABTODBI /le/1aloT BbIBOJ,
YTO IPU COBPEMEHHBIX BO3MOXKHOCTSIX UMMYHOXUMHOTe-

panuy 06J1acTh NMpUMeHeHUs1 KoHcosuaupywoien JT y
6osbHbIX [1JIK 3HAUMTEIBHO COKpalaeTcs [54].

B 11eJIOM MOXHO OTMETHUTb, YTO B MYyOJHKALMAX, B
T. Y. M IOCJIEJHUX JIeT, MHEHHUS 0 TpeumMyiecTBax JIT aua-
MeTpa/ibHO MPOTHUBOMNOJIOKHBL. OJHU aBTOPbl CYUTAIOT,
yto JIT npu [IJIK — 3T0 ycTapeBLINUH NOAX0/, K JIeYEHUIO,
OMNpaBJaHHbIN TOJIbKO C Na/UVIMATUBHOU Liesblo. [pyrue
)Ke mnoJiaralT, 4To npuMmeHenue JIT mpu JiokanbHOU
craauu [IJIK Heo6XoguMO U CYIUIECTBEHHO YJIydllaeT
pe3ysibTaThl JiedeHus. [1o HallMM JaHHBIM, KOHCOJIUAUDY-
towas JIT nocsie MHTEHCUBHOW JIeKApCTBEHHOU IPOTUBO-
ONyX0JIEBOM Tepanuu He yBeauuuBaeT 3PpQPeKTUBHOCTb
JleyeHUs B I1eJIOM.

Y4uThiBasi Hey[lOBJIEeTBOPUTEJbHbIE  PE3Y/IbTAThI
sedyenuss no cxeme CHOP/R-CHOP y GosbHBIX C mep-
BuyHoi /JIBKJI kocteit ¢ ®HII, Mbl BepBble NPUMEHUIN
WHTEHCUBHYIO Tepanuto no nporpammMe mNHL-BFM-90 B
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aToi rpymme. JlaHHas mnporpaMma okasasnacb 3¢dek-
TUBHOM y OOJIBIIMHCTBA MaljMeHTOB. AHa/u3 JAaHHBIX
JIOJITOCPOYHOTO HAOJIOAEHUs MoKasaJs, 4yTo 6osiee 90 %
6osbHbIX [IJIK M3 mporHocTUYecKu HebJaronpusTHOU
TpyNbl nepexuBarT 5- u 10-seTHUN pybex 6e3 mpu-
3HAKOB OMYXOJIM, YTO JiJIsl IUMPOMbI BbICOKON CTeleH!
3/I0KaYeCTBEHHOCTH O3HavaeT Wu3syedyeHue. Hu opuH
n3 usBecTHbIXx OHII (B T. 4. U cTagus 3aboJieBaHUs) HE
OKasblBaJl CTATUCTUYECKM 3HAUYMMOTrO BJIMSIHHUS Ha pe-
3yJIbTaThl JieyeHUsl. TOKCHYHOCTb MPOTUBOOIYX0JEBOI0
JiedeHHUs Y MOJIOZAIX NalueHToB (< 55 J1eT) 6bly1a NpueM-
JIEMOM, B CTaplLliel BO3pacTHOU rpyIIe JjeyeHrue nepeHo-
CUJIOCh 3HAUYUTEJIbHO TsKeJiee. [Ipy aHanu3e peLyiMBOB
1ocJjie UHTEHCUBHOW NPOTUBOONYXO0JE€BOW Tepanuyd Mbl
BBISIBUJIM, UTO BCE PELU/IUBbI Pa3BUJINUCh ¥ TeX GOJbHBIX
C MHOT00YaroBbIM IOpPa)KeHUEM KOCTel, KOTOPbIM Mbl B
CUJly 00beKTHBHBIX NPUYHUH (BO3PACT, CONMyTCTBYOLIME
3aboJieBaHusl) HEe MOTJIM IMpoBecTdu 60K CM. MbI mpen-
MOJIOXKHUJIM, YTO UMEHHO JiedeHHe BBICOKMMHU [l03aMU
MeTOTpeKcaTa M LuTapabuHa SBJseTCS OJHUM U3 KJIIO-
YeBbIX 3BEHbEB B NPEOI0JIEHUH XUMHUOPE3UCTEHTHOCTH
onyxousu. B 2013-2016 rr. B @T'BY «t HMUIL] remaTosiorum»
MunsapaBa PO 661710 TpoBeeHO KIUMHUYECKOE UCCIE0-
BaHUeE, MOKa3aBllee BbICOKYI 3QPEKTUBHOCTh U YJI0B-
JIETBOPUTE/IbHYI0 NEePEeHOCHMOCTb POTUPYIOILEeN CXeMbl
EPOCH/HMA y 6osbHbix JBKJI cTapme 55 set ¢ ®HI],
KOTopasi IpejJarajacb B KayecTBe ajbTepHAaTHUBHOMN
Tepanuu NMepBON JIMHUM [AJs1 3TOW TpyIIbl NAlLlUEHTOB
[55]. [IlpyHUMasi BO BHUMaHUe HOBbIe JaHHbIE, Mbl CTAIN
npuMeHsATh nporpammy EPOCH/HMA, BkJ/IOYamIIyio
MeTOTpeKcaT W ILUTapabUH B BBICOKMX /033X, V¥ BCex
6osbHbIX [IJIK ¢ @HII cTtapiue 55 seT.

