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PE®EPAT

O606weHbl AaHHble 0 112 nauMeHTax ¢ MHAYLMPOBaAHHbLIMU (BTOPUYHBIMK)
nenkosamum u mumenogucnnacTmyeckumm cuHagpomamm (B-J1 nu B-MC). Pac-
cMaTpuBaloTCA BONPOCHI UX Pa3BUTUS B 3aBUCUMOCTU OT NPOBEAEHHON Te-
panuun n maHudectauymm B-J1 nu B-MOC, ANUTENbHOCTL NAaTEHTHOrO NeEPUO-
Aa, uutoreHeTmyeckne aHomanuu. lNpepcraBneHbl COBPEMEHHbIE AaHHbIe
0 HEeKOTOpbIX MeTodax MHAWBMAYaNbHOW OLEHKUW TeHeTU4YecKoln npepgpac-
MOMOXEHHOCTU K 3/10KaYeCTBEHHbIM OMYyXONsM.

KntouyeBble cnosa
CBSAI3aHHble C NeYeHMeM MUenouaHble ONyxonu, BTOPUYHbIE NENKO3bl, BTO-
pudHble MAC, xummnoTtepanus, nyvyeBas Tepanus, akTopbl pucka, reHeTu-
yeckass NpeapacnofioXEeHHOCTb K OMyXONsM.

BBEJEHUE

3a mocieaHHE HECKOJBKO IeCATHIETHH
pe3yabTaThl JICUEHUSA OHyXOJ’Ieﬁ 3HaA4YH-
TE€JIbHO YJIYYIIHUIUCH, YBEIUYUIIUCH CPO-
KW BBDKHWBAaCMOCTH IIAIIMCHTOB,
mujiaach gacToTa

YMEHb-
HETIOCPEeACTBEHHBIX
ocnoxHeHuit Tepanuu. OJHAKO yBenude-
HHE MPOJOJKUTENBHOCTH >KH3HH OO0Jb-
HBIX O0Ka3aJl0Ch CBSI3aHHBIM C CEPbE3HBIM
OT/JaJICHHBIM OCIOXHEHHEM XUMHO- H JIy-
4eBOH Tepalmuu - POCTOM BTOPHYHBIX
omyxouseif, BO3HMKAIOIIUX Yy OHKOJIOTH-
4eCKUX OONbHBIX. JlaHHBIE, HpPUBEICH-
Hele B onyOaukoBanHoM B 2006 r. mo-
ki1age HamuoHanbHOTO HHCTHTYTa paka
CIIIA, cBHIETENbCTBYIOT, YTO HAIMEHTHI
C OHKOJIOTHYECKUMH 3a00JIeBAHUSIMHU MO-
clie NMPOBEAEHHOIO JEUEHUS U C JUIMTENb-
HBIM HEPHOJOM HaOJIONEHUS COCTaBISIOT
3,5 % HacelleHUd CTpaHBbl, 0OJHakoy 16 %
BTOPHYHbIE
3]I0Ka4eCTBEHHBIE

U3 HHUX 3apEerUCTPHPOBAHBEI
(MHAYUMpOBAaHHbBIE)
omyxouu [1].

HaunbGonee wdacteiM u

MPOTHBOONYXO0JIEBOU
Tepamuu OCTATCS BTOPHYHBIC JECHKO3BI
(B-JI) wim
(secondary
related leukemia), KoTOphIC, MO JaHHBIM

TAXKECIbIM
OCJIO)KHCHHUECM
«JIEUKO3bl OT JICUCHHUS»

leukemia wam treatment-

1orbY rHy M3 u CP Po, Mocksa
2 POHL wm. HH. Bnoxuxa PAMH, Mocksa

CTATHCTUYECKHX PAacueTOB, BCTPEHAIOTCS
B 500-1000 pa3 vame, yem Jieiiko3bl de
novo. Y OOJNBbHBIX, KOTOpPbIM OblIa NpoO-
BEJICHAa XMMHO- U/WJIU JlyueBas Teparmus,
gactotra B-JI cocTaBIseT, COIJACHO
HEKOTOPBIM OIYOJHMKOBAaHHBIM JaHHBIM,
6-27 % obmero uucna OOJBHBIX, MOJY-
YHUBIINX HPOTHBOOIYXOJIEBYI0 TEPAIHUIo,
T. €. OHH pPa3BUBAIOTCA y Kaxjporo 3-
15-ro neuenHoro GonpHOrO [2].

Cnenyer OTMETHTb, 4YTO IO Mepe
noHuManus oOuonorun B-OMIJI/B-MJIC
HU3MEHWIACh TEPMUHOJIOIUS [10JIBADUAHTOB
9TUX 3aboneBaHuil. B 3TOM oOTHOWEHUH
(GbopManbHO MOXHO BBIJCIUTH [Ba IIE-
puona: 10 mepBoOil BepcHH KiaccHPHUKaLuU
BO3 (2001 r.) [3] u no HacTos1Iee BpeMs.
[TepBoHayanbHO JOCTATOYHO 4acTo
HCIIOJNBb30BAJICS  TEPMUH  «BTOPHYHBIH
OMIJI», xoropblii 00byHO 0003HaYan
nBe  Qopmel OMJL: pasBuBlIKiicS u3
MpeALECTBYIOIEH MHUENIOIUCIUIA3UY WM
B pe3ylbTare BO3JEHCTBUS TOKCHYECKHX
(bakTOpOB OKpyKakoIleld Ccpenbl, JeKap-
CTBEHHBIX CpeJcTB WM obiyuenus. OMIJI,
HHAYLUPOBAHHBIA Tepanuei, o6o3Havancs
KaK «CBSI3aHHBIU C JieueHuem» [4].

B knaccudpukauuu BO3  rtepmun
«BTOPHYHBIE» OB U3MEHEH Ha «CBS3aH-
Hele ¢ nedyenuem» OMIJII u MJIC.
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BropuuHble neikosbl U MAC nocne yutoctaTU4eckoh Tepanuu

B pyccKos3bIYHOW TEPMHMHOJOTHM MPaKTHUYECKH IOBCe-
MECTHO NPHUHATO cioBocouyeranue «BTropuuHeie OMII/MACy,
0003HayaroIee TOJIbKO «CBSI3aHHBIE C JIeUEHUEM», T. €. HHAY-
LUpPOBAaHHbIE WIH STPOreHHble. B cBs3M ¢ 3TUM B HacTosiei
cTaThbe HCIOJB3YIOTC abOpeBuatypsl B-OMJI/B-MIAC, B-JI,
B-OJIJI, B-XMIJI.

JleficTBUTENIBHO, BTOPUYHBIE OCTpPHIE MUEJIOUJHBIE JIEHKO3bI
W/MIM MHeNoOucCIUIacTh4eckue cuuapomsl (B-OMIJI/B-M/JIC)
coctaBisitor 10-20 % Bcex ciaydaes OMJI u/unu MJIC u omu-
CaHbl IMPAKTUYECKU IIPU BCEX COJHMJIHBIX OIYXOJIAX, JI€YEHHBIX
LUTOCTaTUKAMHU U/UJIH JdydeBoi Tepanueir [4-10], a Takxke npu
nedeHun remo6iacto3oB: nuMdomel Xomkkuna (JIX) [11-15],
HexoKKUHCKUX numpom (HXJIT) [16, 17] u octpeix numdo-
OnactubIx neiiko3zos (OJIJI) [18-20]. Hepenku ciyuaun B-OMJI
[21-23], BTOopuuHOro XpoHuueckoro muenoseiikoza (B-XMJI)
[24-26], BTopuuHOro octporo Ph-mo3utuBHOTO NuUMdOGIACT-
HOrO JNeiiko3a IOCie JedYeHHs pagHOaKkTHBHEIM 1 paka [27]
U 100pOKaYeCTBEHHON rumnepruia3uy IUTOBUAHON xene3nl [28].
Jlaxce MCMONB30BAHHE MaibiX AMATHOCTHYECKHX 103 °'1 Moxer
MPUBOAUTH K BO3HUKHOBeHHIO B-OMIJI [29]. M3BecTHB cinyyau
B-OMIJI mocne TpaHCIUIAaHTALMU KOCTHOI'O MO3ra M CTBOJIOBBIX
KPOBETBOPHBIX KJETOK, B OCHOBHOM IIO IIOBOJY I'€MaToJIOrHye-
CKHX OIlyXOJIel, 4TO B OOJBIIMHCTBE CIy4yaeB CBI3BIBAIOT C HH-
TEHCUBHON MNpPEATPAHCIUIAHTALIMOHHOW LHUTOCTATUYECKOH M Jy-
4yeBoil moaroroBkoit [30-32].

B nureparype onucano 18 ciysaes OMJI u MJIC nocne
JIeYeHUs] MHTUOMTOpaMM THPO3MHKHMHA3 M HHTeppepoHOM-a,
XOTs OTU Ipenaparsl He LUTOCTATUKU U MyTareHsl. Bo3MmoxHO,
y 3THX JIEHKO030B Jipyroe npoucxoxuenue [33, 34].

Hano umers B BHAy, 4TO LUTOCTATHYECKHUE IpemapaThl HC-
MOJIb3YIOTCSA U JUIsl JIeYeHHsl HEKOTOPBIX HEOIyXOJeBhIX 3abolie-
BaHUH, B T. 4. ayTOUMMYHHBIX (P€BMATOMJIHBIA apTPUT), TPYIHO
MOJNAIOMHUXCs JICYCHUIO CllydaeB HEKOTOPBIX JepMaTojIoruye-
ckux 3aboneBaHuil (mcopuas), u psaga apyrux. Ilo HexoTopeIM
nauHbM, 22 % Bcex B-OMIJI/B-M/IC cBsi3aHBl UMECHHO C Npe-
LIECTBYIOLIMM JIeYeHUEM HeolyXxoseBblx 3aboneBanuit [35]. Ilo
JaHHBIM JPYTUX aBTOPOB, 4acTOTa TaKUX CIIy4aeB BapbUPYeT OT
2 10 13 % [7].

H3BecTHO, 4YTO 11 BTOPUYHBIX JEHKO30B OCHOBHBIMH
HHAYKTOpaMU MYTareHHOro BO3IEHCTBHMA CIyXaT JydeBas
Tepanus, alKUIUpylolue npenaparsl u uHruburopsr JHK-
Tononszomepassl Il - aHTPAIUKINHBI U MHIONO(QUIIIOTOKCH-
Hbl. Bee nmepeuncieHHble HHOYKTOPBI, COIIACHO KiaccuHUKauu
BO3, oTHOCAT K rpynne yCTaHOBJICHHBIX KaHIEPOICHOB 4eJo-
Beka [36].

VYcTaHOB/IGHHBIE KaHLEPOIeHBl YeIOBEKa:

e HurocTaTukM (aJKUIUPYIOIIME IpenapaTsl, HHTHOUTOPHI
JAHK-Tonouszomepassr 1l -
(bUIITOTOKCUHEL).

e Bce BuIbl pagMAallHOHHOIO BO3JeHcTBHS (PEHTTCHOB-
CcKOe, raMMa- U HeHTpOHHOE H3IydeHUue, HHKOPHOPHUPO-
BaHHBIE a- M yB-4aCTHLBI).

AHTpPAUUKIHUHBI U 50UIIOAO0-

e Xumuyeckue areHTbl (OCH30J M €ro NMPOU3BOIHBIC, HHU-

Tpo3ocoenunenus, CCly u ap.).

e Hekoropble HMMYHOJIENPeCCAHTHI (LUKIOCIOPUH A, ne-

JIaruil U ap.).

e Bupycenl (Onwmteiina-bapp, rematuret B u C, BUY, na-

MMUJUIOMBI YeaoBeka 16-ro u 18-ro Tumos u ap.).

e TopMoOHBI (3CTPOTEHBI, CTEPOHUIHBIC TOPMOHBI, IEPOPAIb-

HbIe KOHTPALENTUBBI, TAMOKCU(DEH U Ip.).

Cunraercsa, yrto B ocHoBe B-OMIJI/B-MJC nexur Jjeii-
KO30TeHHasi aKTHBHOCTh IUTOCTATHYECKUX MpenaparoB, HC-
[OJIb3YEMBIX MPH JICYCHUH TEPBOIl OMyXOJH, YaCTO B COYCTAHUHU
C MyTareHHbIM BO3[CHCTBHEM Jy4eBoil Tepanuu. IlosaTomy
JIEUKO3Bl «OT JEYCHHUS» PACCMATPUBAIOT KaK PEalU30BaHHYIO
Ha MpaKkTHUKE MOJAEIb pAa3BUTUs Ipoliecca 3JI0KaYCCTBCHHOM
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tpaHcopmanuu. J[eiicTBUTEenbHO, Onaromaps peryJsipHOMY
KIMHUYECKOMY HAONIONCHUIO 3a NalUeHTaMH C OHKOJOTHYe-
CKUMHU 3a0oneBaHUsSMH B-JI 4acTo AMarHOCTHPYIOT Ha paHHUX
JTanax pa3BUTHs MAaTOJOTHYECKOr0 MPOLEcca, P TOM XOPOIIO
U3BECTHBI IPUMEHSEMBIE J03bl IUTOCTATHKOB M JIy4eBOil Tepa-
IIHY, NEPEePHIBBI B JICYCHUU B CBA3H C OCIOXKHEHUSIMH H JApyrue
0COOEHHOCTH MpoBoAMMOIl Tepanuu. CuuTaercs, YTO PHUCK
BO3HUKHOBeHUs B-JI 3aBHCHT OT 036 M MeXaHH3Ma AEHCTBH
HCIIONIB3YeMOT0 LUTOCTaTUKA. JIJIsl HEKOTOPHIX U3 HHUX M3BECTHBI
BpPEMEHHb!€ paMKH JaTEHTHOI'O IEpPHOojJa MEXJIy HadaloM IHTO-
CTaTUYECKOH Tepanmuu M BO3HUKHOBeHUeM B-JI, ocoOeHHOCTH
TEUEeHHs] U LUTOreHeTHueckue Mapkepst [37, 38].

B 6Gonee panHux paboTax mo u3yueHHIo B-JI MBI HBITAJIHCh
HalTW 3aBHCUMOCTb MEXJIy TUIOM XPOMOCOMHBIX aHOMAaJUH,
XapaKTepHBIX [ JIEHKO3HOrO KJIOHA, M MEXaHH3MaMH HHIY-
LUPYIOIEro BO3ACHCTBUSA J1ydeBOH Tepamuu MIM OTIENbHBIX
XMMUYECKUX  KJIACCOB  MCIOJB30BAHHBIX  LUTOCTATHYECKUX
npenapatoB [39-41]. OnHako COBpPEMEHHBIE CIOXHBIE KYpChl
XMMHOTEpaluyd 4Yalle BCEro BKIYAaIOT HECKOJbKO IIpernapaToB
C pa3sHbIM MEXaHU3MOM JAEHCTBUSA, OITOMY BBIIEIUTh B OTAEIb-
Hble MOATPYIIBI CIy4au Tepaluu TOJIbKO aJKUIUPYIOUUMH areH-
tamu win uHruburopamu JJHK-tomomszomepassl Il okazanock
MpaKTHYECKU HEBO3MOXXHO, OCOOCHHO y OOJBHBIX, 00CIel0BaH-
HBIX B IOCJEJHHE TOAbl, KOrJa IMOsBHJIAcCh OJIOKOBas Tepamus.
Kpome kilaccn4eckux HHIYHHUPYIOIIUX (aKTOPOB, BBHI3BIBAIOIINX
opsMoe MOBPEkKACHHE TIeHOMa, Heo0XOAUMO paccMaTpUBATh
U OIOCpEelOBaHHOE BO3JeiicTBME Ha OpraHM3M Ipenaparos,
001aal0UX UMMYHOCYIPECCHBHBIM CBOMCTBOM, YTO TaKikKe
MOXET NPUBECTH KyBenuueHuto pucka B-OMII/B-MJIC. Takum
o0pa3oM, pa3jeleHHe NAlUEHTOB Ha IPYINIbl B 3aBUCUMOCTH OT
MeXaHu3Ma JeHCTBUSA UHIYLUPYIOIIUX areHTOB OOBEKTUBHO 3a-
TPYIHEHO, €ClId BOOOIIe BO3MOXHO B PealbHOH MpaKTUKe.

OpHako BO3HHKHOBeHHe B-JI malexo He Bcerja CBS3aHO
TOJIBKO C MyTareHHBIM JeHCTBUEM LUTOCTATUYECKOW WIIM Ty4eBoii
Tepanuu, MOCKOJIbKY BO3HUKHOBEHUE BTOPOIl 310KauyeCTBEHHOI
OIIyXOJIM «IIOCJIe» MEepPBOH He BCeria O3HauyaeT «BCIEICTBHE» ee
nedenusi. Tak, B MHOTOLIGHTPOBOM HCCJICJOBAHHU HTAIbSHCKON
rpynnsl GIMEMA Gbino mokasano, 4ro y '/ mamuentos (41
n3 127 ciyuaeB) B-JI BO3HHUK HOCNE XHPYPIHYECKOTO yJaJICHHS
COJMAHON ONYXOJIM, IPH KOTOPOM HH LUTOCTATUYECKOW, HH
Jly4eBOW Tepanuu nalueHTaM He npoBoauiocs [42]. Xopouo u3-
BECTHBI U TaK Ha3bIBaeMble PaKOBBIE CEMbH, y UIEHOB KOTOPBIX
perucTpupyercsi 2-3 3JI0KAaYE€CTBEHHBIX OIYXONU 3a HKHU3Hb.
Bricoka 4acToTa omyxoiieil y OOJIBHBIX C HACJIEICTBEHHBIMH 3a-
OooneBanusmu (cunapom Jlayna, anemuss ®ankonu u ap.) [43,
44]. Kpome TOro, 0TME4€HO, YTO 4acTOTa OIyXOJeH 3HAYUTEeIbHO
BBINIE y ONU3KUX POJCTBEHHHKOB HanueHToB ¢ B-OMIJI B cpas-
HeHun ¢ OonbHEIMU OMIL de novo [43]. OpHako HU3BECTHO,
4To y OONBIIMHCTBA OOJBHBIX, IMOJBEPrIIMXCS MOIHEeHIIeMy
MyTareHHOMY BO3IeHCTBHIO, B-JI He pa3BHBaeTcs.

