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SUMMARY

This paper reviews frequency, clinical and biological
features and approaches to the management of Ph-positive
acute lymphoblastic leukemia. It considers efficiency of the
BCR-ABL tyrosine kinase inhibitors and allogeneic stem cell
transplantation
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BMNONOrnd rEMOBNNACTO30B

Ph-nosuTtuBHbIN ocTpbIil UM OOIACTHBIH JIEHKO3

M. A. Boakosa

PE®EPAT

Pa6oTa aBnseTcs 0630pOM, B KOTOPOM W3MOXEHbI OaHHblE O 4acToTe,
KITMHUYECKNX U BUOSNIOrMYECKNX OCOBEHHOCTAX M Nogxoaax K Tepanvm rnpu
Ph-no3ntneHom octpom numdobnacTHoM nenkose. Paccmatpuaetcs
3(hbHEeKTUBHOCTE MHIMBUTOPOB TUPO3NHKUHA3 U TpaHCMaHTaumMm CTBONO-

BbIX KPOBETBOPHbIX KJ1ETOK.

Kntoyesble cnosa
Ph-no3utrBHbIN OCTpbI NMMA0BNACTHBIN NENKO3, UMaTUHNO, HUAOTUHKG,
AasaTuHub, xummnoTepanua, TpaHcnnaHTaums CTBOMTOBbIX KPOBETBOPHbIX

KITETOK.

Ph-nosuruhbiii (Ph+) octpbiii sinmdo-
6aacthblil Jeiikod (OJIJT) Berpeuaeres,
110 JaHHLIM pa3HbIX aBTopoB, y 2—10 %
geteit 1y 256—30 % B3poCiIbIX GOJLHBIX
OJIJI.! Ero uacrota yBesHuUMBaeTcsi ¢
Bogpactom, Uy GosbHbix OJIJT crapiie
50 sieT B HeKoTOpBIX HAbJIOAEHHUSX GoJlee
50 % cocrapasior Ph+ OJIJ1.2 Tpanc-
Jgokauus (9;22)(q34;ql1), B pesynsrare
KoTopoii  o6Gpasyercsi Ph-xpomocoma,
SIBJISIETCSl CAMOM  4acTOW XPOMOCOMHOM
abeppauuett npu OJ1JI B3pocbIx.
OCHOBHBIM CJIEICTBHEM MTPOU3OLIE/-
el XpOMOCOMHOMH MOJIOMKH  SIBJISIETCSI
yBeJIMUeHHE MPOJKLHH KJIETOK — HOCH-
TesIbHULL TpaHceaokalui (9;22)(q34;q11).
ITO CBsI3aHO C TeM, YTO B MecTe OObIu-
HOTO TMPH 3TOH TPaHCIOKALMH pPaspbiBa
XpoMocoMmbl 22 JsiokannsoBan red ABL,
KoAUpylolui  obpazoBaHue Oejka ¢
¢yHKIMer  THpo3uHKHHA3bl. OcHOBHas
¢yukipmst ABL-THpo3uHKHHA3bI 3aKJ1H04a -
eTCsl B CBsI3bIBAHMM C ajleHO3MHTpHUdOC-
cdatom (ATD) u nocsienyoleM nepeHoce
¢docdara or AT® Kk THposuHy GeJKOB
(cbocopummpoBanue).  Docdopuirpo-
BaHWE — BHYTPHKJETOUHBIH MeXaHU3M
nepefaud CHUTHAJOB, 06GeCreurBalolnX
HKU3HEJESATENLHOCTL  KJIETKH, B 4acT-
HOCTH CMTHAJIOB CO3pPeBaHMsl M TPOJIH-
tdepaunu. B pesyabrarte pelunpokHo#
TpaHcsokauu (9;22) Ha xpomocome 22

o6pasyercsi cauTHbIN reH BCR-ABL, Ko-
JUpyloluii nposykiuio Gesika BCR-ABL,
KOTOpbIH  coxpansieT dyHkuuio  ABL-
THpo3ntKuHasbl. AktueHocTs BCR-ABL-
THPO3HHKMHA3bI 3HAUYMTEJLHO BBILLIE, YeM
y uatuBHo# ABL-THpo3uHKMHA3BI. DTO
MIPOUCXOJIUT B pe3yJ/ibTaTe BO3HUKAIOLIUX
NPHU  TPAHCJOKALUWHM CTPYKTYPHBIX H3-
MEHEHHiH, B 4YaCTHOCTH MepeMelleHHsT
nomena  SH3  ABL-Tupo3uHknHA3bI,
BBITOJIHSIOIETO B HOPMe (DyHKIIMIO ecTe-
CTBEHHOro GJIOKATOpPA €€ aKTUBHOCTH, C
XpOMOCOMBI 22 Ha XpoMocomy 9.
YCTaHOBJIEHO, UTO pas3pbiBbl reHa
ABL npu paHHOH TPaHCJIOKALMH MPO-
MCXOJIT BCerJa B OJHOM MecTe, a reHa
BCR wmoryt 6bITb B pa3Hbix Toukax. [Ipu
paspbiBe rea BCR B o6JiacTH 1epBoro
MHTPOHA TPOUCXOJUT COEIMHEHHE €ro
MepPBOro 3K30HA CO BTOPLIM 9K30HOM reHa
ABL — ela2. Ilpu coenunennu ¢ ABL
sk3oHa b2 nin b3 rena BCR obpasyetcst
coequnenne b2a2 wmm b3a2. Takum 06-
pasom, ren BCR-ABL Bcerna BKjovaet
OJIMHAKOBYIO 110 TMPOTSPKEHHOCTH 4acTh
rena ABL, Ho pazsmuunylo — rena BCR.
B zaBucumocTH ot Mecra paspbiBa 00-
pasyercst TpH BapHaHTa KOJMPYEMOro
ciutHbIM reHom BCR-ABL 6Gesika: P190,
o6paszoBaHue KOTOPOro Koiupyercs ela2,
P210 u P230, xonupyemblie b2a2 u b3a2.
Kak oaunounoe Hab/ioaeHHe onucaH H

POHL M. H. H. bnoxiia PAMH, Mocksa
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YeTBEPTHIH BapuaHT 6eJsika, rnpomexyrouHoro mexay P210 u
P190 pasmepa.?