OueHka pe3ysnbTaToB JedyeHUus npu [IJIK saBasercsa
HepeuleHHON Mpo6JsieMo. JJIMMHUHAIMI0 BCEX MaTOJIO-
FMYeCKHUX U3MEHEeHHUH B 30He NepBUYHOM JIOKAaIU3aLUuU
onyxosin npu IJIK ynaetcsa foCTUYb B peKUX CAy4asiX.
HapyumieHue KOCTHOW apXMTEKTOHUKU MOXeET CcoXxpa-
HATbCA JIJINTEJIbHOE BpeMsl, UTO U Olpe/iesisieT NaToJI0TU-
yeckue usMmeHenus npu KT, MPT. ¥ nagueHTOB, KOTOpbIM
NPOBEJIEHO ONepaTUBHOe BMeIATe/]bCTBO, AKTHBHbIE
MpoLleccChl KOCTHOTO peMoJleJIMpOBaHus, apTedakTbl
13-3a YCTAHOBJIEHHBIX MeTA/UVIOKOHCTPYKI UM ellle 6oJiee
OCJIOKHSIIOT OILEHKY [MPOTUBOOMyXoseBoro 3ddexra.
Jaxe TakoWd COBpeMeHHbIA MeTOJ, AWarHOCTHUKH, Kak
[19T, ob6safamIUil BBICOKOW YYBCTBUTEJIbHOCTHIO MpPHU
onpesie/IeHUU NOPaXKeHUsI KOCTEN B IIEPUO/L TIEPBUYHOIO
o6ciie/loBaHusl, MoOCJe IPOBeJEHHON Tepanuyd HMeeT
OTPaHUYEHHYI0 JJMarHOCTUYECKYI0 LI€eHHOCTb. JTO MOJ-
TBEPXK/JaeTC BbICOKOU 4aCTOTOM JIOXKHOIOJIOKUTEJbHBIX
pe3ysnbTaToB. [lo ganHbIM L. Rigacci u coaBT. [57], y 11
(46 %) n3 24 nauuenTtoB c [IJIK nocse npoBeseHHOTO
JleyeHUs COXpaHsjach MeTaboJihnyeckass aKTHUBHOCTb
B MopakeHHbIX KOocTax npu [I9T, 4To B cOOTBETCTBUHU C
COBpEeMEHHBIMU KPUTEPUSMHU JOKHO ObLIO Obl TPAKTO-
BaTbCs Kak YacTU4YHasa pemuccus. [Ipy aToM TosibKO y 2 U3
3Tux 11 manueHTOB pa3BUJICH PELUAUB onyxoJu [56, 57].

B Hamem uccneoBaHuu TobKO ¥ 18 % 60JIbHBIX O
naHHbIM KT 1 MPT 6b111a ycTaHOBJIEHA MIOJTHAS] pEMHUCCHS,
a nocne npoBegeHus [T 4yacToTa NOJIHBIX OTBETOB
yBesinuuaach 10 57 %. TeM He MeHee MOYTH y NMOJIOBUHBI
NaLMeHTOB II0CJe OKOHYAaHMUS MNPOTHBOOIYX0JEBOU
Tepanvu HaGJI0JANIUCh pe3u/yajbHble W3MeHEeHUs MO
pe3ysibTaTaM MeTab0JUYECKHUX U/UJIU PEHTreHOJIoTHYe-
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ckux U MP-meToz0B uccienoBanus. [Ipu sTOM TOJIBKO Y
1 u3 10 60JIbHBIX C MOJIOKUTEJIbHBIM pe3ysbTaToM [13T
IocJie JieYeHUs pa3BUJICS PELUIUB OMYXO0JIH.

CnepoBarenibHo, npu [IJIK He MOryT nmpuMeHATbCA
0o0IenpUHATbIE I  JUMPOM KPUTEPUU OLIEHKHU
MPOTHBOOMYX0J1eBOro 3¢deKTa U JJO/HKHBI YIUThIBATHCS
nepevyucJeHHble 0CO6EHHOCTH U OTpaHuyeHusd [6, 16-18,
58-60].