Takum oOpa3om, KoHlenuus, B KoTtopod B-JI paccmarpu-
BAIOTCSl TOJNBKO KakK IPOSBIEHHE cToXacTHuyeckux 3¢ dexToB
XMMHO- H/HIIN JIy4eBOH Tepaluy, HeJOCTATOYHA M TOJKHA OBITH
nepecMoTpeHa.

JeiicTBUTEIbHO, B MOCIEAHUE IOJbl JABUHOOOPAa3HO Hapac-
TaeT YHUCIO MCCIENOBAaHUH, MOCBALICHHBIX M3YYEHHIO HHIUBH-
IyalbHBIX OCOOEHHOCTEH OopraHu3Ma, IOUCKaM BO3MOXKHBIX HC-
TOKOB T€HETHYeCKOIl IpeapacHosoKeHHOCTH K pa3BUTHIO B-JI.
B paMkax 3TuxX HccllefoBaHUIl 0ojblloe BHUMaHHE YJeNseTcs
H3yYEHUI0 XPOMOCOMHOH HecTaOMIBbHOCTH (B YaCTHOCTH, CKpPBI-
THIM M SIBHBIM IPH3HAKaM IOBBIIIEHHOH JIOMKOCTH XpOMOCOM),
nosuMopdu3Ma TIeHOB AaHTHOKCUAAHTHBIX M peHapallMOHHBIX
CUCTEM OpraHU3Ma, a TaKKe CHI)KGHUIO JKCIIPECCUU TIEHOB
CHUCTEM JETOKCUKaUUU U OuoTpaHcHopMaluu KCEHOOHMOTUKOB.
Tak, k HacToslleMy MOMEHTY Npo0OjeMa BO3HUKHOBeHUs B-JI
IpeJcTaeT BO BCel CBOEHl CI0XKHOCTU M HEOJHO3HAYHOCTH.
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E.B. [lompayeBa u Ap.

K ToMy ke mpoBOAMMBIE B 3TOil 00JacCTH HCCIELOBAHHUS HE
yCIIEBAIOT 32 CTPEMHUTEIbHOIl CMEHOH IOKOJICHHI IPOTHUBOOIY-
XOJIEBBIX IIpenapaTroB, HpoHcXonsiledl Ha (OHE HOCTHIKEHUI
COBpeMEHHOH ()apMaKoIOTHMM U M3MEHSIOMEH CaMU IIOAXO[bI
K IPOTHBOOIYX0JIeBOH Tepanuu. Tem Ooiibliee 3HaUECHHE HMEET,
Ha HaIl B3JIAA, aHAIM3 yXKe IPOBEJCHHBIX HabOmoneHuil. B nan-
HOW cTaThbe MBI ITIpEJICTaBISEM pe3yibTaThl HaOuoneHud 112
cinyuyaeB B-JI, MccleoBaHHBIX B Hamiel nabopaTopuu Ha Hpo-
TSOKEHUHM mHocinequux 16 yer. IToHMMas CIIOKHOCTh Kak caMoit
IpoOJIeMBl, TaK M €€ M3JI0KEHHUs, Mbl ITOIBITAINCH IIOJONTH K ee
OCBEICHHUIO C Pa3HBIX CTOPOH, OCHOBBIBAsICh KaK Ha COOCTBCH-
HBIX JaHHBIX, TaK ¥ MaTepUalaX MHPOBOH JIUTEPATYPHI.

MATEPWANbI W METOAbI

B kapuonoruueckoir naboparopun ®I'bBY I'HI[ M3 u CP PO
3a nepuox ¢ 1994 mo 2010 r. ObUIO NMPOBENEHO LUTOreHETHYE-
CKOE HCCIIeZIOBaHHE MYHKTATOB KOCTHOro Mmosra y 112 mammes-
TOB C yCTaHOBJEHHBIM auartHozom B-OMIJI/B-MJC. Ilauuen-
Thl npoxoauwnu seyenue B ®I'BY 'HII M3 u CP PO, POHIL] um.
H.H. brnoxuna PAMH, HY3 KB um. H.A Cemamko Ne 2 OAO
«PX», 'BKI' um. H.H. bypnenko, ®MBIl um. A.U. bypna-
3ssHa PMBA Poccuun, ®I'Y PJIKb M3 u CP P® u pane npyrux
reMaToNOrHYeCKUX CTAlMOHAPOB T. MoOCKBB, MOCKOBCKOW 00-
JacTH M OpYrux roponoe Poccum.

Jnst xaxporo ciydas B-JI perucTpupoBalid IEpBYIO OIy-
XOJIb WJIM pyroe 3abojeBaHue, MPOBEJCHHYIO LIUTOCTATUYECKYIO
U /MY JTy4eBYI0 TePaIlHIO M JaTCHTHBIH IepHoJ MExIy HadaloM
U OKOHYAHHEM JICYCHMs IIePBOU ONYXOJNM M BO3HHKHOBCHHEM
nepBeiXx npu3HakoB B-OMIJI/B-MIC (B 4 cay4asx 3T0 OBLI
B-XMJI), a Takxke BBHISBICHHBIE IUTOTCHETHYECKHE AHOMATIHU
B JIEHKO3HOM KIJIOHE.

[luTtoreneTnyeckoe HCCIeNOBaHUE JEHKO3HOTrO
B IIyHKTaTaX KOCTHOTO MO3Ta IIPOBEJCHO C INOMOIIBIO METOAA
G-nuddepeHNaNbHOTO OKpAIMBAHUS XPOMOCOM B IPSIMBIX
U KyJIbTUBHUPOBAHHBIX Hpenaparax no meroxy J. Yunis [45]
¢ cOOCTBEHHBIMH MOAM(GUKALIMIMU. AHAJIN3UPOBATIOCH HE MEHEE
20 merada3. XpoMOCOMHBIE aHOMAJIHM B JIEHKO3HBIX KJIOHaX
ONMCHIBAJINCH COINIACHO MEXAYHapOJHOH LUTOTeHEeTHYECKOM
kinaccupuxkanuu 2005 r. [46]. B psape ciayuyaeB (ompeneieHue
HOPMAJIbHOTO KapUOTHUIIA WIH OTCYTCTBHE NEISAIIUXCS KIETOK)
JIONOJIHUTENBHO OBUI INpOBENEH aHaau3 HHTep(a3HBIX suep
meronoM (uroopecuentHoit rubpuauzanuu  in  situ (FISH)
C HCHOJb30BAHHEM IEHTPOMEPHBIX U JIOKyC-CIenUupUIECKUX
JHK-30H10B, MO3BOISIONUX BBIABUTH AEICLHUI0O U MOHOCOMHMIO
XpOMOCOM 5 U 7 Ha OCHOBE IPOTOKOJIOB (hHPMBI-IIPOU3BOIUTEIS
(Vysis Inc., Abbott Mol.). AnanuzupoBaioce He Menee 200
uHTepha3HbIX AJep Ha KaKAOTO UCCIETyeMOoro.

KJIOHa

B pabore mnpexncraBieHbl JAaHHble MaHudectanuu B-JI,
KoTopble yacTo HauumHaimuch ¢ MJIC. DTu NaHHBIE NPUBEJCHEI
B coorBercTBUU ¢ FAB-knaccudukanueit [47].

B HacToslieM HCCIeNOBaHUU HE OBLIO BO3MOXHOCTHU IIPO-
BECTH CTaTUCTUYecKud aHanu3 pucka B-OMJI/B-MIAC, 1. k.
GONbHBIE BKJIIOYANHCh B HCCIENOBAHHE U3 PAa3JIUYHBIX KIMHHK.
BMmecte ¢ Tem coobumeHus o pasButud B-OMJI/B-MJC npu
UCIOJNB30BAHUN PA3IMYHBIX LUTOCTATHYECKHUX /IyUeBBIX CXeM
JICYEHHs NEePBBIX ONyXoJeil HaM KaXKyTcs HHTEPECHBIMH U CyIe-
CTBEHHBIMU Ul NPaKTHYECKOH pealn3aluy, II0 3TOMY BOIPOCY
MBI IPUBOJAUM JaHHBIC JTUTEPATYpHI.

PE3YNbTATbI U OBCYXOEHUE

Mpedwecmeyloujas npomueoonyxoneeass mepanus

ITo Tumy Tepanuy, NPOBOAUMON MO MOBOAY MEPBHUYHOrO 3aboie-
Banud, 112 nanuentos ¢ B-OMJI/B-MIC u B-XMJI Obu1u pas-
JIeNICHbl HAa HECKOJIBbKO IPYIIN, MPEACTaBICHHBIX Ha puc. 1.
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BonbmuHCTBY OONBHBIX M3 1-ff TpPymmbl IPOBENEHO XH-
pyprudeckoe yjaleHHe IepBUYHOW OIMYyXOJIHM C IOCIeRyoIeit
ny4eBoil Tepanueil. BoxbHble moiryyanu BHelHee (QpaKIMOHHOE
JIOKaJIbHOE TaMMa-00iydyeHre B OOJBIIMHCTBE CIy4aeB OOJbIIHX
noJsied Tena B cyMMapHbIX fo3ax 42-68 I'p. Ilpu pake muToBua-
HOH XeJle3bl K JOKaIbHOMY OOJy4eHHIO 100aBIIOCh BBEACHHE
pPaJMOaKTUBHOTO HOZa BHYTPH HJIM BHYTPHUIIOJIOCTHOE OOJIydeHHUE
OIyXoiH (B CiIydasix paka IPOCTaThl).

LuTocTaTu4yeckue mpemnapatbl, KOTOpble MNOJIy4ald Malu-
eHTBl 2-fi rpymmbl, mpejactaBieHbl B Tabi. 1 B COOTBETCTBHH
¢ knaccudukanueir BO3 2008 r. [48].

(53,3 %) oOcinenoBaHHBIX

HaMHi HallMCHTOB Ha 3Talc JICUCHUA nepBoif[ OIyXOJId MoJiyvdalin

AbGconoTHOE  OOJIBIIMHCTBO
KOMOMHUPOBAHHYIO XUMHUOJyueByl0 Tepanuio (3-1 rpymma).
TakuMm 00pa3oM, OUYEBHJIHO, 4YTO KOMIUIEKCHOE BO3JAEHCTBHE
XMMHO- M Jy4eBOHW Tepamuu ocTaercs Haubolee OIACHBIM
BAPHAHTOM JIEYEHHs, HNPHUBOAAIIMM K BO3HHUKHOBEHHIO Oolnee
MIOJIOBMHBI BCEX HCCIICOBAHHBIX ClydaeB JIEHKO30B «OT Jede-

HU).

Mpedwecmeyroujue  3abonesaHus

HemasloBaxkHYI0 pOJNb B Pa3BUTHH BTOPUYHBIX JIEH{KO30B MO-
IyT WIpaTh NaTOTEHETHYECKHe OCOOEHHOCTH mepBoro 3aboie-
BaHUs, 110 NOBOAY KOTOPOT'O NPOBEJCHA LUTOCTATHYECKAs U /UIU
nydeBas Tepanus. MoKeT MMeThb 3HaueHHE, HallpUMep, pPe3Koe
CHIDKeHHE T-KJIeTOYHOr0 HMMYyHHTeTa, XapakTepHoe amst JIX,
CHIDKCHHE YMCJIa HOPMaJlbHBIX B-KJIeTOK M HOpMalbHBIX (HEMH-
€JIOMHBIX) ()pakuui MMMYHOTJIOOYJIHHOB HPH MHOXXECTBCHHOM
MHEIOMe, IOJABJIEHHEe WIM pPe3Koe CHHKEHHE YHhCla pPerys-
TopHbIX T-kieTok ¢ ¢enHorunom CD4+, CD25+ npu ayroum-
MyHHBIX 3a0osieBanusx [49]. IloaTomy B HacTosed pabore Mbl
BBIJICIIMIIN TPYIIB HallUEHTOB, Y KOTOPHIX BO3HUK B-JI, HE TOJb-
KO B 3aBUCHMOCTH OT XapaKTepa NPOBEAECHHOIl Tepanuu, HO U C
y4eTOM IepBOro 3a0oieBaHHs, 110 IOBOAY KOTOPOTO OHU IOA-
Beprajuch JiedeHnto. KpoMe Toro, y manueHToB ¢ OfHUM 3a00-
neBaHueM OblIM Oojiee WM MEHEe CXOAHBIMH CXEMBI JIy4eBOM
U IUTOCTaTHUeCKOW Tepamuu. Ha puc. 2 mpeicTaBiieH CIEKTp
NepBUYHBIX 3a00JeBaHUil, B pe3ylbTaTe JeUeHHs] KOTOPHIX 3ape-
THCTPUPOBAHbI CIy4al BO3SHUKHOBEHHs B-JI.

HOHy‘IeHHOQ BKJIaaa
U COJHUIHBIX onyxoneﬁ, a TaKXX€ HEOITYXOJIEBBIX 3a00JIeBaHUM

COOTHOIIICHHE reMaToJIOTHYCCKUX
HE3HAYUTEJIbHO OTJIIMYAETCs OT ONyOJMKOBAHHBIX PE3yJIbTATOB
npyrux uccieposatenedl. Tak, N. Mauritzson u coaBT. OT-
MmeuaroT, 4to 35% ciuyuaes B-OMJI/B-MJIC mnpuxonsarcs Ha
NpealecTByOIMe remMaTojoruueckue onyxonu, 43 % - Ha

conuausie u 22 % - Ha HeomyxoJeBble 3a0oneBaHus [2].

HeomyxoieBble NaTOJIOTHM B KadecTBE HepBOro 3aboseBa-
HHUS B HalleM HCCIEJO0BAHUU OOHAPYIKEHBI TOJBKO y 4 OOJIBHBIX
M cOCTaBJIAIH 3,6 % o0Iero 4yucjaa MCCACIOBAHHBIX.

IIpeoGnaganue CONMIHBIX ONYXOJIeH M HEOMyXOJIEBBIX 3a-
OosieBaHU B 3apyOekHBIX paboTax MOKeT OBbITh CBA3aHO C He-
KOTOPBIMH OCOOCHHOCTSIMU TaKTHKH IPOTHBOOIIYXOJIEBOH Tepa-
MM COJMAHBIX OIyXojded M Oojee IUPOKHM HCIIOJb30BaHHEM
LUTOCTATHYECKON TEpaNnuu HpPH HEOIyXOJEBHIX 3a00JIeBaHUSMX.

Tabruuya 1. MepeyeHb XMMUOTEpPANEBTUYECKUX NpenapaTos

Knacc
npenapaTtos MpenapaTsbl
Ankunupyrwwmne MendanaH, uuknodochamua, xnopambyuyun, ycynbtax,

areHTsbl nakap6asuH, npokap6asuH, kapmyctud (BCNU), nomyctun
(OTU), mutomuuun C, TMoTena v npenapatbl NNaTUHbI

(umcnnatun)

WHrubutopsl AHK-
Tonousomepasbl |l

AHTPALUKAMHBI - [AYHOPYOULMH, MAAPYBULMH, MUTOKCAHTPOH,

atono3ug (VP-16) u Tenunosug (VM-26)

AHTUMeTabonuThl TuonypuHon, dnynapabuH, MukodeHonata modetun

AHTUTYBYnMHOBbIE
areHThl

BuHKpuCTMH, BUHONACTUH, BUHAE3MH, nNaknuTakcen, foyerakcen

KJIIMHUYECKAS OHKOIEMATOJIOIUs

aMCaKpWH, ak



BTopuuHble neitko3nl U MAC nocne uyuTocTaTMYECKOH Tepanuu

T'emamonoeuueckue 3abonesanus

Cpenn reMaToJIOTHYECKUX OIyXOJIeH, COCTaBJSIONUX B Ha-
meM uccienoBanuu nosoBuHy (51 %) Bcex 3a0osieBaHU, Tpea-
mecTBytomux B-OMIJI/B-MJIC, naubonee wactoii Obuta JIX,
HaGIIOABIIAsCA B KA4eCTBE MEPBOI OMyXomH Gomee 4eM y '/;
Bcex oOciieoBaHHbIX ManueHToB (41 nanuent, 34,4 %), a cpeau
reMaToJ0rHuecKux onyxoneil - B 67 % ciyuaes (puc. 3).

BbonpmuHCTBO manueHToB ¢ JIX momydann mMupoKOIOIbHYIO
(pakIMOHHYIO IydeBylo Tepanuio B no3e 20-42 I'p B xombuHa-
uuu ¢ kypcamu MOPP nnu COPP, a B nocneanue ronst - ABVD
u BEACOPP-14. BeposATHOCTh BTOPUYHOTO JIeHKO3a IPU TaKOM
COYCTAHWU XMMHO- U JY4YeBOW Tepamuu BeChbMa BBICOKA, O 4eM
CBUJETENbCTBYET aHAJIH3 ONMyOJUKOBAHHBIX PacyeTOB pucKka B-JI
TIpU pa3IMYHBIX pexxuMax tepanun JIX [13, 38].