3BecTHo, uTo paznuunbie no aaune BCR-BapuanTbl 6esika
BCR-ABL xapakreptbl st pastbix 3a6osieBanuii: P210 — anst
Xponudeckoro muesogserikoza (XMJI), P190 — nans octporo
qumgoobaactioro Jerikosa (Ph+ OJLJT), P230 — naa XMJI ¢
6osiee «3pesiofi», uem 00byHO Mput XMJI, KapTHHOH KPOBH U He-
penxo ¢ Tpombouutozom.! OnHako B To Bpemst Kak 1pu XMJI 'y
Bcex 6oJbHBIX 06Hapy:kuBaetcs 6esok P210, npu OJIJT Berpe-
yatoTcst Kak BapuanTbl ¢ P190, tak u ¢ P210 B pasauuHoii npo-
MOPLIMH Y JIETel U B3pOC/bIX: y B3pocbix P190 o6HapyKuBaeTcst
B 50—70 % cayuaes Ph+ OJIJI, P210 — B 30—50 %; y neteit
Ph+ OJIJI ¢ tunom 6esnka P190 aBasercs npeobianaionmm,
oH Berpedaetes B 85 % ciyuaes, P210 — y octanbhbix 15 %
6osbHbIX.> Bapuant ¢ P230 npu OJ1J1 He onmcan.

Benencreue o6pasoBanusi cautHoro rena BCR-ABL w
runepaktuBaiiid - BCR-ABL-Tupo3uHKiHadbl  ycuiamuBaercst
nepefaua TposudepaTUBHBIX CUTHAJOB MO CHTHAJBHBIM TTy-
tam Ras-Raf-MAP-kunasel u Jak-STAT, pesysnbratom uero
SIBJISIETCS] YCKOPEHHAsl 1 He3aBUCHMasl OT POCTOBBIX (PAKTOPOB
npoayKuust Ph-no3uTHBHbIX KjaeTok.®” BosbIIMHCTBO aBTOpPOB,
pacriosiaraioliix 3HAUMTEJbHBIM YHcJOM Habuonenuit Ph+
OJIJI, otmeuatoT, uto Juisi atoro Bapuanta OJIJI xapakrepen
0oJiee BBLICOKHH JICHKOLUMTO3, HO HE OTMEYaloT KakHX-JHOO
KJIUHUYECKHUX HJIH TPOTHOCTHYECKUX OTJHYHH MexKITy GOJIbHBIMH
¢ P190 u P210 Tunamn 6esxa.

Ph+ OJIJI moutH WCKIIOYNTEBHO BCTpedyaeTcss MpH
B-kaerounom OJ1JI. ITpr uMMyHO(eHOTHITHPOBAHHUH Yallle BCETO
onpesesseTcst HMMYHO(EHOTHT, XapaKTePHbIH /IS OTyXoJiel U3
B-npeniiecTBeHHUKOB: Ha OJ1aCTHBIX KIETKAX SKCITPECCHPOBAHDI
anturensl CD10, CD19, TdT. B natmonenussx MD Anderson
Cancer Center B rpynre 498 B3pociibix 60/bHbIX OJIJ1 67 Obliu
¢ Ph+ OJIJI. YV 75 % 3THX 60JIbHLIX onpejessics npe-B M-
myHotenoTH.® B Hatinx HabJioeHusIX y Beex GoJibHbIX ¢ Ph+
OJIJI npu MMMYHO(EHOTHITMPOBAHUH OrpejiesieH Tpe-B- uin
npe-npe-B-uMMyHOBapHaHT.

3BecTHBI JHIIL eIMHUYHBIE caydau T-kjerounoro Ph+
OJIJI: mpencrapasisi nBa co6¢TBeHHBIX HaboneHus1, P. Raanani
M COaBT. COOOIIAIOT, YTO THIATEIbHBIH MOUCK CPeIH AOCTYTHbBIX
MyGIMKALHH MTO3BOJHI UM 0OHAPY?KUTB JHIIL 23 paHee OMmucaH-
Hbix HabsoaeHus T-knerounoro Ph+ OJIJ1.°

[1pn Ph-nosutusiom Bapuante OJIJI Ha GiacTHBIX KJeT-
Kax 0ObIYHO OHOBPEMEHHO 3IKCMPECCHPYIOTCS M MHEJOHIHbIE
mapkepbl — yauie Bcero CD13 u CD33! Hekoropble aBTopbl
OTMeyaloT 0oJiee YacTble PELMIMBBI MTPH IKCIPECCHH MHEJO0-
WIHBIX aHTHreHOB y GousbHbIX OJIJI.!' OnHako uTasbsHCKast
KoornepatusHasi rpynmna 1o ugyuenuio OJIJ1y nereit, pacnosaras
nabsmoaennsamu 908 ciyuaes, OTMETHJIA 3HAUYMTENBHO XY/LLIYIO
6e3pel/IBHYI0 M OOILyl0 BbDKMBAEMOCTb TPH IKCIPECCHH
MHEJIONIHBIX MapKepoB Ha JUM(o61acTax TOJAbKO Y MIaACHLEB
1o 1 rona: 6-netHsa 6e3pelaNBHAs BbKHBAEMOCTb B TpyTINe
Ge3 3KCIPeCcCHH MHUEJOMIHBIX Mapkepos coctapuia 47 %, B
rpynie ¢ sxcnpeccueii — 0 % (p = 0,01).12

HenaBno omy6/anKOBaHO COBMECTHOE HCC/IENOBAHHE U3
Anrsun, CIIA u M3pausist, B KOTOPOM MOKa3aHa CBsi3b SKCIIPeC-
cun CD25 Ha Gmacthbix Kjetkax npu Ph+ OJLJI ¢ uacroroi
nocruraemMbix pemuccuit. HMecsenosas 152 GosbHbix ¢ Ph+
OJIJ1, aBTOpHI MOKAa3al/H, YTO PEMHUCCHH MPH CXOJIHOM JIEUEHHH
nosydennl y 71 % GoabHbix 6e3 skenpeccrud CD25 na 61acTHbIX
knetkax n'y 57 % — c skcnpeccuit. CpaBHUB 3TH MoKazaTe,u
c yactortoll pemuccuii B rpynme 308 60sbHbIX ¢ Ph-HeraTuBHBIM
OJ1J1, kotopas coctauna 81 %, He pasjnuasch J0CTOBEPHO €
yactoToil pemuccuil nmpu Ph-nogutusHom OJIJ1 6e3 CD25 na
6J1aCTHBIX KJIETKAX, aBTOPBI CAEJAMH BBIBOJ, UTO IKCIpECCHs
CD25 — pnaxke GoJiee 3HAUUMbIH (hakTOp MPOrHO3a, YeM Ha-
sare Ph-xpomocombr. '3
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[Tpu Ph+ OJIJI ouenb uacto o6HapyKuBaloTCs 106aBOUHbIE
XpOMOCOMHbIe abeppaliii,'* Ho, B OT/IHUME OT GJIaCTHOrO KpH3a
XMJI, oueHb penkoil HaxoKOH sBJsTIOTCS ABe Ph-xpoMocombl y
omHoro 6osbHOTO. B dhynnamenrtambHoM tpyne @. Murenbmana,
KaTtajore XpOMOCOMHbIX abeppauuid NpH  3/10KAUeCTBEHHbIX
3abosieBanusix, npuseneHo 50 015 HaGustoneHuil, B KOTOPbIX
onuceiBaercs 6osiee 100 000 pasanyHbIX XPOMOCOMHBIX abep-
pauuit. Cpean HUX IpuBoJAsATCst Beero 66 cydaes OJ1JI ¢ nymst
Ph-xpomocomamu.'® J[To6aBouHble XpOMOCOMHbBIE aGeppatiuii pu
Ph+ OJIJI BecbMa pazHooGpa3Hbl: BCTpeuatoTesi Kak MoTepH, Tak
¥ NPHOGPETEHHST LIe/IbIX XPOMOCOM HJIM MX YacTeH, Jallle 3To Jle-
JIELIUH JUIMHHOTO T1J1e4a O/IHOH MJIH HECKOJIbKIX XpoMocoM. Kpome
TOT0, KaK 10Ka3aJ/ii HelaBHHe HCCIel0BAHHST, TPH STOM BapHaHTe
JIefiKo3a OueHb YaCThl MUKPOJE/IEIIMH H MUKPOIYTJIMKALIMK B TEX
yJacTKax XpPOMOCOM, TA€ PacroJIOKEHBI TEHBI, PEryIHpYyIOlHe
ddepeHpoBKy B-mimdomToB, M TreHbl, ydacTByloliMe B
JleiikeMorenese. Bo3M0oxHO, MMEHHO MHOrouync/eHHble abep-
paluK reHoMa KJIeTOK, COCTaBJISIOLMX cyOcTpaT omyXoJu, obe-
CIIeUMBalOT STHM KJIETKaM yCTOMUUBOCTD K Teparuu. '®