Takum o6pa3om, eciu y nauuenTa c [1JIK nocie okoH-
YaHMs JiedeHUs Hab6JIl0/laeTcsl UCcie3HOBEeHUe KJIMHHYe-
CKUX MPOsiBJIeHUH (60J1b, CAMITOMbI HHTOKCUKAI[UH), TIO
AaHHbIM MPT u KT oTMeuaeTrcsa perpeccusi nopakeHUH
MSATKUX TKaHel, JUMPaTUUeCKUX Y3JI0B IPU COXpaHs-
IOLIMXCSl NATOJIOTMYEeCKUX U3MEHEHUSIX B KOCTSX, TO Mbl
peKoMeH/JlyeM NpPOBOJUTb KOHTpPOJIb B JHHaMuke. [lo
HawuM JaHHbIM, u3MeHeHus Ha KT u MPT coxpaHstoTca
y HalMeHTOB rojlaMy, oCTaTOYHasd MeTabosuyecKasl aK-
TUBHOCTDb npu [19T 06bI1YHO HcYe3aeT B TeyeHue 12 mec.
1ocJle OKOHYaHUs JIeYeHUs.

OcnoBHas yacth (90 %) penugusos npu [IJIK pas-
BUBAeTCs B TeueHUe 2 JIET I0CJe OKOHYaHHUs NMPOTUBO-
oInyxoJieBoro JiedeHus. HecMoTpsi Ha NprMeHeHHE CXeM
BTOpPOW JIMHUH, B T. Y. BBICOKOJJO3HOW XWMHUOTEpPAINUU C
TpaHCIJIAHTalMel  ayTOJIOTUYHBIX  TeMONO3THYECKUX
CTBOJIOBBIX KJIETOK, GOJIBIIMHCTBO OOJIbHBIX C pelujiu-
Bamu [IJIK ymMUparT OT mporpeccupoBaHUsl ONMyxoJu [6].
[Ipu penuguBax/nporpeccupoBanuu [IJIK 06bI14HO Takke
MOPaXKAITC KOCTH, NPU 3TOM HOBblE KOCTHble O4Yaru
nosasJATCA B 21 % ciy4yaeB. PacnipocTpaHeHue OMyxoJiv
HCKJIIOYMTENIbHO B IpeJiesiax CKeJleTa Kak B /le6l0Te, Tak
u npu nporpeccupoBanuu [IJIK nogrBepxgaer 3adpdekt
«XOYMUHTa», XOTSI MOJIEKY/ISIPHOE U OUOJIOTHYECKOE 00b-
sICHEHU S 3TOro peHoMeHa Mo-NPeKHEMY HEU3BECTHHI [29,
61, 62]. lanHble o yactoTe nopaxeHus LIHC npu pennanBax
y 601bHBIX [IJIK mpoTuBOpeyuBsl. [1o0 0IHUM COOOIIEHUSM,
LIHC nopaxaetcs B 4 u 0,6 % ciy4aeB y 60sbHbIX JIBKJI ¢
nopakeHHeM KOCTel 1 6e3 Hero COOTBeTCTBEeHHO [45, 63].

[lo paunbiM IELSG-14, nmopaxenue IHC (4dame mo
TUIy HelpoJieliko3a) HabJwoAan0ch y 2,5 % GOJbHBIX C
sokanbHoi I-11 cragueit [IJIK, y 5 % — c MHoroouaroBou
JIKuy 2 % — c IBKJI 1 BTOpUYHBIM [TOpaXKEHUEM KO-
creit [62].

[Ipodunaktuka Heiposieiiko3za npu [IJIK o06br4HO
MPOBOJUTCS MPY aHATOMUYECKOM JIOKa/IU3aLlUU OMYXOJIH
6/1M3K0 K o6osioukaMm LIHC (Hampumep, npu mopakeHUH
KOCTel yepena, T0O3BOHKOB). Y 3TUX MalMeHTOB 4acToTa
nuccemuHanuu B LIHC Bo3pacTtaeT 10 7 % 1o CpaBHEHHUIO C
o61eit rpynmnoti [IJIK [62, 64]. Kpome Toro, ony6/IMKOBaHbI
COOOIIEHNS O CHMXKEHMH 4acTOThbl aucceMuHanuu B IJHC
Py IPUMEeHEHUU UMMYHOXUMUOTepanuu npu JIBKJI [65].

B HameM wucc/ief0BaHUM peLUJUBbl Pa3BUJIUCh Y
2 MalMeHTOB, U3 HUX y OZJHOTO HAGJI10/1a/10Ch TOPaXKeHHe
[JHC (Be1ecTBO roJJOBHOTO M03ra), a y APYyroro penuuuB
OB JIOKAJIbHBIM B KOCTH. [IpoduiakTrka HeliposielKo3a
MPOBO/U/IACH 0OGOUM NallMeHTaM.