Xopomo u3BecTHO, yTo npu JIX puck B-JI BBICOK, ecnm mpu-
MeHs0TCS pexkuM MOPP wmm gpyrue Kypchl, BKIIOYalOIHue My-
crapreH, npokap6aszun uiau somyctud. 3amena MOPP na COPP
3HAUYUTEIBHO CHMXKAET pUCK B-JI. PUCK HEBENHK y UL, JICYSHHBIX
Ttonbko obmyuenneMm (0,3 % mnpu 10-1eTHeM HaOIIONCHHU),
NpU OTOM HMEET 3HAYeHHWEe MOIIHOCThH JO3bl M BEIMYMHA IOJICH
00Jy4YeHHsl, 0COOCHHO 00J1aCTH OpIOIIHON IMOJIOCTH M OpPraHoOB
Majoro Tasa. l3BeCTHO, YTO PHCK BO3pacTaeT s HAIlHeHTOB,
nonyunBuux 6oaee 20 I'p [7, 13, 38]. Oxnako nydeBas Tepanusi,
poBOAUMAs COBMECTHO ¢ Kypcamu MOPP umu nomycTuHOM,
yBenuuuBaeT puck B-JI 1o 15,5 %. Ha Gonbmoii koropre namueH-
TOB aBTOPHI MOATBEPKAAIOT (aKT YBETHYCHHS PUCKA NPH KOMOU-
Hauuu o0ay4deHust 6onpirumu mosisiMua ¢ MOPP (25 656 601bpHBIX
JX, u3 Hux 353 ¢ B-OMIJI/B-MJIC) [15]. Pexumbl Tepamuu
JIX, Bruouatomue uarudutopsl JJHK-tonouzomepassr II, Ho 6e3
ANIKUINPYIOMUX OpenapaToB (Hanpumep, ABVD), mouru He yBe-
nuuuBatoT pucka B-JI (0,7 % uepes 15 ner nabmronenus). OxgHaxo
HOBBIE arpeccuBHbIe pexHUMbI, BKiItoyaromue COPP B coueranuun
¢ OJICOMHUIIMHOM, 3TOmNO3uI0M, aokcopyouunnom (BEACOPP),
yBeNW4YUBAOT pUcK B-JI. Mcropudecku yCTaHOBIEHO, YTO OIHO-
BPEMEHHOE NPUMEHEHHE 1y4eBoil U Xumuorepanuu npu JIX Bexer
K pocty umucna B-JI, a pazgeneHue KypcoB BO BpEMEHH XOTs Obl Ha
1 Mec. CHM)KaeT UX YUCIIO B HECKOJBKO pa3 [§8, 14].

ITo nanHeiM MHOTOJNETHHUX HccienoBanuid ®I'BY T'HI[ M3
n CP PO, BropuuHBIE OmyXoNd B IeloM Habmomaotes y 5 %
6onpHpIX JIX. W3 HUX conmaHble OMyXouHu cocTaBisioT 2,7 %,

B-OMJI - 1,8%, HXJI - 0,5%. OTHOCUTENbHBIH PHUCK

n=112

m TONBKO Ny4yesasn Tepanua,

n=26

W TONBKO XUMMoTepanus,
n=21

W Xumunonyuesasa Tepanua,
n=65

Puc. 1. Tun Tepanuu, npoBoAuMOi no nosogy nepeoro 3aboneeaHus

remaTonoruyeckue
onyxonu, n =61

*36% «0,9%
pak, n = 40

Apyrue onyxonu, n = 6

Heonyxonesble
3abonesaHus,n = 4

TrCK, n=1

Puc. 2. CnekTtp nepsbix 3abonesaHunii, B pesynbTaTe NeyeHWs KOTOPbIX 3a-
perucTpmpoBaHbl cny4an BTOPUYHBLIX NERKO30B M BTOPUYHBLIX MuUenoaucnna-
CTUYECKUX CUHAPOMOB

TrCK - TpaHcnnaHTauus reMonoaTUYeCKUX CTBOMOBbLIX KNETOK.

n =61
_6.6%

< X, n=41
« MM, n=38
MWHXN, n=7

<O, n=4

Xnn, n=1

Puc. 3. CnekTp nepBbix remaTtonorunyeckux sabonesaHuin, B pesynbtaTe ne-
YEHUS| KOTOPbIX 3aperucTpUpoBaHbl ClyYyan BTOPUYHLIX NEeNKO30B

NX - numdoma XopgxkuHa; MM - mHoxecTBeHHas muenoma; HXJT -
XoAXKnHckasinumpoma; OJ1-ocTpblii numdobnacTHbinnenkos; XnJ-
XPOHUYECKUA NUMEPONenkos.

He-

HeremaTtonornyeckue onyxonu (n = 46)

Pak (n = 40)

2,5%2,5945,0%
2,57 -

N

Puc. 4. CnekTp nepBbix Here-
MaToONOrMYeCcKUX  OMyXoneBblX
3aboneBaHuii, B pesynbTaTe
neYyeHUs KOTOPbIX 3aperncrpu-
poBaHbl  Cny4Yaum  BTOPUYHBIX
NnenKko30B U BTOPUYHBIX MWUe-
noAunNnacTUYeCcKUX CUHAPOMOB
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H nekux, n =7

= pak

= Opyrue
Heremaronormyeckue

onyxonu

q

LOpyrue Herematonoruyeckue
onyxonu (n = 6)

MOMOYHOW Xeneabl, n =15

SWYHWKOB, N =4

WNTOBUAHOW Xenesbl, n =2

- | capkoma OwuHra,
npocrartel, n =3

n =3
TONCTON KMWKK, N =2

CeMUHOMa sun4ka,
martku, n =2 n=1
xenyaka, n =1 Tumoma, n =1
HWXHen rybel, n =1
roptanu, n =1 meaynno6nactoma

Mo3xeyka, n =1
menaHoma Koxu, n =2

123


http://www.medprint.ru
http://www.medprint.ru

E.B. lompaueBa n ap.

BO3HMKHOBEHHs BCEX BTOPUYHBIX omyxoieil coctaBun 2,36. Ilpu
9TOM OTHOCHUTENbHBIH puck B-OMJI - 121,21, HXJI - 7,01,
COJNIMAHBIX omyxoyied - 2,56. Puck 3abosieBaemMocTu remooia-
cro3aMmy 3aBepmaercs kK 20 rogam HaOJOJEHHs, TOTAa KaK PHCK
COIMIHBIX OIlyXoJel Bo3pacTaeT U IOcIe 3TOro cpoka. Bropuu-
Hbl€ OIIYXOJIM B LI€JIOM CHHJKAIOT yPOBEHb 00IIeH BBIKHBAEMOCTHU
yepes 25 ner Habmonenus Ha 2,4 % [50, 51].

Bropoil mo 4acrore reMaToJOTHYECKOH OIyXOJIbIO, IIOCIHE
Jle4yeHuss KOTOpOH perucrpupyrorcs B-JI, B HalieM ucclie[oBa-
HUU ObLIa MHOXecTBeHHas Muesnoma (MM) - 8 mamueHToB,
CcOCTaBUBINAsA Cpeiu remaTosjoruueckux omyxoseil 13 %. Bous-
HBbI€ 3TOH TPYIIBI [0OJIy4aldld MHOTOYHCIEHHBIE Kypchl M2 (no 24
KypcoB), Tpoe u3 HuUX - Kkypcel VID u nBoe - kypcsi EDAP
HexoTopsle moiyyanu AONOJHHUTENbHO TaluUAOMHUA U Oopre3o-
MHUO B OOBIYHBIX [103aX, 4aCTh OONBHBIX - JIy4eBYIO T€paIlUI0 Ha
001acTh KOCTHBIX AecTpyKuuil. CornacHo JaHHBIM JIUTEPaTYpHI,
KyMyJIATHBHBIM puck B-JI mpu MM oneHuBaercs mo-pa3HOMY:
D. Bergsagel u coast. BoisiBunu 17,5% B-OMIJI/B-MJC npu
4-nernem Habmonenuu [47], a J. Cuzick u coaBr. - 10 % npu
8-nernem HabOmonenuu [48]. O6a oTMeyaloT, YTO pEIIAIOUIYI0
posp B uHUnmMauuu B-JI mpu MM wurpaer mendanan, a Takke
Ipyrue ajlKWIMPYIOUIUe areHThl U PEKUM KOHIMLHUOHHPOBAHMS
OpU TPAHCIUIAHTALlMM TIE€MOIOITHUYECKHX CTBOJIOBBIX KIETOK

(TTCK) [52, 53].

Tperbto mo uacrore rpynny cocrtaBunu HXJI (7 manuen-
11 %): 1 cnyugait numdomsl bepkurra, 1 - nuddysnoi
B-xnerounoil kpynHokierounoid aumpomsr (JABKKII), 4 -
T-xJIeTOYHOW HecmenupUUUpPOBaHHOH numbpombl u 1 - mep-
BuyHOU uMdpomel LTHC. BosbHble monydanu oOBIYHYIO A STHX
3a00J€BaHUH UHTCHCUBHYIO, BKJIIOYas OJOKOBYI0, Tepamuio,
npudeM y 2 OGonpHBIX ¢ T-KIETOYHON TUMGPOMONH peMuccus
OCHOBHOTO 3a00s1eBaHus He Oblia monydeHa, B-M/JIC BO3HUK Ha
¢boHe Tepamui.

TOB,

Cruenyiomeil 1o 4acTOTe TPYIIOH IMEpBEIX reMaToJIorHye-
CKHX OIlyXOJIeH, INpeJIIecTBYIOINX BO3HHUKHOBeHHI0O B-OMIJI/
B-MJIC, Obuna rpynna u3 4 (6 %) 6onpubix OJIJI, neyuBmuxcs
0 TPOTOKONy aBTOpoB M3 I'epmanuu [54]. Ilo naHHBIM JIuTEpa-
TYpBl, YacToTa CBA3aHHBIX ¢ Tepanueil B-OMJI/B-MJIC mnocne
OJIJI Bapsupyer or 1 no 12 % B 3aBUCHMOCTH OT HCIOJIb3ye-
MBIX JleueOHbIX npoTokosnoB [20, 55-57]. Ormeueno, uro B-JI
CBf3aHBl B OCHOBHOM C KyMYJSTHBHBIMHU J03aMM JIHIONO(UI-
JIOTOKCUHOB, NpHYeM B OOJBIIMHCTBE IPOTOKOJOB JICUEHUS UX
Z03a B IepecueTe Ha 1 KI Macchl Tela y B3POCIBIX 3HAYUTEIbHO
HIDKE, 4YeM Y JHeTeil, NMOCKOJbKY y B3POCIBIX OOJNBHBIX pacueT
1035 XMMHOIPEIAPaTOB OCYIIECTBILETCS Ha 1 M’ HOBEPXHOCTH
Tena. Bo3moxHo, y B3pocnbix 6onpHbIX OJIJI UMEHHO HO3TOMY
B-OMIJI nabGmonaercs peako [4]. C ngpyroit croponbi, OJIJI
B3POCIBIX U JeTel pa3IH4YHbl [0 OUOJOTMYECKUM XapaKTepH-
CTHKAaM M Pe3yIbTAThl JICUCHHs 3HAYUTEIbHO JIYYIIe Y MOJOJBIX
monei B Bo3pacte 16-20 sneT, eciau OHU JIEYHIMCh B NEAUATPU-
YEeCKUX KJIMHHMKAX IO AETCKHM IPOTOKOJIaM, a HE B TeMaToJIOTH-
YECKUX OTAEJICHUSX IS B3pociblX [58, 59].

[TockonbKy, 1O MHEHHMIO HEKOTOpPBIX aBTOopoB, OJIJI - 3a-
6oleBaHME, KOTOPOE XOPOIIO JIEYUTCA U 0Oe3 HCIO0JIb30BaHUS
Hekotopbix uHruouTopos JJHK-Tonousomepasst I, B Oonbminn-
cTBe cXeM mociegHux 10 jeT 2TOmO3HJ MCKII0YaeTcs U3 IpPOTO-
kosnoB Tepanuu OJIJI. Bompoc o 1030BOM pexuMe INpUMEHEHUs
AHTPALMKINHOB OCTaeTcss OTKPBITBIM. Puck B-OMJI/B-MJC
ObUI BBILIE y HALMEHTOB, MOJy4YaBIIUX 6-HeAelbHbIE OIOKH HH-
rubutopos JJHK-tonousomepassl Il no cpaBHeHUIO ¢ TeMH, KTO
[oJy4aJl MICHTHYHBIC KyMYJISTHBHBIE J03bl, HO IPU UX OBICTPOH
potanuu [20, 57]. Kpome Toro, 0blJI0 MOKa3aHo, YTO KpaiiHe He-
GnaronpusaTHO coueTaHue uHruburopos [JHK-tomousomepasst
II' ¢ L-acnaparuHa3oif, THONYPHUHOJOM, TPaHYJIOLUTAPHBIM
kojoHuectTumyaupyomum dakropom (I'-KCD) u kpanuanbHbIM
obnyuenueMm [18, 60].

M.~ Relling u coat., obcnenoBanu 412 mereit ¢ OJIJI,
B HpPOrpaMMy JI€YEHHs KOTOPBIX OBUIM BKJIIOYEHBI JTOMO3UJ
U aHTPALUKIMHEL. YacTbh NaIMEHTOB IOJy4ala JOMOJHHUTEIbHO
I'-KC®, yactp - nukiaodochaMua U KpaHUaIbHOE 00JIyUCHHE.
V¥ 20 u3 Hux B TeyeHue 6 yer Bo3HukiH B-JI:y 16 - B-OMIJI,
y3 - B-MACuy 1 - B-XMIJL

VYV nanueHToB, NOMOJHUTENBHO MOJIYYMBIIMX KpaHHAIbHOE
ob6nyuenue (6e3 ['-KC®), puck 3abosnets B-JI cocraBun 12,3 %,
y nonosHuTenbHo noinyyuBmux ['-KC® (6e3 kpanuanbHoro ob-
ayueHus) - 11 %,y nononHutensHo noxyyusmux kak I'-KC®,
Tak U KpaHuanbHoe obOnydenue - 7,1 %. IIpu oTcyTcTBUM 3TUX
JBYX JOIOJNHUTENbHBIX (aKTOPOB puUCK cocTaBud 2,7 %. ABTOpPBI
JeNaloT BEIBOJ, 4TO mcronb3oBanue [-KC®P kak MUHUMYM Tak
’Ke OIaCHO, KaK KpaHHallbHOE 00Jy4YeHHe, U MOXET yBeIMIHBaTh
puck Bo3HukHoBeHus B-JI [61].

HecomHeHHBII MHTEpeC NPEACTAaBISIIOT PabOThl IO H3yde-
HHUIO aKTUBHOCTH THONMypuHMeTHiaTpanchepassl (TPMT)y 6oinb-
weix OJIJI. Oxa3anoch, uro akTuBHOCTh TPMT OblIa HHKE
y nmanueHToB ¢ paszpuBmuMcs B-OMJI/B-M IC npu oguHakoBOM
neyeHuu [62, 63]. OO6HapyxeHHas CBjI3b MEXKIY pa3BuTHEM B-JI
1 MeTaboaM3MOM THOIypUHA, INO-BUIMMOMY, CBUIECTEIbCTBYET
o ToM, uTo ero BkiatoyeHue B JIHK moxeT crabunuszuposaTth 00y-
cnoBieHHble aeiictBueM uHrubutopos JHK-tonousomepasst 11
nBoitHele paspeiBel JJHK. Takum o0pa3om, THONYpPUH MOXHO
paccMaTpuBaTh KaK KOJIEHKO30TeHHBIH (akTop, CIOCOOCTBYIO-
muii pazsutuio B-OMIJI/B-MJ[C y nauuentos ¢ OJIJI [18].

HecmoTpsa Ha 1o uro XJIJI -
3aboneBanue, B-OMJI nocne ero gedeHus Mpl HabIIOJaIH BCEro
y OfHOro 00JIbHOT0. OTOT MAalUEHT AJUTENbHOE BpeMs MOoJydall
xjopamMOyuun u ¢aynapabuH, Ha QoHe JedYeHUs KOTOPBIMU
Bo3HUK B-OMIJI (Bapuantr M3). Pemuccus BTOPUYHOIrO mpoO-
MUENIOLUTAPHOTO JIeliKo3a Oblla IOJlyYeHa NPH HCIONb30BAaHUH
IIOJHOCTBIO TPAHC-PETUHOEBOU KHUCIOTHL. B nuTeparype ecTb
yka3zanuss Ha B-OMJI nocne XJIJI, a takxe pasutue B-XMJI
B npouecce seuenus XJIJI [64]. Kpome Toro, onucansl ciyyau
B-OMIJI nocie B0JIOCATOKIETOUHOTO JeiKo3a, JIEYEHHOro Kia-
npubuHOoM U uHTEepdepoHoMm-a [65-67].

HacToC IreéMaToJIOTH4YCCKOC

Pax  pasnuunoi  noxkanuzayuu
Cpenu HeremMaToJIOTMUECKHX omyxoned (46 ciywaes) mpe-
BaJIUPYeT pak pazIMyHOM nokanuzauuu (puc. 4).

B Hamem HccIeOBaHHHM PaK Pa3IMYHOM JIOKAIHM3alHH CO-
craBun 35,7 % (40 cayudaeB) ot o6meit koropts! (112 60abHBIX
B-JI).

Cpeny BapHaHTOB paka caMOW IpeACTaBUTEIbHOMH IpyHIION
[0 4acTOTe MHAYKIMH B-JI ObUI pak MOJOYHOH keme3bl - 15
(37,5 %) u3 40 nabmoneHui.