Pesyneratsl nedenust OJ1J1 s3HaUUTE/IBHO YITyUIIHIUCH 32 MTO-
caentue rogpl. Eci B Hauaste 80-x roos XX B. Juiiib okosio 10 %
B3poc/bix 60/bHbIX OJIJ] nepe:kuBasn 5-/1eTHHH IEPHOJL, TO B MO-
CJIe/IHHE TOJIbl YACTOTA TIOJIHBIX PEMHUCCHH COCTaBJISIET B CPe/IHEM
84 %, a B HeKOTOpLIX HabJmoneHusx nocturaet 95 %, 5-yeTHsist
6espeuynarBHast BhkuBaeMocTh — 35—40 %.'719 Peayasrarhl sie -
UeHHst JIeTel H3MEeHMITHCh ellle pasuTtesibHei: B 1960 1. coobiianock
0 5-JleTHe il BLKMBAEMOCTH ToNbKO 3 % neteit; B 2008 1. N. Seibel
B CcBOoeM 00630pe YKa3bIBaeT, YTo D-JIeTHsS BbKUBAEMOCTb CPEIH
GosbHbBIX JI0 15 JieT coctabisier 88 %.% DTH pesy/IbTaThl JOCTH -
HyTbI GJ1arofiapst MosiBJEHHIO HOBbIX JIeKAPCTBEHHDIX [IPENapaToB 1
BHEJIPEHHIO PEXKUMOB HHTEHCHBHOH Teparuy.

Auraniickas koornepartuBHasi TpyIa, oleHHBILAs pPe3yJib-
TaTbl COBpEMEHHON HHTEeHCUBHOMN Tepanuu y 1781 pebenka, no-
KazaJia, 4To 4acToTa MOJIHBIX peMUccHii cocTabasia 94—95 %,
5-JleTHSIS o6lasi BbDKMBaeMocTb — 85—87 %, bH-seTHsis
Geapeuaupnas — 68—72 %.2' Ilpu MHTEHCHBHOH Teparuu
MCUe3JM OTMeYaeMble paHee pacoBble pa3jivuMs B pe3yJibTaTax
teparmun  OJIJI:  pesysbrathbl JiedeHusi JeTeH-BHIXOALEB H3
appUKAHCKHX CTPaH CTajll TAKUMHU 2Ke, Kak Y GeJibX, HECMOTpSI
Ha OoJiee yactoe obGHApyKeHHe Y OOJIbHBIX — TpeICTaBUTe/eH
YepHOH pacbl TAKOro HeOJAroNnpUsITHOrO MPHU3HAKA, KAK BbICO-
KU JIEHKOLUTO3, U 60Jiee PelKyt0 Y HUX THIIePIIIOUIHIO, SIBJISIIO-
LLLyI0CsT [TPH OCTPOM JieiK0o3e GJIaronpUsiTHbIM TPU3HAKOM.?

Jlo camoro HenasHero Bpemeru Ph+ OJ1J1 pacuenuBascst kak
BapHaHT 3a00/IeBaHUsI C OYeHb MJIOXHM MPOTHO30M. DTO HALLJIO
oTpazkeHue B kaaccudukaunn BO3 onyxosieil KpoBeTBOPHOH H
smmonHo# TKaneit 2008 T., Tiie yKasbiBaeTcesi, UTO STOT BapUAHT
OJIJT uy neteit, 1y B3pOC/IbIX HMEET HAUXY/LLLHI TPOTHO3 Cpen
Beex OJIJ1.2 Yacrora pemuccuii npu Ph+ OJ1J1 nipu uHTeHCHBHOR
XMMHOTEPAITHH, MO IaHHBIM GOJIbLIHHCTBA MyO/IMKALIME, COCTABJIS -
et 65—90 % y GoubHbix He crapiie 40 et n 40—60 % y 60/1bHbIX
crapiie 60 J1et.2*% HbIMi CJIOBaMH, OHA MOYTH HE OTJIHYAETCSI
ot yactotbl pemucerit mpu OJ1JI 6e3 xpomocoMubIx aGeppariuii,
OJIHAKO JIO TOSIBJIEHUS] HHIHOUTOPOB THPO3UHKMHA3 TPOJOJIKH-
TeJIbHOCTb [10JIy4eHHbIX PeMHCCHI Obl1a OUeHb KOPOTKOH U JIULLIbL Y
20 % GOJILHBIX He HAaBJTI0AI0Ch peLuanBa 3a60JIeBaHKs B TeUEHHE
MePBOro rojia PeMHUCCHH. Y GOJIbLIMHCTBA NAlMEHTOB TPOJOJIKHI-
TeJIbHOCTD MOJIyYeHHBIX peMUCCHiT cocTaBiisiia 9— 16 mec. 228

B mHorouentpoBom uccnenopanuu Berlin-Frankfurt-Mun-
ster rostydensl cxonnble nanuble. Llesbio paboThl Gbl10 onpese-
JINTh POJIb MOJIEKYJISIPHON PEMHCCHH B OTAAJICHHBIX Pe3yJibTaTax
tepanun y neteii ¢ Ph+ OJIJI. B ucenenoBanun npuHsisio ygactie
127 uentpos, ¢ 2000 no 2007 1. B Hero BK/0YEHO 79 MalMeHTOB.
Bce GombHble MoMydan oMHAKOBOE JI€UEHHE, MPEIyCMOTpEH-
Hoe B npotokose AIEOP-BFM ALL st GoJibHBIX M3 IPYHIbI
BbICOKOTO prcka. OHO BKJ/I0YAJIO IBA HHAYKIMOHHbBIX Kypca T10-