[To HaMIMM HaGJIIOAEeHUAM, HauboJiee YaCThIMHU 2KaJjlo0-
6aMu, coxpaHsoUUMucs y nauueHToB c [1JIK giutenbHoe
BpeMsl, SIBJSAIOTCS OcCCaarus, AUCOYHKIUSA MOpaKeHHON
KoHeyHOCTH. OBBIYHO 3TO HAGJIIOZAETCs Y MalUEHTOB C
nopaxeHHeM I03BOHOYHMKA, Ta3a, 6eJpeHHOHN KOCTH.

Kpome Toro, Mbl Hab6JwJalyd pa3BUTHEe MaTOJIOTH-
YeCKHX IepejioOMOB y NMalMeHTOB C COXpaHsollelcs pe-
MHUccuel onyxoJid. [1o JaHHBIM JIMTepaTyphl, IPUIMHAMU
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MO3/]HEr0 MaTOoJIOTUYECKOTO IepesioMa OObIYHO OBbIBAIOT
rpy6oe HapylleHHMEe HOPMaJIbHOM KOCTHOM apXHUTEKTO-
HUKH, OCTEOMMEJIUT I0CJe ONepaTUBHOTO BMellaTelb-
CTBa, OCTEONOpPO3, 0COOEHHO y MOXKWJIBIX KeHIIUH. Ele
ofHUM GaKTOpPOM pHCKAa MO3/HEr0 IaTOJOrMYecKoro
nepeJsioMa siBJISIeTCS IpoBeJieHue KoHconugupyoweid JIT B
COYeTaHUM Ha MH/YKIMOHHOM 3Talle CO CXeMaMH, BKJIt04a-
IOLIIMMU BbICOKHE J103bl KOPTUKOCTEPOU/0B, TP 6OJIBLIOM
noJie 06JIy4eHUs, BBICOKOM cymmapHo# fo3e JIT (> 50 I'p).

B wmensax npodunaKTHUKM MO3AHUX OCJ0XKHEHHU
paloHa/JIbHO MOHUTOPUPOBAaHME KOCTHOW IJIOTHOCTH,
MapKepoB KOCTHOr0 06MeHa Y NaljMeHTOB U3 YKa3aHHbIX
rpymnmn pucka. [Ipy Heo6X0AMMOCTH BO3MOXXHO TpodUIaK-
THUYeCcKOoe Ha3HaueHue NpernapaToB Kasbliys, BUTaMHUHA
D, aHTUpe30pOTUBHBIX mpemnapatoB (6ucdocdoHATOB,
unrubutopoB RANKL) [62].

3AK/TIIOMEHUE

Takum o6pasoM, npu [IJIK MOXHO BBIZE/NIUTH [Ba THUIA
nopakeHus. JlokajsbHasi OINyXoJib, KOTOpas HUKOIJA

He JlaeT CUMIOTOMOB MHTOKCUKAlM{, OTJIMYaeTCs
MeCTHBIM  pacnpocTpaHeHHeM,  He3HauUTeJbHbIMU
JIabOpaTOPHBIMU H3MeHeHUsIMU. BTopolt Tum — 3TO

MHOI'004aroBoe Mopa)KeHHue KOCTH, YTO OGLIYHO COIpO-
BOX/IaeTCs SIPKOW KJMHHUKO-Ta00paTOPHOU KapTHUHOM.
[lepBbIN JIOKAJIbHBIA TUI OT/IMYAETCH WUCKJIOYUTEJBHO
61aronpUsaTHBIM MporHo3oM. [Ipu nporpamme R-CHOP
JUINTe/IbHble PEMHUCCHUU JOCTUIAITCS NPAKTUYECKU Y
Bcex maunueHTOB. JlokanbHas ctagusa [IJIK o6g3aTenbHO
JosnkHa noareepxkgaTbes [13T. [Ipu mHoroovyarosoi [JIK
MPOTHO3 CYIeCTBEHHO Xy>Ke, U B 3TOU rpynne 60JbHbIX
Tepanvell Bbi6opa ABJSAIOTCI UHTEHCUBHbIE IPOTPaMMBbl
JIEKApCTBEHHOU MNPOTHUBOOIYX0JIEBOW Tepamnuu. TakuM
06pasoM, aHaJU3 J0JIOCPOYHBIX pe3y/bTaTOB I0Ka3all,
YTO pa3paboTaHHbIM HamMu aiaroputMm Tepanuu I[JIK,
npejoJaramoiiui crpaTuGUKaI|Io MallUeHTOB C yYeTOM
BCeX 3HAYMMbIX paKTOPOB PUCKa, 103BOJISIET JOCTUYD U3-
JiedeHus 6oJiee yeM y 90 % GOJIbHBIX.
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