VYV GONBIIMHCTBA MAIUEHTOK yJaleHHEe OIYXONH COHNpPOBO-
KJATOCh KypcaMH OOBIYHON AJISL 3TOH HO30JIOTHM XMMHOTEPAIHH
(uuknodochamuna, mokcopyouuus, ¢ropypauunin). Kpome Toro,
60JibIIMHCTBO ManueHTokK (11 u3 15) monyvanu muUpOKONOJIbHYIO
nyueByto Tepanuto B go3e 30-48 I'p Ha o6iacTu BO3MOXKHOIO
METacTa3HpPOBAHMS, HEKOTOPHIE B COOTBETCTBUH C ITOKA3aHUSIMH
HoJTydasii TaMOKCH(eH B CTaHAApTHOH J03e.

WuTepecHo, 4To y 3 OONBHBIX OTMEYEHO COYETAaHHE JABYX
omyxoJiel mepej BO3HUKHOBeHHeM B-JI.

KNMHWYECKWE HABNIOAEHUA

1. VY OonbHo#, 68 ner, B 2002 r. BBIABIEH pak MOJOYHOMH
XKeJe3bl, 110 IOBOLY KOTOporo oHa moiydana Kypcel CAF
C IIMPOKOIOJBHBIM OOIy4eHHEM IOJKIIOUUYHBIX U MOJIMBI-
nieyHelx obnacreit B cymmapHoit nose 40 u 48 I'p. Jleuenue
0110 OkOHYeHO B Mae 2005 r., a B aBrycTe TOro ke roja
JIUAarHOCTHPOBAH MNAaNWIISPHBIA paK IUTOBHIHOH JKelle3bl;
onyxoib Oblna ynanena. B ¢pespane 2006 r. y 6onbHOI Oblia

KJIIMHUYECKAS OHKOIEMATOJIOIUs



BropuuHble neikosbl U MAC nocne yutoctaTU4eckoh Tepanuu

obHapyxeHa naHuuronexus ¢ 30 % 61acToB B KOCTHOM
Mosre, nuarHoctupoBan OMIJIL.

2. VY GoubHOH, 32 roxa, B 1976 r. 6bu1a nuarnoctuposana JIX,
10 MOBOAY KOTOpoi mpoBeneHsl 6 nukioB CVPP u nyueBas
Tepanud. JJIUTeNbHOCTh NEPBOH PEMUCCHM COCTaBHIA 6 JIeT
(mo 1983 r.). Ilpu peunguBe NOBTOPHO HPOBEIEHBI KYpChl
XMMHOTEpallud U JlydeBas Tepallus, IOJlydeHa BTOpas pe-
muccus JIX. B 1993 r. nuarHocTMpoBaH CHHXPOHHBIH pak
00eux MOJOYHBIX Kelle3, [0 IOBOAY KOTOPOIO IPOBEIEHBI
TOTajJbHAsg MAacTIKTOMUs H 6 nukiaoB CM” mnomnydena
pemuccus. Uepe3 7 Mec. NOABUINCh METacTas3bl B PEruo-
HapHbIX NUMQOy3aax, pedpax, KOCTSIX H TPYIHOM OTAeNe
[I03BOHOYHHKA, B CBA3HU C YeM OOJIbHON NPOBEEHO JIeYyeHue,
BritouaBmee 2 uukiaa CAF, tamokcudeH, aHacTpo30l
U JIOKaJbHYIO JIyueBylo Tepanuio. JleueHue ObLIO OKOHYEHO
B 2003 r., a B centsa6pe 2004 r. pa3Buiiach HaHIUTOIECHUS.
B xoctHOM Mo3re BbIABI€HO 3 % 061acToB, yBelUYECHHE
KOJIMYEeCTBa KOJIBLIEBBIX CHAEPO00IacTOB, AUAarHOCTUPOBAHA
pebpakTepHas aHEMHs C KOJBIEBBIMH cHAepoOIacTaMu

(PAKC).

3. bBoabHo#, 58 neT, mo moBoxy paka MOJOYHOH XKeje3bl Mpo-
BEJCHO UHTCHCHBHOE JIeYCHHE: MHOIOYHCIEHHBIE KypChl
XMMHUO- U JyueBoll Tepamuu. Jlazee oHa mojydyayna TaMOK-
cuden. Ilocne 2 ner nedeHus y GOJIBHOW TMArHOCTHPOBAH
paK SMYHUKOB, IO IOBOJY 4YEro BBIIOJHEHA olepanus Io
yAaJeHUIO OHyXOoId U IHOocleAylollas XHMHOTepamus
B teuenue 1,5 roma. Ha ¢one xummorepanuu y O0nbHOMH
Bo3HuK OMJI, HanmoMuHaOmMUi M0 KapTUHE OJIACTHBINA KPHU3
XMJI: B kpoBu - ueiikonuros 32 X 10°/1 co CIABHUIOM 10
METaMHUENIOUUTOB, YMEepeHHas TPOMOOLMTONEHUS, aHEMHUS;
B KOCTHOM MO3re - BbIpaxkeHHbIH ¢ubpo3 u 28 % OmacTos.
OnHako 0IpU LUTOTEHETHYECKOM HCCIEJOBAHMM KJIETOK
KOCTHOTO Mo3ra W KpoBu TpaHciokauus t(9;22)(q34;qll),
a Takxe XuMepHblii reH BCR-ABL He oOHapy»eHbI, HO IpH
9TOM BBISBIICH CIIOKHBIH KOMIIJIEKCHBIH KapHOTHUIL.

[To nmanHbIM nuTepatypbl, Ha Oonbpwoi koropre (82 700)
MAlUEHTOK C PaKOM MOJIOYHOH jkene3bl ObLIO IPOAEMOHCTPUPO-
BaHO yBeJIH4YeHUe Jeliko3oreHHoro s¢dexra npu coueranuu o6-
IydeHHs U XxuMmuoTepanuu. IlokazaHo, 4TO KyMyJISTUBHBIH pUCK
B-JI Ha mporsykeHuu 10 yer HaGuOJeHUS IPH UCIOIb30BAaHUU
TOJNBKO JIyuyeBOH Tepanmuu cocTaBuil 2,4 %, TOIBKO aJlKHIU-
pyromux npemnapatoB - 10 %, npu HX KOMIUIEKCHOM IIpH-
17,4 %. KomnnekcHas Tepanus alKWIHPYOMMUMU
areHtamMu M uHruburopamu JIHK-tomoumszomepassr Il kpaiine
arpecCUBHa: KyMyJIsATHBHbIH puck B-JI uepe3 3 roma cocraBiseT
35 % [8, 37]. Huknodochamun MeHee TEHKO30TEHEH, OIHAKO
€ro BBICOKHE J03bl B COYETAHUH C JOKCOPYOHLMHOM, KaK U KOM-
OuHauus Qropypaumn + gokcopyOuumH + nukiIopochamu,
3HauUTeNbHO yBenuuyuBaroT puck B-JI [8]. Uro kacaercs Tak-
CaHOB, TO MX IPOTHBOOIYXOJIeBas aKTUBHOCTb CBsA3aHa CO CIO-
COOHOCTBIO MOAJEPKUBATh MUKPOTYOYJIspHOE B3auMOAeHcTBHE
U MHTUOMPOBATh €ro AMCCOLMALMIO, B pe3yibTaTe 4ero Hapylia-
ercss MHUTO3. TaMOKCH(EH OCTaeTcs OCHOBHBIM MCIIOJIb3YEMBIM
ropMOHaNbHEIM IpenapatoM. OH, O4€BUIHO, KaHLIEPOTEHEH, 1O-
CKOJIPKY BBI3bIBA€T YBEJIUYCHUE KOJIUYECTBA 3JI0KAYECTBEHHBIX
onyxojeid Matku. OnHaKO HCCleOBaHUA C IIanebo Mokasanu
cnabyio CcBsA3b MEXIY IpUMEHEHHEeM TaMOKcH(eHa U pa3sBUTHEM
B-OMJI/B-MIC [68]. Puck B-JI Bo3pacTaeT npu NpuUMEeHEHHH
MHOTOKpPAaTHBIX KypCOB Te€pallUd U 3aBUCUT HE TOJBKO OT THIA
HCIOJb3yEeMOro Ipemnapara, Ho U OT HOJYyYEHHOH KyMyJIATHBHOH
o361 [69].

MCHCHUHU -

Cpenu npyrux OOJNBHBIX C HPEIIIECTBYIOIUMH OHKOJO-
ru4ecKMMM 3a00l€BaHUSIMU B HAIIEM HCCIEI0BAHUU OBLIO
18 % (7 manueHTOB) ¢ pakoM JIerKOro B Bo3pacte 51-68 nerT.
BceM mpoBeneHBl XHPYpPrHYECKOE JCUYCHHE M JydeBas Tepamwus
B cymmapHo# no3ze 42-48 I'p. 4 mauueHTa JOMOJHUTENIBHO IO-
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JIydalu XUMHoTepanuto. JIaTeHTHBIH mepuos OT Haydaja JeuyeHus
no manudecrauun B-OMJI/B-M/JIC cocraBun 2,7-13,5 roaa;
y 5 nmauueHnToB 6oie3Hb nposasunachk kak MJIC ¢ yuciaom 6iact-
HBIX KJIETOK B KOCTHOM Mosre 6,7-12,5 %, y 2 - BapuaHTH
MS5 u M2 ocrtporo neiiko3a. 3J10KaueCTBEHHbIE OIYXOJIH JAPYTUX
J0Kanu3auuil kak nepsele 3a00JeBaHMA B HAalleM HCCIEA0BaHUH

€IMHUYHBI.
Hpyeue  conuonvie  onyxonu
IIpencraBaser wuHTepec HeOonbllas rpynna OOJIBHBIX

(6 yenoBeK), y KOTOPBHIX B KauecTBE IEpPBbIX 3a00JieBaHUI ObuIH
3apeructpupoBanbl capkoma lOuHnra (3 nmauuenra), mMenaHoma
(2 nmaumenra), cemuHoMa simuka (1 mamueHT), TUMOMa cpelo-
cTeHuss ¥ Menyiuiobiactoma Mo3keuka (mo 1 maunumenry). Ora
rpynna npuMeyaTelnbHa TeM, 4To 5 U3 6 OONBHBIX ObLIM JETbMH
U MOAPOCTKAMH.

Bce GonpHble ¢ capkomoil IOuHra mosyuusiu MHTEHCUBHYIO
Tepanulo aJlKWIMPYIOUMMU IpenapaTaMd M aHTPalUKIMHAMU
B COYETAaHUHM C LIMPOKOINOJBbHBIM OOJIydeHHEM B J03€ OKOJIO
45-50 I'p. [lo noka3aHusM NPOBEJIEHO XUPYPIHUUECKOE JIEUCHHUE.
CorylacHO JaHHBIM JIUTEPATypbl, KyMYJISATHBHBIH PHUCK BTOpUY-
HBIX omyxoJiell y GonpHBIX ¢ capkomoi FOuHra mpu 5-i1eTHeMm
Habmonenun cocrasiser 8§ % [9], onucanel ciydan B-OMII
(Bapuant M4) uyepe3 16 Mmec. mociie HMHTEHCUBHBIX KYpCOB
XUMHOTepanud U 4depe3 17 Mec. maxke IoOcCie €IMHCTBEHHOIO
BBEICHHUS MeTOTpekcara MHTpaTekanbHo [70].

HabnionaBmuiics Hamu pebeHOK 8 jieT ¢ MeayiuiobiacTo-
MOH MO3K€4YKa MOJYyYWNI 4 IHKIa XUMHOTEPAlUH, BKIIOYABIIUX
BUHKPHUCTHH, LHUCILIATHH, JOMYCTHH, B COYETAHUHU C 00JyuyCHHEM
TFOJIOBHOTO ¥ CIMHHOI'O MO3Ta.

Heonyxonesvle 3abonesanus

B namem wuccnenoBanun y 4 mnanueHtoB (3,6 %
mauuMeHToB) B-JI pa3BUiCA TOCHE JICUYCHUS HEOMyXOJIEBBIX
3a0oneBanuid. K 3TOH rpynme MOXHO OTHECTH 2 MalUEHTOK
65 u 66 1eT ¢ peBMaTOMJHBIM apTPUTOM, | HauueHTKy 64 ner
¢ rpanynemaTto3oM Berenepa, 1 manuenta 43 net ¢ pacnpocTpa-
HEHHBIM IICOPUA30M.

BCEX

B nurepatype Bo3HuKHOBeHHe B-OMII/B-MJIC mnocie
JIe4yeHUs OOJBbHBIX C HEONyXOJIeBBIMU 3a00/I€BaHUAMH OCBEILa-
ercs mwupoko. YacroTa Takux B-JI, 0 JaHHBIM pa3HBIX aBTOPOB,
cocrasiser or 2 [5] no 13 % [10, 71-73]. B namem uccneno-
BaHUHU OOJbHBIE PEBMAaTOMIHBIM apTPUTOM U IPaHyJIeMaTO30M
Berenepa anurenbHo (B TeueHue 6-12 yer) © GECKOHTPOJIBHO
nonyyand — uukiaodocdhamuzn, xaopaMOynus,  MeTOTpeKcar,
a OonpHOU mcopua3oM - nukiaodocdamug B TedeHue 5,5 roza.
V 5THX nanuMeHToB Ha ()OHE HPOBOAUMON Tepamuu pa3BHIACH
NaHIOUTONEHUs ¢ 4ucioMm Onactos 4,2-7,4 %, Tpancdopmupo-
BaBHIasca yepe3 12 jeT Tepanuu y OONBHOH IpaHyleMaTO30M
Berenepa B OMJI ¢ runepieiikonurozom (290 X 10°/1) u To-
TaJbHOW OjacTHOW MHUIbTpanueid koctHOro Mo3ra. bosbHas
yMepia B pesynbTare nporpeccuposanus OMIJL. V 3 nanueHTos
6bu1a kapTuHa B-MJIC ¢ HapacTaloLUUM 4UCIOM OJACTHBIX Kie-
TOK. Y JIByX U3 HUX B HacCTOALIMH MOMEHT HabJtoJaeTcs KapTuHa
PAWB-2, y Tperbeil 0onpHOM coxpaHseTCsi HE3HAUYMTENbHOE
yBenuyeHue OJacTHBIX KJIETOK C BHIPaKCHHONW IaHLUTOIECHHEH
(PAUB-1).

Bmopuunvie  neiikozer  nocie  aymoTlI CK

B Halle uccieI0BaHUE BKIIOYCHBI 2 HAONIOICHUS Pa3BUTHSA
B-JI mocne aytoTI'CK. Iloseienne B-OMJI/B-MJC mnocie
ayToTT'CK MoXxeT OBITh CBSI3aHO C PEKUMOM KOHIHLIHOHHPO-
Banus [16, 74], crapmuMm Bo3pacTtoM peuunuenra [75, 76],
HCIOJIb30BaHUEM OOJIBIIMX 103 ITOMO3UAA B PEKUME KOHIHUIUO-
HUpoBaHus [74] u nydeBoit repanuu [77, 78]. O6a KIMHHUYECKUX

HaOII0ICHUS NIpEACTABJICHbBI HUIXKE.
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KNUHWYECKWE HABNIOQEHKUA

1. V OonbHOH, 56 ner, ¢ aMUIOMJ030M BHYTPEHHHMX Opra-
HOB M NPEUMYIIECTBEHHBIM IOpPaXCHUEM IOYeK Oblia Ipo-
BeneHa aytoTI'CK c¢ mnpenrpancniaTallMOHHOHW MHOJITOTOB-
koif MexnpananoM (kypcsl MP) mo 200 mr/m?. Pesynprarsi
TpaHCIUIaHTALMU ObUIM yenemHbiMu. Yepes 3 roxa mnocie ay-
ToTI'CK Bo3Huk MJIC ¢ 9 % OnacTHBIX KJIETOK B KOCTHOM
Mo3re M TpombOouutoneHued. Yucino OGnacTHBIX KIETOK BO3-
pacrajio, Je4eHUue MajbIMU J03aMH LUTapabuHa HE HpUBe-
70 K ycriexy. B nanpHeiimeM 4yucio 6;1acTOB B KOCTHOM MO3-
re mossicuiock 10 60 %, nuarHoctupoBan OMIJI, GosbHas
yMepia.

2. VY 6onbHoro JIX, 43 roxa, nocne 6 nukiaos GVPP npu oue-
penHoM peuuuBe 3abosneBanus Obuia BeimosnHena aytoTI'CK.
Pemuccus puunace 2 roga, B peuuauBe 00JE3HU MPOBEICHBI
kypc BEACOPP u ayroTI'CK. IlpearpaHcniaHTalHOHHAs
MOJArOTOBKa BKJIIOYana nukiodochamug u Oycynbdpan. Ye-
pe3 1 roxgy 60ibHOrO OTMEYEHA NAHLUTONEHHUS C HapacTalo-
muM guciiom 6nactoB (¢ 6 1o 50 %) B KOCTHOM MO3Te.
PasButue B-OMJI/B-MJIC MOXHO paccMaTpuBaTh Kak

pe3yiabTaT BO3ACHCTBUS XUMHOTEPANEBTUYECKUX IpErnaparos,

MPUMEHSBIIMXCS B IEPUOJ NPEATPAHCIUIAHTALIMOHHOW IOAro-

TOBKH, OJIHAKO OHU MOTYT OBITh MHIYLHPOBAHBI U MPEAIIECTBYIO-

el (MHornxa JJIMTeNbHOW) XUMHOTepanuen.

Takum o00pa3oMm, JieyeHHE IO [OBOJY reMo0JacTO30B U He-
OIYXOJIEBBIX 3a00JIEBAHUH CIYXUT (PaKTOPOM, HUHAYLHMPYIOLUIUM
B pane ciayuyaeB passutue B-OMII/B-M/IC.