KIMHUYECKAA OHKOTEMATOJIOTHS



Ph-no3utusHbIii ocTpbIii nUMdI06NacTHbII neiiko3

JIMXUMHOTEPATIHH, PEUHAYKLHIO U MOIEPKUBAIOLILYIO TeparHio.
Mennana BpeMeHH HaOJIOfIeHHsl cocTaBuIa 3 roja. Pemuccus
6bl1a nosyueHa y 75 (94,9 %) GoabHLIX, 3 NalLueHTa yMepJn B
nepuojie HHAYKIMOHHOH (hasbl JiedeHust. TpaHcmaaHTanus CTBo-
JIOBbIX KPOBETBOPHBIX KJETOK Oblia BbillosiHeHa 46 (58,2 %)
6osibHbIM.  OO11asi pacueTHast D-JIETHsisi BbDKHBAEMOCTb CO-
crabuia 61,5 %, Gespeuuausnas — 44,3 %. Munumasbnas
pesujyasibHass 00J1e3Hb M ee CBA3b C JaJbHEHLINM TeYeHHEM
3aboJ1eBaHus oMpe/esieHbl y 62 nanueHToB. HactoTa peluinBoB
cocrabuia 18 % B rpynme 6e3 MUHMMAJILHON peauiyasbHoi 60-
Jeann, 25 % — 1pH ee nosaneM ucyesHosennd U 61 % — npu
ee coxpaHeHHH Ha BCeM MPOTSKEHUH JiedeHus .

[IpuMeneHne HWHTEHCHBHOTO pexkuMa Tteparnuu (Hyper-
CVAD), npemnpunsitroe 8 MD Anderson Cancer Center jjist
nedennst 204 6osbibix OJ1J1, n3 kotopbix 37 % GbLH B BO3pacTe
50 JieT 1 cTapie, NO3BOIMIO0 MOMyIHTh 91 Yo MOMHBIX peMuCCHii.
Takasi ke yacrora pemuccuil gocturuyrta y 32 6ogbHbix Ph+
OJ1JI. OnHako, ec/in B rpyIire B LEJOM D-JIeTHsisi pacueTHasi 00-
11ast BbIXKHBaeMOoCTh cocTasuaa 39 %, Gespeunausuas — 38 %,
aMeJIMaHa BbDKHBAEMOCTH PaBHSIACh 3D MeC., TO BbKHBAEMOCTh
6osibibix Ph+ OJIJT cocraBuia B cpemrem Beero 13 mec.® IMogx
HalIUM HabJItoIeHHeM TOJIbKO ofuH 60JibHOE Ph+ OJIJT nostyuu
gevyenne no cxeme Hyper-CVAD. DBbuta gocturnyra moJiHas
KJUHUKO-TeMaToJIorHyecKasi peMUCCHsl, KOTOpasi MpojioJixKaiach
Bcero 5 Mec. [ToBTOpHO# peMucchy 106UTHCS He yIanoch.

AnnoreHHast TpaHCIUIAHTALMST CTBOJIOBBIX FeMOIMO3THYECKUX
KJICTOK B 11€JI0M YJIy4IIN/Ia Pe3yabTaThl Teparuy 3TOro BapuaHTa
ocTporo Jiefiko3a. B HenaBHo nosisusiieiics padore G. G. Laport
1 COABT., MojBojsiiel urork 20-/1eTHEro nepuojia TpaHcaaHTa-
LMH, COOOLIAIOTCS Pe3ysbTaThl alIOreHHON TpaHCIIAHTALUK Y
67 60abHbIX Ph+ OJIJI ¢ MennaHoil Bodpacrta 36 JieT, U3 KOTOPbIX
49 nauuentoB OblIM B MepBoOi pemuccud 3abodieBanust. st
6O0JIbHBIX, KOTOPBIM TPAHCTIJIAHTALLUS [IPOBEJIEHA B T1€PBOI MOJIHOK
pemuccrt, 10-s1eTHss o61ast BLKHBAeMOCTh cocTaBuaa 54 % u
ciuaunack 10 29 % y Tex, KOTOPbIM TpancIIanTalust Gblia Bbi-
TOJIHEHA He B e pBoii mosiHol pemuccru. bespeuwminas 10-met-
HAAS BbDKMBAEMOCTb COCTABHJA COOTBETCTBeHHO 48 u 26 %, a
CMepTHOCTD, He CBA3aHHasl C peluauBoM 3abosesanus, — 31 %
y OOJIbHBIX, MOJYUUBLIUX TPAHCILIAHTALMIO B [1€PBOH T10JIHOH pe-
muceuu, ¥ 54 % — e B epBoil.?! 3HaUMTEILHO G0JIee CKPOMHbIE
pe3yJIsTaThl COOOLLAIOTCS AIMOHCKON IPyNIoi, TakxKe oIyOJ/HKO-
BaBlUEH JaHHble, MOJydeHHble B TeueHue 20-JeTHEro mepuoaa
TpaHCIUIAaHTALIMK: BCETO TPAHCIIaHTaLMs TpoBeeHa 46 60JIbHBIM
Ph+ OJIJI, mennana Bozpacta — 28 siet. CMepTHOCTD, CBsI3aH-
Hasi ¢ TpaHcIianTauei, cocrapuia 28 %. Yerelo BbinoJena
tpanciianTtauus y 31 % GoLHBIX B epBOl 0JHOH PeMHCCHH H
Jmib y 8 % — He B nepBoil. PacueTnas 5-J1eTHsis 06111as1 BHIKH-
BaeMocTh cocTaBmaa Beero 23 %.%2 B Gosee nosmieil paGoTe 13
$InoHnu, B KOTOPOII TpoaHaIM3NPOBAHbI PE3YJILTATHI a/VIOTeHHOH
tpaHcnnantauuu y 197 6ombrbix Ph+ OJIJ1, aBTOpBI coob1mnm
0 34 % 5-n1eTHei 061Iel BbIKMBAEMOCTH YIS EPEHECIIMX TPaHC-
IJIAHTALMIO B NIepBOii NosiHoi pemuccuu, 21 % — Bo BTOpOIi 1
b 9 % — cpeau Tex, KoMy TPaHCIJIaHTaLHs! BHITOJHSIACH B
AKTUBHOM Mepuose 6osie3Hn.>