IlepBoii reMaToJOrM4ecKOdl OMYXOJIbIO, JICUEHHE KOTOpPOH
cBsi3aHO ¢ HaumboipmuM puckoM B-OMII/B-MJC, octaeTcs
JIX. Ilo Bceii BUAUMOCTH, HaOJNIomaeMmas BBICOKAs dYacTOTa
B-OMIJI/B-M/IC Ha doHe mnu nociue nedeHus JIX oOycnoBiaeHa
CTaHJAPTHBIM MCIIOJIb30BAaHUEM KOMOMHUPOBAHHON XMMHOIyYe-
BOI Tepamuu B COBpPEMEHHBIX cxemax jiedyeHus. He uckimoueno,
4yTo BbICOKas yactora B-OMIJI/B-MJIC cBsi3aHa H ¢ ycmexaMu
tepanuu JIX, Korma npuM 3TOH HO30JOTUU BBI3JIOPABIMBACT
85-90 % OONIBHBIX, YTO JAaeT BO3MOXHOCTh HM «IOXKHTBY» 10
B-JI. B ompeneneHHOH CTENEHHM BTOpBIE OINYXOJIHM MOTYT OBITh
oOycnoBnenbl U gedexrom T-KIETOYHOrO MMMYyHHTETa y 0O0JIb-
HbIx JIX.

CToJib K€ 4acTO KOMOMHMPOBAHHAS XUMHOJIyYeBasi Tepanus
HAaXOJUT IPUMEHEHHUE [IPH JIEYCHUH PAKa MOJIOYHOM K eJ1e3 bl -
HO30JIOTHH, KOTOpPas 3HAYUTEIbHO Yalle, YeM JPyrHe OHKOJIOTH-
yeckue 3a0oieBaHus, ObiBaeT IMepBOU omyxonbio npu B-OMJIL/
B-MJIC.

MaHugpecmayusi  emopuyHbIX JNeliko30e

K ornuuutenbHbIM 0COOEHHOCTAM HaOJIOaeMbIX ciy4aeB B-JI
HE0OX0IUMO OTHECTH uYacTtoe Havayno 3aboineBanHus ¢ B-MJIC
(puc. 5).

HelicTrBurenbHo, 6onee yeMm y nosioBuHbl (54,5 %) obGcine-
JIOBaHHBIX NanueHTOB BbIsABIeHbI MJIC c OBYX- WM TPeXpocCT-
koBo# nuronenuei. B 57,4 % rtakux cayuaes (35 uz 61) MJIC
OBLT IPEICTaBICH pepakTepHOH aHEMHEH ¢ YUCIOM 0JIacTOB 0
4 %; B 42,6 % - Obuna npoasunyrtas craxus M C ¢ yuciom
61acToB B KOCTHOM Mo3re 5-20 %.

Y 3 0onpHBIX HOCHE JIEYEHHUS paka TOJCTOM KHMIIKH, Me-
JJAaHOMbl M paka MOJIOYHOH xkeje3bl auarHoctupoBana PAKC.
B caywasx, Korja €ZMHCTBEHHBIM HHIYLUHPYIOIIUM (aKTOpOM
Obuta JyueBas Tepamus, MaHudecrauus OGonmesnu ¢ MJC
otrmeueHa y 85 % (21 u3 26) nmauuenTtoB. COTrjlacHO JNAaHHBIM
MupoBoit nurepatypel, B-OMIJI/B-MIC mnocie npuMeHeHUs
AJKUIMPYIOIMX areHTOB HMEIOT XapaKTepHble Mopdooruue-
CKHMe NpPU3HAKU. BOJIBIIMHCTBO Cily4yaeB NMEPBUYHO MPOSBISAETCS
B-MJIC, koTOpsie 3aTeM TPaHCHOPMUPYIOTCS B OCTPBIN JIEHKO3,
yamie SpuTpouaHblii (M6-BapuaHT) WIM MerakapuoO1acTHBIN

(M7-BapuaHT), MHOTJa C pa3BUTHEM BbIpaxeHHOro ¢ubdposa
KocTHOrOo Mo3ra [79].

Taxkum 00pa3oM, HOCKOJBKY B OOJBIIMHCTBO CXEM XHMHUO-
Tepalud 3J0Ka4eCTBEHHBIX OIyXOJeH BXOIAT alKUIMPYHOIUE
areHThl U /WU JlydeBas Tepanus, KOTOPble CXOIHBI 10 MEXaHU3MY
CBOETO JEHCTBUA, a B CllydasX UX COBMECTHOI'O HCIIOJb30BaHMUS
JIeiKo30reHHble 3PGEeKThl CYMMHUPYIOTCA, HEYIUBHUTEIbHO, YTO
yactora HaOmogaembix B-MJ[C nocrarouno Benuka [2, 37].

Cpenu cnyuyaeB B-OMIJI ¢ pa3BepHYyTOH KapTUHOIl B Haliem
HCCIe0BaHUM TIpeJacTaBieHbl BapuaHTtel M1, M2, M3, M4,
MS5, M6; Bapuantsl MO u M7 orcyrcrBoBanu (puc. 6). CambiM
yacTeIM cpenu B-OMIJI okasajics ocTpblii MHETOMOHOOIACTHBIHI
JIEHKO03.

MuesomoHounTapHblii Bapuant (M4) cocrasun 44,7 %
Bcex HaOmonaBmuxcs B-OMIJL. Ilpu JIX ero moins Oblia okojo
40 % (7 u3 19 cinyuaeB), npu pake MoJO4HOH xene3nl - 50 %
(4 u3 8 cuyuaeB). Takas ke YacToTa MHEIOMOHOLIMTAPHOIO
B-OMUJI xapakTepHa U IpU JIPYrHX OIYXOJAX, 3HAUUTENBHO PEXKe
on Bcrpevaercs npu OJIJI u HXJI. Hu B ogHoM cityyae BapHaHT
M4 He Obul BBIABICH INPHU MNPEALIECTBYIOIIUX HEOMYXOJEBBIX
3a001eBaHUAX.

MonobGaacTHbIli M MoOHOUHMTApPHbI Bapuantbhl (MS5a
u M56) cocraBuiu 21,3 % Bcex B-OMIJI u Takxke yame BO3-

HUKal{ Ipu npeamecTByomux JIX, omyxoisx pa3iau4HOM

JIOKaJu3aluu MU TOJBKO B C€IMHUYHBIX CllydasaX - IpHU HXJI
1 HEOITYXOJIEBBIX 3a00JIeBaHUIX.
I/I3B6CTHO, 410 MHUEJIOMOHOUUTAPHBIE, MOHOLIUTAPHBIE

u MoHoOnactHble BapuaHThl (M4, M5a u M56) B-OMJI Ha-
YUHAIOTCS OocTpo, 0e3 mpenmectBytomero MJIC, 6e3 uuroneHuu
u ¢pubpo3a u yame BCTPEUAIOTCS MOCIIE JIEUSHUs HHIMOUTOpaMu
JAHK-tonousomepass 11 [42, 77, 78].

Opurpounanslii BapuanT (M6) cocraBun 10,6 % Bcex B-JI,
BCTPETHIICS NPAKTUUECKHU TOJbKO y OonbHBIX JIX (4 u3 5 BbI-
SIBJICHHBIX ciiy4aeB M6) n'y 1 00JbHOTO, JIEUEHHOrO IO MOBOAY
T-kyeroyHoit TUMQOMBI.

B-XMJI B HamieM HcCiel0BaHMM ObUI BbISBJIECH y 4 malu-
eHToKk crapume 50 yer: 2 OoibHBIE JICUMJIMCH 10 TIOBOJAY paka
MOJIOYHOH kene3bl, 1 - paka MaTku U | - paka OIUTOBHIHOM
JKele3pl ¢ MeTacTa3aMu B JIETKMX. Y BceX ObUIO peruauBH-
pyloliee TeueHHe nepBoro 3ad0aeBaHus, MOATOMY OHH IOJIy4aau
MHOTOYHCIIEHHbIE KypChl XMMHOTEpANuu, BKIIOYABIINE AIKHIIH-
pyolue npenaparbl U aHTPAUKIHUHBI, B COYETAHUM C JIy4eBOI
Tepanuel mocie yjpaleHus omyxond. B nureparype umerorcs
yKa3zaHusi Ha pa3BurHe B-XMJI MMeHHO mocie Tepamuu paka
MoOJI0uHOH xkexne3nl [80, 81].

Pexe, yem npu pake MonouHo# xene3sl, B-XMJI BcTpeua-
ercs IMocje JIUSHUs paKa LMIMTOBUIHON JKeJe3bl Bl] [24-26].

OcTpblii mpoMuenoUMTAPHBIA Jeliko3 (M3) Obul camMbIM
penkum B-OMJI, xoTopblil BCTpeTuics BCero y 2 MalUEHTOB:
B OJHOM cilyuae - mocie juurenabHoro neuenus XJIJI xnopam-
OyumioMm 1 ¢uynapabUHOM, BO BTOPOM - Y MOJOJOro GOJIBHOrO
JIX yepes 3,5 roma ot Hayana Tepamnuu.

Mmuenodaactubiii B-OMJI ¢ co3peBannem (M2) Obun no-
BOJIBHO PaBHOMEDHO pacHpOCTpaHEH B HallleM HCCIeJ0BaHUH
IIpU BCEX MEPBHIX HO30JIOTUSAX.

W3 nurepatypbl M3BECTHO, 4YTO BapuaHThl M2 u M3 uarue
cBs3aHpl ¢ JseyeHueM uHru6butopamu JHK-tomousomepasst
II, a rakxe pa3okcaH

(razoxane) u Oumonan (bimolane), KOTOpbIE HCIONB3YHOTCS

MMPpOU3BOAHBIMU JUOKCHIIHUIIEpA3UHA:

JUIS IeYeHus Icopuasa, u AekcpaszokcaH (dexrazoxane), npume-
HSAEMBIH U1 KapIUONPOTEKLUUH HMPHU LUTOCTATHYECKOHW Tepanui.
B atux canyyasx B-OMJI yame BO3HHKAIOT Ha (OHE €KEIHEB-
HOTO B T€UYEHHE HECKOJIbKUX JIET JIEYEHMs] ITHUMH IperapaTtaMu
B BBICOKUX KyMYJSITUBHBIX fo3ax [35, 37, 77].

Hu B omHom ciywyae Ham He Berpetmics OJIJI kak BTO-
pUYHBINA JIeliko3. B MupoBoil nurepaType Takue ciydad INpen-
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cTaBieHbl, HO oHM peaku [19, 83-86]. Cuuraercs, uro B-OJIJI
obHapyxuBaerca B 5-10 % Bcex 3aperuCTpUpPOBAHHBIX CIydaeB
B-JI, HO He COBCeM fCHO, 3TO UCTHHHBIE BTOPHUYHBIEC JIE€HKO3BI
WU BTOpBIE ONYXOJM. BOJIBIIMHCTBO aBTOPOB B TAKUX CIydasx
OTHOCAT HX K JIeliko3aM «oT JedeHus» [8§3-86].

JoBoapHo Gonpmoe yuciao B-OJIJI mpencraBieHo B UcCCie-
noanuud A.W Block u coaprt.: u3 511 6onpHbIX B-JI/B-M[Cy 7
3apeructpupoBan B-OJIJI, y 5 - ¢ Ph-xpomocomoii [87].

CucremaTu3alus [AaHHBIX JHUTEpaTypbsl 1o 74 ciydasm
B-OJIJI rpynmnoii wuccnenosareneid u3 CIIA BbigBuia, 4YTO
60JIBIIYI0 YAaCTh COCTABHIIM OOJbHBIE C CONMIHBIMH ONYXOJSAMH
(45 wnabmionenuit), MeHpmyr - ¢ remoOnacrozamu (25),
4 - ¢ HeomyxojeBeIMH 3abosieBaHusAMU. Bcero iydeByio
Tepalulo noiuydano 65 % malMeHTOB U TOIbKO 4 % -
CTBE €IUHCTBEHHOTO MeToAa; JiedeHue wuHruouropamu JHK-
TonousoMmepassl 1l nposeneHo y 64 % OOIbHBIX, XUMHOTEpaNus
npenapaTtamu Apyrux rpynn - y 84 %. Ilo nuTtoreHerudeckum
aHOMAaJUAM M HMMYHOGEHOTHIy MalUEHThl NOApa3JeleHbl Ha
naTh rpynm: ¢ anomanusmu 11923 - 43 %; c t(8;22), t(8;14),
nuMmdomoit bepkurra ¢ mopaxkeHneM KocTHoro mosra - 14,8 %;
c t(9;22) - 5,4 %; c npe-B ummyHodenotunom “D 19+,
CD10+) - 31 %; c T-nuHe#iHbIM UMMyHOGeHOTUIIOM - 5,4 %
[88].

Poccuiickue ydeHble NpeACTaBUIM JaHHble O 3 OOJBHBIX
¢ npo-B-Bapuantom B-OJIJI: 2 nmauuentku, 41 u 49 ner, nocne
JIeYeHUsl paKa MOJIOYHOH XKejae3bl ¢ OYEHb KOPOTKUM JIATEHTHBIM
nepuogoM (1 u 1,2 roga COOTBETCTBEHHO) OT Hayaja Tepaluu,
c t(4;11) y onHolt O0NbHOW M HOPMAaJIbHBIM KapHOTHUIIOM -

y napyroii. Y tperbero 6oasHoro B-OJIJI pa3Buics uepes 6,8 roga
oT Hayana jgedeHus JIX. B KocTHOM Mo3re perucTpupoBaics
HOpMaJIbHBIA Kapuotun [19].

B Kayie-

Cnyuan B-OJIJI nocne neuenuss OJIJI de novo upe3BbIuaiitHO
penxu, ux yauie pacueHUBAIOT Kak peuuaus nepsuunoro OJIJI.
Tak, B xone HaOmogenus 3a 2394 nanuentamu ¢ OJIJI nuarmos
B-OJIJI umenu toneko naBoe [86]. B mociemHue romsl ais aua-
rHoctuku B-OJIJI nmocne tepanuu OJIJI de novo ucnonb3yroT
MOJIEKYJIIPHYIO JIeTeKIUI0 HMMMYHOIJO0YyJIMHA U IepecTpoeK
T-xnerouHoro peunenrtopa. Mcmonb3ys stu metonasl, J. Zuna
U COAaBT. ITOKa3anu, uro Ha camoM zaene 0,5-1 % u3 366 ciyuaes
peunnusoB OJIJI nano pacuenuBath kak B-OJIJI. OnyxoneBbie
KJIOHBI BO BCE€X DTHUX CIy4YasX OTIMYAJIUCh OT T€X, KOTOpble OBLIU
BBISBJIEHBl IpU NEpBUYHON nuarHoctuke [83]. B omnom u3 mo-
CJeHUX UCcCleoBaHui y 5 u3 16 mauueHToB ¢ mpeanogaraeMbiM
peuuauBoM OJIJI Obuu oOHapyXKeHbl HE BCTpeYaBLIMECS paHee
MOJIEKYJISipHbIe IepecTpoiku T-KIeTOYHOro peuentopa, 4ro
ykasbiBaeT Ha pa3Burue B-OJLJI [87].

Takum o6pazoMm, B-JI B OoJbIIMHCTBE cliydaeB MaHHbe-
ctupyrot ¢ MJIC (54,5 %), npu stoM B panHeidl craguu (1o 4 %
6nacToB) 3aboneBaHue Auarnoctupyercs y 57,4 % OOIbHBIX,
B 42,6 % ciydaeB perucTpupyercs HpOABHHYTas CTaius (YUCIO
6inactoB 5-20 % B koctHoM Mo3re). Ecau GonbHOMy mpoBo-
Junach TONbKO J1ydeBas Tepanus, To B-MJIC ormeuancs B 85 %
caydaes, B-OMJI - B 15 %.

Crpykrypa B-OMJI mnpexncraBieHa B
ciayyaeB MueinoMoHouutapHeiMu (44,7 %), MOHOOIACTHBIM
u MOHouUTapHbIM Bapuantamu (21,3 %), pexe - M2 (17 %),
M6 (10,6 %), B eqMHUYHBIX CllydasX OTMEYalluch BapHaHTh M1
u M3.

Y 4 OonbHBIX B HamMX HAOJIONEHUAX IUArHOCTHPOBAH
B-XMJIL.

0oJbpIIeM dYHCIIe

JlamesmHbil  nepuod

B panHHEX paboTax IIMTENBHOCTH JATEHTHOrO HEpHOJAa HCYUHUC-
JAJ1ach OT KOHIA IOCIEIHEro IHUTOCTATHYECKOTO MM JYy4eBOTO
Kypca Tepamuy MEepBHYHOTO 3a00JeBaHUS 10 MEPBBIX IPOsBIE-
Huit B-OMJI/B-MZIC [2, 37]. Onnako MexnayHnaponnas pabo-
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4as IpyINa [0 M3YYSHUIO BTOPUYHBIX JEHKO30B HpHUILIA K 3a-
KIIOYCHUIO, YTO JATCHTHBIH INEPUOJ] HOJDKEH HCUHUCIATHCA OT
MOMEHTA IPOBEJCHUS IIEPBOr0 LUTOCTATUYECKOTO WIIHM JIy4eBO-
ro Kypca Tepamnuu A0 nepBbeix npuzHakos B-OMJI/B-MIC. Oxn-
HAaKO, IIOCKOJIBKY OOJBIIMHCTBO aBTOPOB HCIOIB3YIOT IEPHOJ
MEXJIy OKOHYaHHEM JIEYCHHMS M IIOSBICHHEM MEpPBBIX IpPH3HA-
koB B-JI, MBI mpHBOAMM 00a BapHaHTa MCYMCIICHUS JATEHTHO-
ro nepuona. PasHuIa MexJy HHMH IIOKa3bIBaeT AJIUTEIbHOCTD
IIPOBOANMOTO JedeHus. JIsi CpaBHEHUs HAIIUX JAHHBIX C JHTE-
pPaTypHBIMU MBI HCIIOJIE30BATH JUIMTEIBHOCTD JIATEHTHOTO HEepU-
0J]a, PACCUUTAHHOTO OT MOMEHTa OKOHYAHHs IOCJIEIHEro Kypca
XMMHO- H/WIIN JTy4eBOH TepauH.

ITo naHHBIM DUTEpPATypHl, yBeIUYEHHE pUCcKa B-JI B cpeqHeM
HayMHaeTcsa depe3 2 roja, JOCTUraeT MakCUMyMa depe3 5-9 ieT
u crabunuszupyercs uepe3 10 mer. OpHako ecThb cilyyau peru-
crpauuu B-JI u yepes 6 mec., u uepe3 15-20 ner [37]. [Mux
BO3HUKHOBEHHUs B-JI IpH JIedeHUM aIKUIUPYIOIIMMU IIpenapa-
TaMU HOPUXOAUTCS Ha 4 -6 JleT mocle HMHUIHMALUU LUTOTOKCHU-
YecKoil Tepaluy IO MOBOLY NEPBOH OIYXOJH, XOTs JIATEHTHBIH
MepuoJ MOXKET OBbITh Kak KOpPOTKMM (12 Mmec.), Tak ¥ JAJIUHHBIM
(15-20 ner) [38].

Jlns aHTpalUUKINHOB JAaTEHTHBIA IEepUOJ] B CPEIHEM Iopa3o
Kopoude, YeM IIpPHU UCIOJb30BAHUU AJIKHIUPYIOIIUX Ipenaparos,
Menuana cocrtasisietT 24-30 mec. [89].

VY 2 GonbHbIX, HaOmonaBmuxcs Hamu nocie ayroTI'CK, 6bu1
KOPOTKHUI JAaTEHTHBIH nepuoxa: y O0JbHOH, KOTOpod Oblia mpo-
BegeHa Tonbko ayroTI'CK no moBoay amuionnosa, 2,5 ropna;
y 6oapHoro JIX mpenmectBoBana JIHMTENbHas XHUMHOTEpamus,
nanee poinonHeHa ayToTI'CK, mpoJo/KUTEIbHOCTb TaTEHTHOIO
nepuoga - 11 mec.

B Hamem uccieqoBaHUU JATEHTHBIH MEPUOJ, HUCUUCIIEMbIH
OT OKOHYaHMA Tepanuu 10 MaHudectauuu B-JI, Bo Bcex rpymnmax
o0ciieJoBaHHBIX OOJBHBIX cOCTaBUI B cpeaneM 2,7 roga (ot 0 no
27 ner).

Y 1 nauuentku c¢ aByms omyxoismu (JIX u pak MonouHOM
AKeJle3bl) JAaTEHTHBIH IepuoJ] MEXAYy IEepBBIM KypcoM XUMHO-
Tepanuu U BblABIeHUeM npuszHakoB B-MJIC cocraBun OGoiee
27 ner, mocie nociegHero kypca - 1 rox. dakTudyecKd Halu-
€HTKa JICUUJIach Ha IPOTSKEHUHU Bcex 26 JerT.

JlaTeHTHBIH MepHOa IPOAOIKUTEIBHOCTbIO 16 J€T oTMeueH
y 60JbHOrO, NmepBOil OMyXO0IbIO y KOTOPOTO OBLI pak KelylKa,
MOJATBEP)KICHHBIH ructonoruyecku. IlpoBemeHa racTpiaKToOMHus
U JydeBas Tepalus Ha BO3MOXHBIE IIyTU MeTacTa3UPOBaHMUS.
Bropuunsiii OMJI (Bapuant M2) Bo3HUK uepe3 17 ner oT
Hayaja JieyeHUs. YTBepxkiaTh, yro 310 B-OMJI, a He BTOpas
OIlyXOJlb, CJIOXHO, XOTS BBIABJICHHBIC IUTOIC€HETUYECKUE aHO-
Majluu B JIEHKO3HOM KIOHE (5q- MU MOHOCOMHUS XpPOMOCOMBI 3)
CBUJETEIbCTBYIOT CKOpee B moib3y B-OMIJL.

VY 4vactu 00ciel0BaHHBIX HaMHU OOJIbHBIX IEpPBblEe IPU3HAKHU
B-OMJI/B-MAC mnosBusnuck Ha (OHE NPOBOAUMOU Tepamuu
IepBOi OIyXOIH elle JO ee OKOHYaHusA. B 3Tux ciyyasx JaTeHT-
HBII IIepUOJ OTCYTCTBOBAIL.

BoubHBIX, y KOoTOpBIX B-JI Manudectuposan Ha doHe mpo-
BOJMMOIl XMMHUO- ¥ /MY Jy4eBoil Tepanuy nepBoro 3aboaeBaHus
6e3 TaTEeHTHOIrO Hepuoja MOXHO pa3lelUTh Ha ABE TPYIIbL.

K 1-# rpynme (4 OO0NbHBIX) MOXHO OTHECTHM HALUEHTOB
C HEOIYXOJEeBBIMU 3a00JIeBAHUAMHU, Y KOTOPHIX XUMHUOTEpanus
IPOBOAMIACH B OTHOCHUTENBHO HEOOJBIIUX ]103aX, HO JJIHTEINb-
oT 3,5 no 6 mert.

Bo 2-10 rpynmy (14 Go0nbHBIX) BOIIIM HALMEHTHl C COJUI-
HBIMH OIyXoJsMH. [Ipubnu3uTenpHo MOJOBUHA U3 HUX JIEUUIACH
HE JAJIUTENBbHO, HO Ha (oHe Tepanuu Bo3Hukan B-OMJI/B-MIC.
VY ocTalnbHBIX NMAallUEHTOB OTMEYEHO PELUIUBUPYIOIIEE TeUeHUE
IepBOH ONMyXONM, OHU JEUYMIUCh HHTCHCUBHO M HEIPEPHIBHO
B TedeHHe 6-12 yer, moiyyas MHOIOYHCIEHHBIE KYPChl XHMMHUO-
U J1y4eBOd TepamuH.

HO -
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E.B. lompayeBa u ap.

n=112

uB-OMJ, n=47
uB-XMJl,n=4
= 8-MAC, n=61

B-MAC (0-4%

6nactos), n =35
« B-MAC (5-20%

6nactos), n = 26

57.4%

Puc. 5. MaHudecTtayma BTOPUYHLIX NEWKO30B M BTOPUYHBLIX Muenoaucnna-
CTUYECKUX CUHAPOMOB

B nameit pabore Ha nmpumepe camoi 0OJbIIONH OAHOPOIHON
rpynnsl nanueHToB ¢ JIX (41 uyesioBeK) Mbl MONBITANIMCH HAUTH
CBA3b MEXKAY AJIUTEIbHOCTBIO TePalUuU U MPOJOJIKHTEIbHOCTHIO
JaTeHTHOro mnepuona. OueBUAHO, YTO 4eM IPOAOJIKUTENbHEE
JedeHue, TeM Oojbllle KypcOB XMMHUOTEpAalHM IOlIydaeT OoJib-
HOU HapsAdy c Jy4yeBbIM JieueHUEeM. B nuTeparype HmpuBOIATCS
JaHHblE 3aBHCUMOCTU [UIMTEIBHOCTU JATEHTHOrO Iepuona OT
KOJIMYEeCTBa KypCOB XUMHO- U NydeBoi Tepanuu. Tak, malueHTH
¢ JIX, momyuyuBmue 6 kypcoB MOPP u Gosbiine 1036l 00-
nydeHusi, 3aboneBanu B cpexHeM uepe3 3,4 roxa. IlamueHtsl,
[OJy4YUBIINE MEHEe MHTEHCUBHBIN PEXKUM Tepanuu, 3aboseBaiu
CYLIECTBEHHO II03Ke, B cpenHeM uepe3 7,6 roxa [90].

Ha ocHoBaHuu Hamux HaOJIOAEHUH co3maeTcs BIedaTie-
HHUE, Y4TO YeM IPOJOJDKUTENIbHEe JeueHHe, TeM Kopode JaTeHT-
HBlil mepuon. Tak, y HEKOTOPBIX O0NbHBIX JIX ¢ AIUTENBHOCTHIO
Tepanuu B cpegHeM 2,1 roja IpomoKUTENbHOCTh JATEHTHOTO
nepuosna Oblia MeHee
Tepanmuu MeHee 1,6 rojga JIATEHTHBIH IEPHOJA COCTaBUI Oolee
5 ner. OmHaKO KOppeIALUU MEXIY IJIUTEIbHOCTBIO TEpanuu
U JaTeHTHBIM IepHOJOM IO Bcel rpymme 6onbHbIX JIX He BHI-
seieno (L > 0,1).

B MupoBoi#l nuTepaType ecTh yKasaHHs, 4TO LI Ooliee Io-

1,5 roma, y mnanMeHTOB C MeAMaHON

KUJBIX OOJNBHBIX C alJacTHYCCKOI aHeMueil, mony4aBuiux 6onee
HHTCHCUBHYIO TEpaIuio, HE TOJIbKO BBIIIE PHCK, HO U KOpOdYE
NaTeHTHBIH mepuon pasButus B-JI [91]. Ognako rpymma obcie-
MOBaHHBIX HAMHU MAaLMEHTOB cTapuie 60 JeT ¢ MEepPBBIMH COJUJ-
HBIMH OIyXOJISIMH HE MPOJAEMOHCTpUpOBalia 0ojee KOPOTKOTO
JIATEHTHOTO MepHoAa 10 pa3Butus B-JI. DTOT mepuon okasamucs
naxe anuHHee (menauana 4,1 ropma), yueM B cpeiHeM JUIsl Bcei
rpynnsl o0cienoBaHHbIX (Meanana 2,7 roaa).

LjumozeHemuyeckue aHoManuu e N1elIKO3HOM K/TOHe
CraHzapTHOE LUTOICHETHYECKOEe MCCIEJOBAHUE KIETOK KOCTHO-
ro Mmosra mnposeneHo y 112 OompHbix B-JI. Jensmuecs KIEeTKH
orcyrcTBoBanu y 13 (11,6 %) nanueHToB, HOpMalabHBIA Kapuo-
Tun BhIABICH y 24 (21,4 %) mauuMeHTOB, aHOMaJbHBIH KapHO-
M - y 75 (67 %).

OTcyTcTBHE MHUTO30B y OONBHBIX B-JI CBsI3bIBaeTCs valle
BCEro ¢ BBIPaXXEHHBIM (QUOPO30M KOCTHOrO MO3ra B pe3yibTaTe
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=2,1% n=47

" 43%

Puc. 6. YacToTa BapMaHTOB BTOPUYHBIX OCTPbLIX MUENOUAHBIX NENKO30B No
FAB-knaccudukaumm

MPOBEJICHHON XHUMHO- W/UJIU Jy4eBOH Tepamnuu. IloJg0BHHY
(7 mauueHTOB) PTOH IPYMNIBl COCTABMJIM MOJIOJbIE OOJIbHBIE (110
25 net) JIX, 2 GONBHBIX pakoM MOJOYHOI kene3bl, 2 - MM,
1 - tumomoit u 1 - capkomoit FOunra. Bce GosibHbIE UHTEH-
CHBHO JICUWJIMCH PAa3IUYHBIMU HUTOCTATHKAMH M MOJIyYalH JIyde-
BYIO TEpaNuIo Ha GoJsibLne mosis (TpyAHas KIeTKa, KOCTH Ta3a).

I'pynna manMeHTOB ¢ aHOMAalbHBIM KapHOTHUIIOM B HalIeM
HCCIe0BAaHUU HECKOJIPKO MaJIOYHCJEHHEE, YeM OINHUCAaHO B MH-
poBoii nuteparype. Ilo mamueiM kiaaccupukauuu BO3 (2008),
6onee uem y 90 % OGompubix B-MJC/B-OMIJI BBIsIBISETCS
aHOMAJIBHBIH KapUOTHI, KOTOPBIl YacTO KOPPEIUpyeT ¢ Mpo-
BEJICHHOI XUMHUOTepanuei u/unu obmyuenuem [2, 17,91, 92].

Ha puc. 7 mpeacTaBieHO COOTHOLICHHE cOATaHCHPOBAHHO-
ro u HecOaTaHCHPOBAHHOTO aHOMAJbHBIX KAPHOTHIIOB B HaIlIeM
HCCIeI0BaHUH.

CoanaHCHPOBAHHBIM HA3bIBaeTCs TAKOil KapHMOTHI, B KO-
TOPOM NpPH XPOMOCOMHOW mNepecTpoiike (HampuMmep, HHBep-
CHH, TPAHCJIOKAUUH) KAKOW-IH00 reH MOKeT MOMEHSTHh CBOIO
JIOKAJTU3ANMI0, B Pe3yJbTaTe Yero MoO:KeT 00pa3oBaThCs HO-
Bblii XUMEPHBIl TeH W IKCNPECCHPOBATHCH GEJ0K ¢ aHOMAJIb-
HbIMH cBoiicTBamMu. OJHAKO TCHETHYECKHH MaTepHan KIeTKH
MOJHOCTBIO COXPAHSETCs, YTO MO3BOJSAET il GeCHpensITCTBEHHO
NeTUThcsl. B mpoBeIGHHOM HCCIeIOBaHUM COalaHCHPOBAHHBIC

AHomManbHble KapMoTunbl y 60NbHbIX
BTOPUYHbIMM Neiko3amu (n = 75)

« cbanaHcupoBaHHbli, n = 10

+ Hec6anaHcuMpoBaHHbIi, n = 65

AeKTp HecbanaHCMpPOBaHHbIX
kapuoTtunoB (n = 65)

MOHOCOMUM ¥ AieNeunn ANMHHOTO
nneya xpomocom 5 u/unu 7 kak
W“30nMpoBaHHble, n = 25

MOHOCOMUM ¥ ieNeunn ANMHHOTO
nneya xpomocom 5 un/unu 7

B COCTaBe KOMMNEKCHbIX KapUOTUMOB,
n=18

KOMMMEKCHBIE kapuoTunbl 6e3 aHomanui
xpomocoMm 5 u 7, n=9

KapuoTUNbl C APYruMU aHOMaNUsMK,
n=13

Puc. 7. BapuaHTbl aHOManbHOro KapuMoTuna, BblABEHHbIE y 60nbHbIX BTO-
PUYHBIMK NEeKo3aMu U BTOPUYHBIMU MUENOAUCNNACTUYECKUMU CUHAPOMA-
MU
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XpOMOCOMHBIE IepecTpoiiku oOHapyxkeHbl y 13,3 % (10 us 75)
MMaLlMEHTOB C AHOMAJbHBIM KapUOTHUIIOM.

3HauurtenbHo yame (86,7 %, 65 u3z 75 mauueHTOB C aHO-
MaJIbHBIM KapHUOTHUIIOM) BBIABIISJICS HecOAJaHCHPOBAHHBINH Ka-
PHMOTHII, KOTOPBI XapakTepu3yeTcsi HeJOCTATKOM WJIH H30bIT-
KOM TeHeTH4YeCKOro MaTepHaja, NpelcTaBJIeHHBIM JHIIHHMHU
WJIH OTCYTCTBYIOIIMMH XpoMocoMaMu Jn0o ux yacramu. He-
cOamaHCUPOBaHHBIN KapuUOTHUII HECTaOMIEH M NpenpacloiiokeH
K HaKOIUJICHUIO JOIOJHHUTEIbHBIX XPOMOCOMHBIX M, BO3MOXHO,
reHHbIX HapyleHuid. Cpeln HUX KOMIUIEKCHBIH KapHOTHII, UMe-
IOLIUHI B CBOEM COCTaBe HE MEHEe TPEX XPOMOCOMHBIX aHOMAJIHH,
cocraBus 25,3 % (19 u3 75 nauueHToB ¢ HecOaJaHCHUPOBAHHBIM
kapuotunoMm). KoMmiekcHBI kapHOTUI B JIEHKO3HOM KIIOHE
XapakTepeH sl BTOPUYHBIX (MHIYLHMPOBAaHHBIX) Jeiiko30B. Ero
HaJu4Me CUMTAETCS IUIOXMM HPOTHOCTHYECKUM IIPU3HAKOM,
CBH/IETEJILCTBYIOIUM 00 OIyXoJeBoi mporpeccuu, B-JI ¢ KoM-
IJICKCHBIM KapHOTHIIOM B JICHKO3HOM KIJIOHE Yalle MaHH(eCTH-
pyer ¢ pa3BepHyToi kaptuusl OMIJIL.

Hecbanancuposannwiii Kapuomun

B HameMm ucciefoBaHHHM CaMbIMU 4aCThIMU XPOMOCOMHBIMH
aHOMaJMAMM ObUIM MOHOCOMUHM M JAelleUHd [UIMHHOTO Iuleda
XpoMOCOM 5 u/mnu 7; OHH BCTPETHIHCH B 25 u3 65 ciydaes
HecOalaHCUPOBAHHOIO KapUOTHUIIA KaK €JAMHHYHbIC aHOMAJUU
u B 18 ciyyasx BXOJUIM B COCTaB KOMIUIEKCHOTO KapHOTHUIA.
B cymme stu aHomanuu oOHapyxeHbl y 43 u3 65 manueHTOB
¢ HecOanaHCUPOBAHHBIM KapUOTUIIOM, YTO cOCTaBUiao 66,1 %.