3HAYUTENBHO JIydllIne pe3yJibTaThl TPAHCIIAaHTALMHI A0CTHT -
HyThl y jieteil. M. Arico W coaBT. MpoaHaJM3HPOBA/IH JAHHBIE,
Kacarolgecst Jjedenust 326 pereit, 60JibHbIX Ph-1o3UTHBHBIM
OJIJ1, ony6uaukoBanuble 10 KoonepaTUBHBIMM TPyNIaMH HJIH
6osbIIUMH MHCTHTYTaMK ¢ 1986 1o 1996 r. Pemuccuu nocse
STana XUMHOTepanuu noJydensl y 82 % GosbHbix. TpaHcrian-
Taiys 6bl1a poBeieHa 267 naupeHTam, 14 60MbHBIX yMepJH OT
OCJIOXKHEHHH, CBSI3aHHBIX C TIpolieaypoil. PacuetHas 5-jeTHss
BBDKMBAEMOCTD T10C/I€ TPAHCTIAHTALIUK COoCTaBuIa 72 %, Gea-
peuuamBHas — 65,8 %. dtH pesyJIbTaThl JOCTUTATUCh TOJBKO B
TOM CJlydae, ec/I TPAHCIIIAHTALHsl TPOBOAMIAChL OT MOJHOCTBIO
COBMECTHMOIO JIOHOpPA-POJICTBEHHNHKA, BO BCEX OCTAJIbHBIX
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cydasix (TpaHCIIaHTAlMs OT He TOJHOCTbIO COBMECTHMOTO
POJCTBEHHHKA, OT TMOJHOCTBbIO COBMECTHMOTO HEPOACTBEHHOTO
JIOHOPA M ayTOTPAHCIJIAHTALMS) €€ Pe3yJbTaThl OBbLIH XyKe
M He MPEBbIIAJIN MOJydYeHHBIX C MOMOLIbIO XUMHOTEpanuu.>!
Onnako B Teuenue caeayromux 10 jiet nosokeHne U3MEHHJIOCH,
OYEBM/IHO, B CBSI3U C YJyYIIMBLICHCS TEXHUKOH HEPOJICTBEHHOH
TpaHCIIJIAHTALMHU: Ta Ke uccaenoBatesbekast rpynna B 2008 r.
onyGJIMKOBaa CyMMapHble JaHHble 14 Tpynm W HHCTUTYTOB O
peasyJibraTax TpaHcruianTauun y 264 nereii ¢ Ph+ OJ1J1. [lanHble
He pas3jiniajnuch IOCTOBEPHO B TPyIINAaX MaleHTOB, MOMyYHBIINX
TPAHCTJIAHTAIINIO OT POJICTBEHHOTO WM HEPOICTBEHHOTO IOHOPA.
BespennniBHast BBKHBAEMOCTD Y GOJIBHBIX TT0CIE TPAHCTIIaHTa-
UM MIPEBbILIA/Ia TAKOBYIO Y MOJyYaBIINX TOJBKO XUMUOTE PaIHIo,
HO 00111251 BLRKMBAEMOCTb B 00€HUX rpymnnax Oblia OJMHAKOBOH 3a
CUeT JIydlllero OTBETa Ha Teparuio Mpu peluirBe y 60JbHBIX, MO-
JIy4aBIIHX paHee TOJbKO XUMHOTeparuio.>® B Tom e rojy sirmoH-
cKasi UccyeloBaTeIbekasi Tpynmna, uMesi ONbIT TpaHCMIaHTaluk
y 60 Bapocibix 60/1bHLIX Ph4+ OJIJI, coobimna o 64 % obiuefi
u 53 % GeapelaUBHOl paCueTHOH 3-JleTHell BLLKUBAEMOCTH H
OTCYTCTBHHU Pa3HULbI B pe3yJibTaTax MpH TPAHCIUIAHTALMH OT CO-
BMECTUMOr0 CHUOJIHHTA, COBMECTHMOrO HEPOICTBEHHOTO JIOHOpPA
WJIH MCTTOJIb30BAHUH MTy[TOBUHHOK KPOBH.

Hauano XXI B. o3HamMeHOBaJloCh BHEJPEHHEM B KJHHHU-
YeCKylo TPaKTHKY HMHIMOWTOPOB THPO3WHKHHA3, MpPHUMEHEHHe
KOTOPBIX paaiKaibHO U3MEHMJIO pedynbraThl Tepanun XMJI u
HecKoJbKO MeHblle — Ph+ OJIJI. leficTBre HHTHOUTOPOB TH-
PO3HHKHHA3 3aKJII0UaeTcst B BCTPAUBAHUH B TO MECTO MOJIEKYJIbI
ABL-THpO3HHKKMHA3bI, HAa3bIBAEMOE THPO3MHOBBIM KapMaHOM,
Kyfa B npotiecce docdopuanpoBanusi npucoeaunsiercst AT,
10 G/10KKpPyeT HOCPOPUIIMPOBAHKE, UTO TPUBOAKUT K CHUIKEHUIO
KJIETOUHOU [IPOLYKLUH.

[TepBbiMua nipenapatoB-uHru6uTopoB ABL-THPO3HHKHHASDI
6bw1 nMaTuHKG ([nBek). Besien 3a iMaTiHUGOM MOSIBUJINCD JBa
JIPYTUX MHTHOUTOPA THPO3MHKHWHA3: HUJIOTHHHO W Na3aTHHHUO.
Hunotnunu6 (Tacurna) cTpyKTypHO HE3HAUMTEJBLHO OTJINYAETCS
OT UMaTHHNOA, HO 3THU OTJIMUHS TTO3BOJSIOT €My COCIUHATHCS C
ABL-THPO3HHKMHA30l HA 3HAYHUTEJILHO OGOJIbILIEM KOJUYECTBE
YU4aCTKOB M 3(PQeKTUBHEH, UeM HMaTHHUO, OJOKHPOBAThL ee
thocdopunnposanue. TpeTuit mpenapat 3To# rpymnmbl — Aa3aTh-
Hu6 (Cnpaiices) CTPyKTYpHO OTJIHYAETCS OT ABYX MPE/IbILYLLIHX.
l3MeHeHHe CTPYKTYpbI Mpenapata MPUBEJO K 3HAYUTEJILHOMY
TMOBBILIEHHIO €r0 AKTUBHOCTH. B TO Bpemsi Kak UMAaTHHUO U
HUJIOTHHUG — GJIOKUPYIOT — akTHBHOCTH ~ ABL-THpO3HHKMHA3DI
TOJILKO B €€ HeaKTHBHOH KOH(OpMalnH, 1a3aTHHHG GJIOKHPYeT
akTUBHOCTb ABL-TUPO3HHKHHA3BI KAk B HEAKTHBHOM, TaK U B
aKTUBHOH KoH(opMatmu. MecnenoBanus B KyJbType KJI€TOUHBIX
Ph-1nos103KuTeIbHBIX TMHUH TOKa3aJIH, YTO HUJIOTHHUO MojIaBJIsieT
JKU3HEIEATENBLHOCTD HCCIIETyeMbIX KeToK B 20—25 pa3 akTHB-
Hee, YeM UMaTHHUO, a 1a3aTMHUO — B 325 pa3 akTHBHee, yeM
uMaTHHUO, B 1 6 pa3 akTuBHee, 4eM HUIOTHHUO.** Bee Tpu npe-
napata nojiaBJsiioT akTHBHOCTb He ToJIbKo ABL-THpo3uHKuHasb,
Ho u kuHas c-Kit u PDGFR, a nazatnuu6 — kpome Toro, akTus-
HOCTb MHOTHX JPYTHX KHHA3, B YaCTHOCTH KHHa3 cemeiictBa SRC
(SRC, LCK, YES, FIN), cemefictsa Tyr u Ser/Thr n HekoTopbix
apyrux.? ITockosibKy 1okazaHa posib knHa3 cemerictBa SRC B
passutun Ph+ OJIJ1, npumeHeHue rasatuHuOa 1/1st €ro JeueHust
MOZKET 0Ka3aThest Hanbosee 3(pheKTHBHBIM.