HauGonee 4acTo MOHOCOMHM M JelleLUU AJUHHOTO IjIeda
XpoMOCOM 5 u/unu 7 BCTpeTHIUCh y O0onbHBIX B-OMJI/B-MIC,
JneyeHHbIX 1o nosoay JIX (y 16 u3 25 mauueHToB ¢ aHOMaJbHBIM
kapuotunom). VlHTepecHo, 4To B CiIydae MX BBIABICHHS KaK O1U-
HOYHON aHOMaluM MaHHdecTanueil 3aboneBanus y abCOIIOTHO-
ro 6GOJBMIMHCTBA NALUEHTOB Oblia IBYX- M, Yallle, TPEXPOCTKOBAs
nuToneHus. B ciaydyae MX mosBieHHS B COCTaBe KOMILIEKCHOIO
KapuOTHIIAa 3HAYUTEIbHO 4Yallle PErUCTPUPOBAIacCh pa3BepHyTas
kaptuHa B-OMIJI (Bapuantel M2, M4, M6).

MOHOCOMHH U A€JELHH JUIMHHOTO IIe4a XPOMOCOM 5 H/UIU
7 Haubonee XxapaKkTepHBI I BO3ACHUCTBUsA OONyYeHUS U aj-
KIWJIHPYIOUIMX areHTOB M BCTPEYAIOTCS, COrJACHO OOLIMPHOMY
obcinenoBanuio 272 OonpHbIX B-JI, y 70 % mnauueHToB ¢ BBI-
SIBICHHBIMU KJIOHAJIbHBIMM aHoMmanusiMu [93, 94]. HMutepecHo,
YTO 3TH XPOMOCOMHbBIC aHOMAIUH OBLIH PEAKHMH, €CIH IePBHIM
3aboneBanneM Obuta HXJI, U He BCTPETHJINCH HU y OJHOTO H3
6 MalKMEeHTOB C aHOMAJIbHBIM KapHUOTUIIOM, €CJIH IEepPBOil Omyxo-
b0 OblIa MM.

W3BecTtHO, uTO aHomanuu -5/5q-, -7/7q- npu OMII

CBA3aHbBl C He6ﬂaFOHpI/IﬂTHBIM IIPOrHO30M.
MOXHO

de novo 4acto
Jle#iko3bl, XapaKTepH3YIOIIHECs JTUMH aHOMAJUSIMH,
IpPeJICTaBUTh KaK OIpEeNeNICHHBIH JTam JelKko3oreHesa, co-
IPOBOKAAIONMIMNCSA IOTEpPel TI'eHOB-CYIPECCOPOB OIYXOJIEBOIO
pocTa, JOKaJIM30BaHHBIX HAa JUIMHHOM IUIeYe XPOMOCOM 5 H/MiHu
7. B peruone 7q21-22 HaxomaTcs TeH PUTPONOITUHA U T'EHBI
OenkoB JiekapcTBeHHOH ycroiuuBocty MDR-1 u MDR-2. Ilo-
BUJMMOMY, UMEHHO I03TOMY OOJbHBIE C TAKOH aHOMalIHel II0Xo

OTBEYAlOT Ha Tepanuio [95-97].

Hmerorcs nanuble, 4yro y O6onpHbIXx OMIJI de novo wacrora
abeppauuit -5/5q-, -7/7q- yBeauuuBaercs ¢ Bozpactom. Ilo-
Ka3aHO, 4TO IPU OJMHAKOBBIX KypcaX XUMHOTEpAlUU y MalHeHTOB
C STUMU aHOMaJHMsAMM KapuoTuma B BospacTe Jo 50 vs crapiue
50 ser monHas pemuccus Obina momyuera B 70 vs 30-50 %
ciy4yaeB ¢ MeJMaHOM BbDKHMBaeMocTH 2 rozga vs 9-12 mec. coot-
BeTCTBEHHO. HecMoTps Ha OTCyTCTBHE B aHaMHe3e (aKTa BO3JCi-
CTBUS XMMHO- /UM J1y4eBOH Tepaluu, JeHKO3bl de novo UMET
KIMHUYeCKHe U JlabopaTopHble npusHaku B-JI. [Ipuynna naHHoro
SIBJICHUS HEJOCTaTOYHO U3y4yeHAa. BpICKa3bIBa€TCSA MBICIb, YTO ITO
CBSI3aHO C HAKOIUIEHHEM MyTalui ¢ Bo3pacTtom [97].
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Coanancuposanmwiil Kapuomun

[TepecTpoiiku nokycoB 11923 u21q22 cBsA3bIBAIOT C BO3/ECH-
CTBUEM aHTPAlMKIMHOB M uHruburopos JHK-tomousomepasst
II [99, 100]. Cpenu nmanueHTOB, BKJIIOYEHHBIX B Hallle HCCIEI0-
BaHUE, 3apEeTUCTPUPOBaHO 11 cilydaeB TUX aHOMalUi, U3 HUX,
K HallleMy yAUBJICHHIO, B 2 CllydasxX UMeJla MEeCTO TOJbKO JyueBas
Tepanus, B 5 - COBMECTHOE NPUMEHEHUE AJIKUIUPYIOLUIUX areH-
TOB U aHTPALUKIUHOB, B 4 - HCIOJb30BaIUd KOMOUHHPOBAHHYIO
tepanuto uaruouropamu JJHK-ronouzomepassl Il u obnyuenue.
CBsA3p MeXJy HapyLICHUAMU KapHOTHIAa M KaKUM-IHOO BUAOM
Tepanuu He npociexuBaercs. llepectpoiiku nokyco 1123
n 21q22 ObuiM BBISIBIEHBI OO Kak OJUHOYHBIE XPOMOCOMHBIE
aHOMalluH, 100 B COCTaBe KOMIIIEKCHOTO KapHOTHUIIA.

Yro kacaeTcs XOpOLIO HU3BECTHOW TpaHciaokauuu t(9;22)
(q34;q 11), To B MHpOBOH JuTEepaType OHa OIMCAaHA KakK IpH
B-OMIJI, tak u B-OJIJI. M.K. Andersen u coaBT. 00HApyXHIH
3HauuMylo cBs3b t(9;22)(q34;q 11) ¢ npenwecrByromei Tepa-
nueit uHruburopamu JHK-tomouzomepassr II [99]. B namem
HCCIIEOBAHUU 3Ta TPaHCIOKalus Habnroganach y 4 OOJIbHBIX,
JUIUTEIbHO IOJIyYaBHIMX JIeYeHHE aJKWIMPYIOLUIMMU IIpenapa-
TaMHd, aHTPAlMKIMHAMU M JYy4eBYI0 Tepalulo IO IOBOLY paka
MOJIOYHOH Keje3bl, MaTKM M paka IMUTOBUIHOH Xkene3bl ¢ Me-
TacTa3aMHU B JIETKUX. Y BCeX NAaLUEHTOB € JTOH TpaHcIOKaLuen
B JICHKO3HOM KJIOHE Hablrojanach TUIM4YHAas KapTuHa B-XMJI,
MOATBEpXKACHHAas OOHapyKeHueM xumepHoro reHa BCP-ABL
B KJIETKaX KOCTHOro Mosra. TeueHue 3a00jeBaHUA y ITHX 00Jb-
HBIX IIPYU COBPEMEHHOH Tepanuu MHIHOUTOpPaMM TUPO3HMHKUHA3
He orauuanock of XMIJI de novo.

B nuTepaType ecTbh OJHO3HAUHBIC CBEACHUS O CBA3H BO3HHK-
HoBeHust XMJI ¢ obinydyeHueM y JIMI, MOABEPIIUIMXCS 00IyIEHHIO
Ipu aTOMHOU GoMOapanpoBke B XUPOCHUME HJIM UMEIOIUX IPO-
(beccuoHaNbHBI KOHTAKT ¢ HMOHH3UpYloed pagmaumeir [101].
Bomnpoc 06 »Toii cBsizu y paborHukoB ADC u nuu, mocrpanas-
mMX B pesyibrare aBapuu Ha YepHoOwlnbckoih ADC, octaercs
OTKPBITHIM. ABTOPHl OTMEYAIOT, 4TO OOJE3Hb y HHX INpOTEKaia
Gonee OIaronpUsATHO, C HPOJOJDKUTENBHOCTBIO JKH3HH OKOJO
8 nmer. EcTp M Hame coOcTBeHHOe HAOIIOJEHHE 3a JIMKBHJA-
TOPOM aBapuM Ha PaJUOXUMHYECKOM MpPENpHiATHH «Mask»,
3aboneBmuM B 1988 r. B Bo3pacte 58 ner, yepes 30 yer mocie
aBapuu. Caydail mHTepeceH TeMm, 4ro P xpomocoma o6Hapy-
KHUBAJTach HE TOJBKO B KJIETKAaX MUEIOUIHOTO, SPUTPOUTHOTO
U MErakapHoIlHUTapHOTrOo PsJIOB, HO M Obula HaliieHa B GoubIueit
qacTH NUMQOLUTOB, 4TO OOBIYHO He Habmogaercs mpu XMJL.
HecmoTpst Ha He O4YeHb peTYJSIPHYIO Tepamnuio Oycyiab(haHoM,
O0onbHON mpoxkua Gosnee 16 net B xpouuueckoit craguu XMJL.
Crnenyer HOAYEPKHYTb, YTO ONMCAHHOE BHINIE HAOIIOACHHE
OTHOCUTCA K IEpPUOAY OTCYTCTBUS J(PPEKTUBHOH CTpaTeTHH
nedeHust O0oxpHbIXx XMJI [41].

Tpancnoxkauusa  t( 15; 17)(q22;q 12), xapaxrepHas aud
OCTpPOro INPOMHEIOLUTAPHOro JieKko3a de novo, BCTpedaeTcs
npu B-JI penko (okoso 1 %) u Takxe OOBIYHO CBs3aHA C JeM-
crBueM uHrudburopos JAHK-tomouzomepassl Il mnam anTpanu-
KJIMHOB, OocoOeHHO OuMojaHa M pHU30KCaHa - IIpenapaToB
s nedeHus ncopuasza [102, 103], pexe HaOmromaercs Ipu
JI€4eHUU KapAUOIPOTEKTOpPOM JHekcpazokcaHoM (LluHekapn)
[35]. B namem ucciefoBaHMU 3Ta TPaHCIOKalUs BCTPETHIACH
y 2 6oapnbix (JIX u XJIJI), nonyuuBmmx KOMOMHHUPOBAHHOE Je-
YeHue alKWIMpYyIoKUMH npenaparamu (6onpHoi XJIJI monyuun
JIONOJTHUTENBHO 3 Kypca (uynapaOuHa) M JIy4eBYI0 TepalHio.
VY 000X MallMEHTOB OTMEYEH KOPOTKHUH JIaTeHTHBIH mepuon (y
6onpHoro XJIJI mpusHaku B-JI mOABMIMCH elle 10 OKOHYAHUS
Kypca neueHus ¢unynapabunom). HexoTopsle ucciaenosaTenu
O0TMEYaloT Xopoluil mporHo3 npu 3toM Bapuante OMIJI, naxe
IIpU TOM yCJI0BUH, 4To 3T0 B-JI [2, 102, 104].

Wnrepecno, uro t(1;7)(ql0;pl0), xapakrepHas Ui HHIY-
LUPOBAHHBIX JICHKO30B y OOJBHBIX, JCYCHHBIX AIKUIUPYIONMMH
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npenaparamu [87, 90], BcTperuiack B HalleM HCCIIEIOBaHUU
BCero y 5 u3 75 mMalueHTOB C aHOMAlbHBIM KapHOTHIIOM, OJHAKO
oHa Oblma oOHapyxkeHa y 3 u3 5 OonbHeIx MM: B 2 ciyyasx
B cocTaBe HecOalaHCUPOBAHHOTO KOMIUIEKCHOTO KapHOTHIIA M B
1 - c6anancupoBanHoro. C ofHON CTOPOHBI, HE MCKIIOYEHO, YTO
3TO CBSI3aHO MMEHHO C IIEPBHIM 3a00JIeBaHUEM, C PYroil - c pe-
3yIbTaTOM HCIIOJIb30BAHUS OAMHAKOBBIX KYPCOB XHMHUOTEPAIIHH,
KOTOpBIE MOTYT BBI3BIBATh AHAJIOTHYHBIE XPOMOCOMHBIE aHOMAJIHU.

B apyrux 2 ciydasx dTa TpaHCJIOKaLus OOHapy»KeHa B CO-
cTaBe KOMIUIEKCHOTO KapuoTumna y | OoJbHOro Imocie JedeHus
JIX u kak enunuunas anomanus npu JBKKIJIL.

Takum o6pazom, npu B-OMJI/B-M/C B Hamem wuccie-
JIOBaHMM B aOCONIOTHOM OONBIIMHCTBE CIydaeB OOHapyXeH
HecOalaHCUPOBAHHBIM KapUOTHUI, IPeACTaBIEHHBIH Ooinee deM
B IOJIOBHHE CIy4aeB MOHOCOMHEH W Jelielyell AIMHHOTO Iueda
xpoMocoM 5 u/unu 7. B ciaydasx c6anaHCHPOBAaHHOI'O KapHOTH-
ma Mbl He OOHApyXWJIHM KaKUX-THOO KOPpeIsUui MeXay THUIIOM
XPOMOCOMHOHN HEPEeCTPOHKH U MHIYHHUPYIOWNM (aKTOPOM.

Hekomopbie eonpocki 2eHemuyeckoli npedpacnosioxeHHocmu

Bonpocsl TeHETHYECKOH MpeapacHo0oKEHHOCTH K OIyXO-
JIAM B HAcTOsllee BpeMs IMHPOKO obcyxpaawrcsa. I[lpuctymas
K IPOTHBOOIYXOJICBOMY JICUCHHUIO, Bpady JKEJIATEIbHO OLICHUTH
HHAMBUAYAJIBHBIH PHCK Pa3BUTHUS OMYXOJH MOCIE BO3ACHCTBUS
XUMHOTEPAUi KIMEHHO y JAaHHOTO 60JBHOr0. IT0 0c000 3HAYUMO
IUIs TAlEHTOB, KOTOPBHIM MOKHO HPOBOJHMTH albTEPHATHBHOE,
HE LUTOCTATHYECKOE JIeYCHHE, HAmpHMep, NPH HEOMyXOJEBBIX
3a00JI€BaHUIX.

Ha uHAMBUIyalbHOM YPOBHE pPHCK OHKOJOTMYECKOTO 3a-
0oJeBaHHUs 3aBUCUT OT TaKMX OHOJOTHYECKHX XapaKTEPHCTHUK,
KaK BO3pacT, d(QQPEKTUBHOCTb IETOKCHUKAIMM KaHIEPOTEHHBIX
coeauHeHuit, cnocobHocts penapuposats JHK u smumunupo-
BaTh NOBpEeXJeHHbIe KieTku. ComMaTHyeckue MyTalUH JIexKaT
B OCHOBE pa3BUTHs 3JI0KAUECTBEHHBIX OIYXOJieH, a ypOBEHb
COMAaTHYECKOT0 MyTareHe3a 3aBHCUT KaK OT HHTEHCHBHOCTH
BO3/IeiiCTBHSl MYTareHHOro )akTopa, Tak M HHINBHAYATBHBIX
ocofenHocTeil opranmsMa. B cBsI3M ¢ 9TMM HHTErpalibHBIM II0-
Ka3aTelleM IIPeAPacIoNoXEHHOCTH K KaHIepOreHe3y CUHUTAaeTcCs
4acTOTa BOSHUKHOBEHMS M COXPAHEHHs MYTAaHTHBIX KIETOK B Op-
ranu3Me. IIpu peleHHH BoIpoca, KakHue HMEHHO II0Ka3aTeln
COMAaTHYECKOT0 MyTareHesa cileyeT yYHTHIBATh IPH BBISBICHUU
JIUI C BBICOKMM pPHCKOM HOBOOOpa3oBaHHMH, OUYEBHJHO, 4TO
3TOT IOKa3aTelb JMOJIKEH OBITh JOCTATOYHO YyBCTBUTEIICH,
crneurUUeH, HETPYJOEMOK U JAelIeB, YTOOBl OBITh IPHIOIHBIM
IUI. MAacCOBOTO HCIIOJIb30BAHUS.

Xopomo U3BECTHO, YTO BEPOSTHOCTH 3JI0KAUECTBEHHBIX HO-
BooOpa3zoBaHuil B 2 -3 pa3a Gouiblle Yy JIUI C BBICOKOW 4acTOTOM
XPOMOCOMHBIX abeppanuii, 3TO XOpOLIO MOKa3aHO Ha NpHMepe
22 000 oGcnenoBaHHBIX OONBHBIX B paMmkax EBpomeiickoro npo-
exra «lluToreHernueckue OHMOMapKepsl M PUCK paKa y deloBe-
ka» [105].

O/IHaKO IUTOTEHETHYECKUE METOJbl aHAIM3a XPOMOCOMHBIX
abeppaluuii JOCTATOYHO TPYJOEMKH U, CJIE€JOBATENbHO, HE MOTYT
OBITh CKPUHMHTOBBIMH, KPOME TOTO, OHH HEIOCTATOYHO YyBCTBH-
TEIbHBI.

OueBuaHO, 4TO s (GOPMHUPOBAHUS TPYNI IOBBIMIEHHOT'O
KaHI[EPOTeHHOTO pHUCKa OBbUIO OBl JKEIaTeNbHO ONpPEJeIsATh
4acTOTYy MyTallMii HMEHHO B OHKOT€HAaX M TeHax-Cylpeccopax
OIlyX0JIEBOTO POCTA, OAHAKO I CKPHUHUHIOBBIX HCCIIEHIOBaHUI
TaKMX METOJUK IOKa He cymiecTByeT. EcTb M Apyroit moaxon
K mpo0iieMe, OCHOBaHHBIH Ha INPEJCTAaBICHHUAX O TOM, 4TO KO-
JIUYECTBO MyTalWil B JI0OOOM JOKycCe, KaK HpPaBHIIO, OTpakaer
obmuit ypoBeHb MyTareHe3a B COMaTHYECKHX KJIETKax. B 3Tom
cllyyae KpPUTEpUEM IIOBBIIIEHHOIO KAaHIEPOTEHHOTO pHUCKa
MOKeT OBITH 0OJBLIOE YHCIO KJIETOK C MyTaIllUsIMH B JI000M Jo-
Kyce, Jake HEeIOCPEJCTBEHHO HE CBA3aHHBIX C KaHIEPOTCHE30M.

B Hacrtosimee BpeMs HMMeeTCs TeXHHYecKas BO3MOXHOCTb
OBICTPO M HAIEXKHO ONIPENeNATh YacTOTY COMATHMYECKHMX TEeHHBIX
MyTalUi B HECKOJBKHX JIOKyCax KJIETOK nepudepuueckoil Kposu
C MOMOIIBI0O NPOTOYHOH LUTOMETpPUH. MEeTOoJl OCHOBAH Ha BBISAB-
JICHUM HU3MEHEHUH OeNKOBBIX NPOJYKTOB BCIEACTBHE MYyTalUil.
[IpoBenenue takoro ananuza T-kieroyHoro peuentopa (T-cell
receptor - TCR) mpepnaraercst rpynmnoi ucciegoBartenei u3
MeauuHCKOro paauojoruyeckoro HayuHoro uenrpa PAMH
JUISL BBISIBIIGHMS JIMI C IOBBILIEHHBIM PUCKOM OHKOJOTHYECKHX
3a0osieBaHMil. DTOT aHAIMU3 MOAPOOHO M3JIOKEH B MOCOOMM I
Bpaueit [106].

Kpome Toro, y 601bHBIX, KOTOPBIM NPEACTOUT XUMHUO- U /UIIU
JlydeBasl Tepamnus, AJs BbISBJICHUS HOBBIIIEHHOIO pPHUCKA pas-
BUTHUS OITyXOJIell HEKOTOPBIE aBTOPbI PEKOMEHAYIOT UCCIIEeN0BaTh
nmoauMopu3sM reHoB (epMEeHTHBIX CHCTeM, CBS3aHHBIX
C rameHueM aKTHBHOTO KHCIOpoAa M CBOOOAHBIX pPajMKaloB
(bepmeHTH LUTOXpOMHOI cucTembl P450 u 1Ba MyTaHTHBIX reHa
u3 cemeiicTBa rnyratuonTpanchepas - GSTM I u GSTT).

Ha mepBom srtame GuorpaHchopmanuu (GepMeHTHI ceMeii-
ctBa HUTOXpoMOB P450 yuacTByloT B INpeBpalleHUH INpeKap-
LIMHOTEHOB B BBICOKOAKTHUBHBIE INPOMEXYTOUHbIE METaOOJHUTHI.
BbicOkHll YypOBEHb aKTHBHOCTH (EpPMEHTOB CBs3aH C Ooinee
BBICOKMM PUCKOM paKa, MHAMBUAYYMBI CO CHH)KEHHBIM YPOBHEM
aKTHBHOCTH 3THX ()EPMEHTOB Jydylle 3allHMIIECHbl OT BEPOSITHO-
CTH pa3BuTHs omyxousei [107].

HaubGosnee wyacto BcTpeuaemMbiM 1pu B-JI
XpOMOCOM 5 HW/HMIH 7 COOTBETCTBYET NOTepsi AKTHBHOCTH
HAI(®)H-XuHOHOKCHI0PEAYKTa3bl, CBs3aHHAas C TOYKOBOW
MyTalue, KoTopas MNPUBOJUT K EIMHUYHOM aMMHOKHMCIOTHOM
3aMeHe (IIpoJuHAa Ha CepuH). B roMO3UroTHOM COCTOSHHMM 3Ta
MyTalys BBI3bIBACT MOJHYIO MOTEP0 aKTHBHOCTH (epMeHTa, ne-
TOKCUIUPYIOIIEr0 €CTECTBEHHbIE NPOIYKTHI CPEIOBBIX KaHLEPO-
reHoB, 0€H30JI1a U XUMUOTEPANeBTUYECKHUX IIpernapaToB. Y 4acTu
OOJIBHBIX ¢ AaHOMAJIUSIMHU XPOMOCOM 5 M /Hiau 7 3Ta MyTauus Oblia
HaliileHa B TIeTEePO3UIOTHOM COCTOSIHUH, 4YTO, IO-BUIMUMOMY,
MOXET CIYXXUTb OIHUM M3 (aKTOPOB, YCYryOJISIOIIUX CTENEHb

MOBPEXJEHUS KIETOK LMTOCTATUYECKUMHU mpenapatamu [96].

aHOMAaJIuiIM

I'eTtepo3urorHoe HEKOTOPBIX AHOMAJIb-
HBIX reHoB, Hanpumep ATM (11q22) - MyTaHTHBIH ajielb
reHa ATM, oTpuULATEIbHO BIUAET HA IPOLECCH peHapauui.
I'oM03UroTHOE €ro HOCHTEIBCTBO BeAET K Pa3BUTUIO CHHApPOMA
MOBBILICHHOH JIOMKOCTH XpPOMOCOM M IpPeIpacIoOKEeHHOCTH
K OHNyXoJleBOH TpaHc(popMmanuu. PacnpocTpaHEHHOCTh ero
B IONYJSIMU BEJIMKA: B FOMO3UTroTHOM coctosiHuu 1:40 000-
1:300 000, B rerepo3urorHom - 1o 1:100 [42].

HekoTopeie aBTOphl mpeanararoT ucnoinb3oBaTe P mpus
NeTeKIUH TPaHCJIOKanui, Brirodaromux red MLL (11 q23),
B KJIeTKax nepudepudeckoil KpoBU UM KOCTHOI'O MO3ra ¢ pas-
pewenueM 1 kinerka Ha 100 000 HopmanbubiX. Eciu B nmponecce
tepanuu uHruouropamu JHK-tomouszomepassr Il mocime 1-2
LUKJIOB MOSBUIUCH KIETKH C 3TOHl aHOMaiuei, TO xkenaTelbHa
aJbTepPHATUBHAS Tepalus APYTrUMHU IpenapaTaMud. MoxeT ObITh
UCII0JIb30BaHA U MOJENb in Vitro 1 OIpelelleHUus 4YyBCTBU-
TEIbHOCTH TIEMONOITHYECKHX KIETOK 3J0pOBOro JOHOpa IO
CPaBHEHMIO C NAIlMEHTOM, KOTOPOMY IPOBOJUTCS LUTOCTAaTH4Ye-
cKas Tepamnus.

HOCHUTECJIBCTBO

OrtoT Meron anpobuposan y 2550 nauuenrtok co Il cragueii
paka Moyio4HOH xene3bl. [Tocie 3 BBICOKOJO3HBIX KypCOB Jiede-
Hust qukinodochamugom, I'-KCD u ramokcudeHoM y 6 GONBHBIX
yepe3 10-18 mec. pasBuics B-OMIJIL. Bee cinyyan oTHOCHIUCH
K BapuaHTaM M4 u M5. ¥V 2 u3 6 GOJIbHBIX BBISIBIIEHA aHOMAJIMS
11923, xoTopast oOHapyxuBanack y HuXx meronom IIL[P panee,
nocie 2 nukioB tepanuu [108].

OzHako HEOOXOAMMO HMETh B BHIYy, YTO COYETaHHME ITHUX
OTZHEJBHBIX MOJUMOP(HBIX 'EHOB M MONIUMOPGHU3M (HEPMEHTHBIX
CHCTEeM Y MHIMBHAYyMa MOTYT COCYLIECTBOBAaTb HACTOJBKO

KJIIMHUYECKAS OHKOIEMATOJIOIUs



BTopuuHbie neiikosbl 1 MAC nocne uyutoctaTUyeckoi Tepanum

Helpencka3yeMo U pa3HOHANpPaBIEHO, YTO B KOHEYHOM HTOTe
MHOIJla BecbMa TPYIAHO OLEHHTh CyMMapHblii 3ddexT sToro
nonumMopduizMa ans uHUNManuu onyxonu [42, 109]. Ilostomy
Hapsgy ¢ NEepedyrCICHHBIMH BBIIIE METOJAMHU IOCIeIHee BpeMs
IPe/JI0KEHO OLCHUBATH U CyMMAapHbIil 3)deKT mpeapacmoJo-
JKEHHOCTH K ONYXOJSIM II0 4YacTOTe MyTalWi, TpaHCIOKauui
U JIPYruX XPOMOCOMHBIX M KJICTOUHBIX MOBPEXICHUH (MHKpOS-
JepHBIIl TECT U Jp.), KOTOPbIE NPH OJHHUX M TeX XK€ BO3LEHCTBHUIX
y 3J0POBBIX JIMII U JIIOAEH, TeHETHYECKH CKOMIPOMETHPOBAHHBIX,
OyIyT CYIIECTBCHHO Pa3IM4aThCs.

3AKNOYEHKE

Bropuunble seliko3bl - Tparddeckoe CcIeACTBHE Iporpecca,
JOCTUTHYTOrO B JIeYEHMM oIlyXojeH. KX ymcio pacreT BMecTe
¢ ycmexamu IpPOTHBOOIYyXoJeBOi Tepanuu. 3a 16 mer Haburo-
JeHus B Haulel nabopatopuu 3apeructpupoBaHo 112 ciyua-
eB BO3HMKHOBeHHMs B-JI. Takas koropra mallueHTOB BIIOJIHE pe-
Ipe3eHTaTUBHA, YTO M03BOJsAET IPOBECTU OOBEKTHBHBINH aHAIN3
HaburogaeMbix ciydaeB. IlokasaHo, 4ro B-JI BO3HHKalOT IOCIe
JIe4eHHs MPAKTUYECKH BCEX CONMIHBIX U T€MAaTOJOTHYECKHX OIly-
XoJeH, a TakKe psjla HEOIyXOJIEeBbIX 3a0o0lieBaHUH, IpuU Jeye-
HUM KOTODBHIX OblIa MPUMEHEHA LUTOCTAaTHYeCKas MIM UMMYHO-
cynpeccuBHas Tepanus. Cpein HNEpBUYHBIX I'eMaTOJOTHYECKUX
3aboneBanuit nuaupyer JIX, MM, T-knerounsie HXJI. U3 nep-
BUYHBIX COJMIHBIX OIyXOJIell caMbIM 4YacThIM ObLI paK MOJOYHOH
A&Kejae3bl M JIeTKoro. B ocTanbHBIX cilydasX Kak COJIMIHBIX, Tak
U TeMaTOJOTHYeCKHUX OIyXojed U HeollyXoJleBbIX 3aboJieBaHUI
3aperucTpupoBaHbl eanHuuHble B-JI. OnmHako BechbMa HacTopa-
KUBaeT (aKT BHISABICHHUS B-JI B CIIydasX JUIMTENBHOTO JICYCHHS
LUTOCTaTUKAMU AayTOMMMYHHBIX M JPYTUX HEOIyXOJeBBIX 3a00-
JIeBaHUH, TaKUX KaK PeBMATOUAHBIH apTpUT, copHas U Ap.

Jleuenue omyxoneil Ha COBPEMEHHOM »JTale IIPEACTaBIsET
OIpeJeNIeHHBIl CTEePEeOTUI, OT KOTOPOro Bpady HPUXOAUTCSA OT-
XOJUTH TOJNBKO B CIy4YasX TSDKEIOTO PEelUAUBUPYIOMIEro TeUeHHs
3abonesBanus. COBEpIIEHHO OYEBUAHO, YTO Bpady HE MOXKET
U He JOJDKeH OTKa3bIBaThCsS OT IOJHOLEHHOH dSpajuKaluu
OIlyXOIM M3-3a JIOCTATOYHO HHU3KOH BEPOSTHOCTH A OOJBHOTO
3aboners B-JI. BmecTe ¢ TeM, Kak IOKa3all IPOBEACHHBIH HAMK
aHalu3, CcaMbIM OIIACHBIM BAapUaHTOM HPOTUBOOIYXOJCBOM
TepanuH 110 MOBOAY MEPBOl OMYXOIH CIyXKHUT KOMOHMHUPOBAHHOE
OJHOMOMEHTHOE WM IIOCJIEJOBaTeJIbHOE BO3JEHiCTBHE KypCOB
XMMHO- U Jyd4eBoil Tepanuu. OJHAaKo CHIDKeHHe pucka B-JI
BIIOJIHE BO3MOXKHO 3a CyeT 1oabopa IpernapaToB IPU IIPOBe-
JIeHUM XUMHOTEpaluu WIM M3MEHEeHHs nporpamm Jyedenus JIX.
Heo6xoauMo y4uTHIBaTh, 4TO NP MM OCHOBHBIM HHIYKTOPOM
B-JI cunrtaercsa mendanan. Bropuunsle 1e#iko3bl HOCHE JIEYSHUS
OJIJI yame cBsI3aHBl C OONBIIMMU KyMYJISTHBHBIMH [J03aMHU
SIHUNOA0(PHUIIIOTOKCHHOB.

IIpoBeneHHEBIH aHanKU3 MoKasan, 4To B-JI - 10CTaTOYHO re-
TeporeHHas rpymmna 3abojieBaHUil ¢ pa3NTUYHBIME MaHU(ECTalH-
€il, TATEHTHBIM MEPUOJOM H LUTOICHETHYCCKUMH AaHOMAIUSIMHU
B JICHIKO3HOM KIIOHE.

Hauiu naHHBIE CBHIETENBCTBYIOT, 4TO mpu B-JI waimge, dem
BCTpeYaeTcss HecOallaHCHPOBAaHHBIN
KapuOTHII, T. €. «IUIOXas» IUTOrCHETHKAa, HMEHHO IO3TOMY OHHU
HMEIOT XyALIUil IpPOrHO3, OAHAKO B-JI mpu «Xopomiei» murore-
Heruke, Hanpumep t(15;17), inv(16), t(8;21) u np., N0 TEUEHUIO
U MPOTHO3y HE OTIMUYAKTCA OT JIEHKO030B de novo.

npu leiikozax de novo,

C npyroit cropoHsl, B-JI Bcerma Xxyxe, 4eM JIeHKo3bl de
novo, ¢ KIMHUYECKUX INO3HLUH, XOTsA OBl IOTOMY, YTO 9TO BTOpas
OIlyXOJb U JICUEHUE HMEePBOH OMyXONHU Iyd4eBOH M XUMHUOTEpanuei
UCTOLIAET pernapaTUBHbIE BO3MOXKHOCTH OpPraHM3Ma.

Ceiiuac npu usydyeHud B-JI GOJNBLIIMHCTBO HccilenoBaTeleH
npujgaroT Ooibllee 3HaueHHE (AaKTOpaM MHIYKIHMH, OIHAKO,

IIo-BUAUMOMY, HE BCE ﬂeﬁKOSBI, BO3BHHUKIIHUC IIOCJIC JICUCHHUA
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MEPBUYHBIX OIyXoJeld, HCTHHHO MHAYUHPOBaHHbIe. OueBUIHO,
9TO HE Bcerja «BcieAcTBUe»: B-JI BO3HHKAIOT
TOJNBKO y HEOOJBLIOrO YHCla MaLUEHTOB, MONYyYUBHIUX MyTa-
reHHoe Bo3jeilcTBue, T. e. 3Td B-JI oOycnosieHsl nub0 mpo-
BEJCHHOI XUMHO- W/UJHU JyueBoil Tepamueit, 1160 (B Ooibiiei
CTCIIeHN) TeHeTHYeCKUMH AedeKTaMu opraHm3Ma - Ipejapac-
[I0JIOXKEHHOCTBIO K OIyXossiM. MHBIMU clIOBaMH, HEKOTOpPBIE U3
perucTpupyeMslx HaMH B-JI mpejcTaBIsAOTCA He HHAYLHPOBAaH-
HbIMH, 2 BTOPBIMH, TPeTBHMH ONYXOJSIMH. DTO JOKa3blBaeTCs

4YTO «IIOCIE» -

U MHOTOYHUCIICHHBIMH HCCICIOBAaHUSAMHU y MallMCHTOB, KOTOPHIC
HE MOJy4YaJld HH XMMHO-, HH JIy4€BOil Tepamuu U OIMyXOJb y HUX
Gbia yjaneHa TONBKO XHPYpPrHYECKH, TEM He MeHee OKOmo /s
9TUX manueHToB 3abonenu B-JI [42].

BuonoruyeckuM KpUTEpHEM Ui OLEHKH KaHIEPOTCHHOTO
pHUCKa CIIy)KHT 4acTOTa TCHHBIX MyTaluil, MoJIuMOp(U3M T'CHOB
HEKOTOPBIX (EPMEHTHBIX CHCTEM, a TaKXKe TIeTepO3UrOTHOE
HOCHTEJIBCTBO HEKOTOPHIX aHOMAaJbHBIX I'€HOB.

B HacTosmee BpeMs MOSBISIOTCS METOAMYECKHE MOAXOJBI
IUIsL TOCTYIIHOTO WHIWBHIYaJbHOTO BBISBICHHUS pHUCKa 3aboJe-
BaEMOCTH TeMO00JIaCTO3aMH.

BNATOAAPHOCTU

ABTOpBI 0arofapsAT COTPYIHHKOB KapHOJOTHYeCKOW nabopa-
topurn ®I'BY I'HLl M3 u CP u coTpyIHUKOB JpYyrux je4eOHbIX
YUPeXJCHUH 32 NPeIOCTaBJICHHBIH KINHUYECKUI M LIUTOICHETH-
4eCKUi Marepuai.
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