B0o3MOXKHBIM [IpPEeUMYLIECTBOM Jla3aTHHHOA [epel HMa-
THHHOOM $IBJIsieTCs ellle OJHAa ero ocobGeHHocTb. HenaBHo
MoKa3aHo, 4YTO B 3(PQEKTHBHOCTH HMMaTHHMOA HrpaeT poJb
TpaHcnoptep opranndeckux karnoHoB hOCT 1, KoTopblil Takke
SIBJISIETCS TPAHCIIOPTEPOM MMATHHHOA B KAETKY. Y GOJBHBIX C
BpOXKIEHHOH cHUKeHHOi akTHBHOCTBIO hOCT1 He nocturaetcs
BHYTPHKJIETOUHAS! KOHIEHTPALMs UMaTHHUOA, HeoOXouMmast Jjist
nopassennsi axkrtuBuposaHHoit BCR-ABL-tuposutkunasbi. !
Kak noxasasu HeaBHHE HCCIEI0BAHMS, TPAHCTIOPT Aa3aTHHHOA
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M. A. BonkoBa

B kjetky He 3aBucut ot hOCT1.*2 Kpome Toro, B oT/indne ot
JIpyrHx 6J1I0KaTOPOB THPO3MHKHHA3 1a3aTHHUO MPOHUKAET Yepe3
remMartosHiedasuecknii 6apbep B KOJMUECTBE, JOCTATOYHOM
JUIsT JIOCTHXKEHHUsT TepaneBTHYECKON KOHIIEHTPALMH, UTO TaKxkKe
cosnaet npeumyuiectBo npu Jjedennn Ph+ OJIJI, mockosbky
npu 3ToM BapuanTe 3aboseBanns nopaxkenue LIHC passusa-
etcsi yacto.* OpHako Haubojiee BaXKHBIM MPEUMYLIECTBOM
MHIHOUTOPOB  THpo3uHKMHA3 Il rokosieHust, HujoTHHHOA H
(B ocobGeHHOCTH) pa3aTHHUGA, $IBJASETCS WX CMOCOOHOCTD
GJsiaroziapsi M3MEHEHHOH CTPYKType OJIOKHPOBAThb aKTHBHOCTb
GosbIIMHCTBA MyTaHTHBIX (opM BCR-ABL-Tupo3uHKknHA3HI,
C KOTOPBIMHU Hallle BCEro CBSI3aHO Pa3BUTHE PE3UCTEHTHOCTH K
MHrHOUTOpaM THPO3WHKMHA3HOH aKTHBHOCTH. MyTauuu Moryt
MOSIBJSITLCST B pasHbiX ydacTkax rea BCR-ABL, komupyioliux
passrunbie cTpyktypbl BCR-ABL-THposuHKiHa3bl (KaTaguTH-
yeckuil jomen, AT®-cpssbiBaioias P-netisi, akruBupylolast
dochopusipoanne A-netiisi). B pesysbraTe myrtaiuu npomc-
XOJIUT 3aMeHa, KaK NPaBuJIo, OJIHON U3 AMHHOKHUCJIOT B MOJIEKY.JIE
BCR-ABL-THp03uHKHHA3DI, YTO Yallle BCEro BeJeT K M3MeHe-
HHIO €€ MPOCTPaHCTBEHHON KOH(HUTIYpaluK TakuM 06pa3oM, uTo
CTAHOBHTCSI HEBO3MOKHOH CB$I3b JIEKAPCTBEHHOTO Mperapara ¢
TEM MECTOM, Ha3bIBAEMbIM THPO3HHOBBIM KAPMaHOM, Ky/a B PO~
uecce docedopunuposannst BerpauBaercss AT, B Hacrosiuiee
BpeMst onucano okosio 90 passuuHbIX MyTallMil, B pe3yJbraTe
KOTOPBIX TTPOUCXOJIAT 3aMEHbl aMHHOKHCJIOT B Pa3HBIX ydacTKax
BCR-ABL-tuposunkunasel.® Ilpu opgHo#t u3 myraumin —
T315] — HesdhdeKTHBHBI BCe CYLIECTBYIOIIME B HacTosiIIee
BpeMst HHTHOUTOPBI THpo3uHKKUHA3. Mytarus T315] — samena
UMTHMHA HA THMUH B 1O3ULMK 315 MOJieKyJ/ibl THDO3MHKHHASbI,
B pesyJibTaTe uero MpoUCXOUT 3aMellleHle TPeOHHHA B 06J1aCTH
TUPO3UHOBOIO KapMaHa Ha OoJibllylo [0 pasmepam M OoJee
rUAPOOGHYI0 MOJIEKYJy H30JIeHIIHHA. DTO JleslaeT HEBO3MOXK-
HBIM JIOCTYII JIeKaPCTBEHHbBIX BELIECTB K LIEHTPY THPO3MHOBOTO
KapMaHa u G6JIOKHpoBaHHue npolecca docdopuanpopanus. s

HenaBno ony6/nHKOBaHO MeXKIyHApOIHOE HCC/eI0BaHHeE,
BJtounBIIee 46 60sbHbIX Ph+ OJIJT ¢ myrauueit T315I, B Ko-
TOPOM TOKA3aHO, YTO CO BpeMeHH 0GHApPYKEHHsI STOH MyTalllH,
HECMOTpsl Ha MpUMeHeHHe MHrHOMTOPOB THposuHkHHAa3 Il mo-
KOJIEHHS, MeJHaHa BBIKMBAEMOCTH OOJBHBIX COCTaBMJA JIHIIb
4,9 mec. namwb 12 % naupenTtos npoxuan 1 roa.t’

Uccnenosanusi Ph+ OJIJI nokasanu, uto myrauun BCR-
ABL-THpo3uHkuHasbl y GosbHbIX ¢ 9TUM Bapuantom OJ1J1 oGua-
py:KuBaroTcs yatte, yem y 60sbHbix XMJI, mpu 3TOM Hepeiko elle
110 TipoBejieHust Kakoi-yu6o tepanuu. Tak, H. Pleifer u coasr.,
o6esenoas 26 GosbHbix Ph+ OJIJI B peuuaupe 3aosieBanust
1ocJle JieueH st IMaTHHIG0M, 06HapyxkHu MyTauuu y 21 (84 %)
13 HUX. Y 2 60JIbHBIX ObLTH IBOHHBIC MyTalMK, BKItoYaBiine T3 151
1 Y253H. [1pu myratmu Y253H taxke cHuzkeHa 3(h(heKTHBHOCTD
CYLLIECTBYIOLIMX MHTHOUTOPOB THPO3UHKHHA3. O6cie1oBaB 3aTeM
32 6ogppix Ph+ OJIJI no nauana Jeuenus, aBTopbl paboThl
0GHAPYKHUJIK MyTaliK Y 12 n3 HUX. BoJIbLIMHCTBO BO3HUKIIINX JI0
JIeueHHsT MyTallii He BJIUSJIO Ha Pe3yJibTaThl Teparii UMaTHHH-
60M, MTOCKOJIBKY KJIOH MyTaHTHBIX KIETOK ObIT OUeHb MAJCHbKUM,
pemucenn octrrayThl y 80 % nauuentos. B 83 % cayuaes my-
Tal{HK JIOKAJM30BaJIMCh B 00s1acTH P-neTiin, HO y 2 GOJIbHBIX 3TO
6bln Mytauud T3 151 B o6sacti AT®-cBs3biBatolero kapmasa,
4T0 00YCJIOBUIIO HEADDEKTHBHOCTL UMAaTHHHGA. 8

[epBhbie KiMHMUECKHE HCCleloBaHNs 3(D(EeKTHBHOCTH HMATH -
nn6a rnpu Ph+ OJIJI 6buin npose/ietbl y GOJBHBIX C peLHIHBAMH
rnocJie XUMHOTEpParuu Uy 60JIbHBIX, pepakTepHbIX K XHMHOTEPa-
nuu. B oaHol U3 nepBbix paGoT JieueHne UMAaTHHHOOM TOJTYHHIH
46 601bHBIX. JocTHrHyTo 60 % pemucenii, uz ux 19 % — noJ-
HBIX, OJTHAKO MPOAOKUTENBHOCT PEMUCCHI B CPEIHEM COCTABH/IA
2,2 Mec., a MPONOJKHTETLHOCTD KU3HH GOJIbHBIX — 4,9 Mec.
[Tocne nocTkeHHsT peMHCCHH BCeM OOJBHBIM TJIAaHMPOBANOChH
MPOBECTH TPAHCIJIAHTALIMIO CTBOJIOBBIX KPOBETBOPHBIX KJIETOK,
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OJIHAKO Y YaCTH TAlMEeHTOB KO BPEMEHH TPAHCIIAHTAIMH BHOBb
pasBuiicst peunauB 3abogeBanus. TpaHcrianTauus Oblia Bbl-
noJiHeHa 22 60/IbHBIM, CMEPTHOCTh, HEMOCPECTBEHHO CBSA3aHHAS
¢ nipouestypoii, coctasuia 36 %. [ocne Tpancniantanuu y 18 na-
LIMEHTOB Obl/1a IOCTUTHYTA [OJIHAsT PEMHUCCHSI, OJIHAKO TPOe YMePJIH
JI0 TIOJIHOTO BOCCTAHOBJIEHHS] KPOBETBOPEHHsl, ¥ 7 GOJIbHBIX B
cpeiHeM uepe3 5,2 Mec. MocJie TPaHCIIAHTALMH BHOBbL Pa3BUIICS
petnuB. TosibKo 7 GOJIBHBIX KO BpeMeHH MyOJIHMKAlMH paGoThl
ocraBasiuch B pemuccnu ot 1,7 1o 23,8 mec.®®

B pa6ore B. Druker u coaBT. npuBoisTCsi IaHHbIE, [103BO-
JIMBIINE CPABHUTD (P PEKTHBHOCTb UMATHHNUGA IIPH MUEJIOMTHOM
1 sumdoungHom 6sactioMm Kpuze XMJI u npu Ph+ OJIJ1. Dop-
dexr 61 nosyden y 21 (55 %) n3 38 GoJbHBIX ¢ MHEJOHIHLIM
61acTHBIM KpHsoM Uy 14 (70 %) us 21 6osbHOTO ¢ IUMbONI-
HbIM GJ1acTHBIM KpuadoM U Ph+ OJ1J], onHako y Bcex naineHToB
C MHEJOWAHBIM OJACTHBIM KPHU30M PEMHCCHH TPOAOJIKAINCH
JI0 rofia 1 6oJiee, a'y BceX OOJbHBIX C JUMQPOUAHBIM GJACTHBIM
kpusom 1 Ph+ OJIJI uepes HeckosnbKo MecsiLieB pa3BUJICS pe-
uuauB.%0 B pesysibrate HeCKOJIbKUX POBEIEHHbIX HCCJIEI0BAHUI
CTaJI0 OUEBU/IHBIM, Y4TO 00Ilast YaCTOTAa PEMUCCHH MPH JIeUeHUH
Ph-+ OJ1J1 umatunu6om coctasJisieT He Gosee 29 %, a ux npo-
JIOJDKUTEJBHOCTD — B cpejieM 2 mec.!52

[Tocsie Toro kak OblI0 YCTaHOBJEHO, YTO C IOMOLIbIO
MoHoTeparnuu umatuan6om npu Ph+ OJ1JI He ynaetcst 1o6uThest
JUTUTEJIbHON peMHCCHH, GBITH HCCJIEN0BAHbl BO3MOKHOCTH CO-
yeTaHus IMaTHHUOA U XuMHoTepanuu. K HacTosiieMy BpeMeHH
onyGJIMKOBAHO HECKOJIbKO COOOLLEHHH, B KOTOPbIX UMAaTHHHO
NPUMEHSIICS JIMOO MOOYEePeIHO ¢ XUMUOTepanuei, Jmbo OJHO-
BpemeHHo. [lepBasi paGora, B KoTopoil UMaTHHHO HazHAdaJsICs
OJIHOBPeMeHHO ¢ XumuoTepanueil (nporpamma Hyper-CVAD)
6buia BoinosiHena B MD Anderson Cancer Center B 1. XblocToHe
(CLIA). B uccnenoBanue 6buio BKJI0OYEHO 15 GOJbHBIX, JHGO
paHee He TIOJIyYaBIIUX JieUeHHs, JUOO OKAa3aBIIUXCS K HEMy
pedpakrepHbIMU. Bce OHU MOJTYUH/IN 8 LUKJIOB XUMHOTEPATTHH,
BXogAmx B mporpammy Hyper-CVAD, u onHOoBpeMeHHO ¢
nepBoro JiHs 6e3 repepbiBa nojydanu uMatiauo no 400 mr
exxenHeBHo. [locie 1MKIOB XWMHOTepanmuu OGOJbHBIE MO-
JIydad KOJOHUECTHMYJIHpYIole (haKTOpbl OAHOBPEMEHHO C
MMaTHHHOOM. B peaysbrate JiedeHus: y BCex MauMeHTOB Oblia
JIOCTHIHYTa ToJiHast pemuccust, y 60 % — mosexyasphas. Bes-
peluIMBHasT 2-JIeTHSIST BDKUBAEMOCTh COCTaBu/Ia 85 %. [1pu
CPABHEHHH JIOCTHUIHYTBIX B 9TOM HCCJIEOBAHUH PE3YJIbTATOB C
TEMH, KOTOpble paHee ObLJIN MOJyUYeHbl B STOM FOCHUTAJIE MPH
HCIOJIb30BaHUH st JieueHus 60JbHbIX ¢ Ph+ OJ1JI cxem VAD u
Hyper-CVAD 6e3 umartnnu6a, 0kazanoch, YTo0 PeMUCCHU ObIJH
KoHcTatupoBanbl y 31 % nauuenTos, JeueHHbIx 1o cxeme VAD,
uy 94 % — 1o cxeme Hyper-CVAD 6es umatunn6a.® B Gosiee
nosnHel pabGoTe STHX ABTOPOB TIOJyYEHHBIE TPU COUYETAHUH
Hyper-CVAD u umatunn6a pesysabraThl ObUIM MOATBEPAKICHDI
npH JieyeHUH 6OJIbLIEro KoJuyecTBa OOJBHBIX: yKa3aHHBIH
peXUM Tepanuu nosydnsan 44 panee HeseueHHbIX N pedpak-
TEPHBIX K TPOBENEHHOMY JIeueH o 601bHbIX, Y 91 % nocturny-
Tl MOJIHBIE pemuccuH, y 58 % — mosekyaspubie. Heemorpst
Ha UHTEHCHBHBIA PEXUM Teparuu, Jiulib | namueHt ymep oT
cericuca. 3-JIeTHsisi BbDKHBAEMOCTb OKasdajlach OJMHAKOBOH Y
60JIbHBIX, KOTOPBIM T10CJI€ TOJIydeHUs] PeMUCCHH Obla MpoBe-
Jlena ajulorennas Tpanciiantauus (60 %), Uy Npopo/KaBILIHX
MoJlydaTh TOIEPKUBAIOLIYI0 XHMHOTEPANHIO B COYETaHHH C
umatunn6oM (58 %).5* B konue 2008 T. aBTOPbI COOBLIMIU O
MPUMEHEHHH 3TOTO pexkuMa Tepanuu y 54 6osbHbx Ph+ OJLJI,
caMoMy CTaplieMy H3 KOTOPBIX ObIo 84 rofa. 3-seTHss ob1ast
BLIKMBAEMOCTD cocTaBuaa 84 % B rpynme GoJbHbIX, Y KOTOPBIX
Gbl/1a TI0JyueHa MoJIeKyJIsipHast peMuccust, u 64 % — B rpye
6€3 MOJIEKYJISIPHOH pEeMHCCHH. >

Bckope nociie nepBoit paGoThl OblK 0MyOJHKOBAHbI IAHHbBIE
K. H. Lee 11 coaBr., B KOTOPBIX COOOIIAMNCH PE3Y/ILTAThI JICYEHHS

KIMHUYECKAA OHKOTEMATOJIOTHS



Ph-no3utusHbIii ocTpbIii nUMdI06NacTHbII neiiko3

60JIbHBIX pa3HOro Bozpacra (1o 67 JieT) coueTaHeM pexKHUMa,
OCHOBAHHOTO Ha HCMOJIbL30BaHHH acraparkiasbl, C UMaTHHHOOM.
Jleuenne nomyannu 20 6Goabubix Ph+ OJ1JI, nosHbie pemuccun
GblIM J10CTUIHYTH Y 95 % M3 HHUX, 2-JIeTHss Ge3peluanBHas
BLIKMBaeMocTh — Y 59 %, obias — y 62 %.% ¥V HeKoTophIx
60/IbHBIX TIPH COUETaHMM MMaTHHHOA M L-acrmaparunasel pas-
BUBaJ/IaCh runepOuupybunemust, TpeboBasllasl MepepbiBOB B
Tepanuu W COOTBETCTBylollero JiedeHust. M. Yanada u coaBT.
NPUMEHNIN KOMOMHHPOBAHHBIA PEKUM Tepariu: /1s1 MHIyKLIHH
PEMHCCHM  MCIOJIb30BAJIaCh CXeMa, aHaJlorHyHasi TepBOMY
6J10ky pexkuma Hyper-CVAD ¢ ofHoBpeMeHHbBIM Ha3HaueHHEM
600 Mr umatunu6a B fAeHb, IS KOHCOJNMIALMHM TPUMEHSIIH
nornepeMeHHo XUMHOTepanuio U UMatiHu6. ¥ 80 GOJNBHBIX ¢
Ph-+ OJIJT 10 65 et 6b110 nosyueno 96 % MoJHbIX peMHCCH
u 71 % — MoseKkyaspHbIX, oaHako y 20 NauueHToB B cpeHem
yepe3 5,2 MecC. pa3BUIUCHL pelUIuBbl. YacTu GOJbHBIX Oblia
MpoBe/ieHa TPAHCTJIAHTALHS CTBOJIOBBIX KDOBETBOPHBIX KJIETOK,
HO ee peayJibTaThl B TeuyeHHe rojia HaOJIOJIeHHs] OKa3asluch
Xy2Ke, UeM MPH TPOJIOJKEHHH JIeUeHHs] COueTaHHeM HMaTHHHOA
¥ XUMHOTEpPANNU: Y NepeHeClInX TpaHCIIaHTallIo 0011ast Bbl-
JKHBAEMOCTb B TeueHue rofia coctasuna 73,3 %, y JeueHHbIX
KOMOMHHPOBAHHON XMMHO-UMaTHHUO Tepanneli — 84,8 %.%

B 570 ke Bpemst repMaHcKasi KoorepaTHBHasi Ipyrina orry-
6JIMKOBaJIa CpaBHUTEJbHbIE JAHHbIE HCIOJIb30BAHNS HMAaTHHIOA
MOOYEPESHO UJIH OIHOBPEMEHHO ¢ XUMHOTeparnuel. Xumnorepa-
nust B 060MX CJlydasix isi MHAYKLIMY PEMUCCHH BKJIOYasa JieK-
caMeTasoH, BHHKPHCTHH, UHMKJIohochamul, AayHOPyOHIHH,
[19T-acnaparunasdy u HHTpaTeKagbHOE BBEACHHE METOTpeKcaTa
1 LUTO3UHA-apabUHO3M/IA, JUIsl KOHCOMMAALNN HCTOJb30BAINCh
JIeKCaMeTa30H, BBICOKHE JI03bl METOTpEKcaTa, BBICOKHE J03bl
LMTO3MHA-apabuHo3u1a 1 Bene3u/1. [1pu nooyepeHoM BBeIeHUH
XMMHOTEpANMM ¥ UMaTHHUOA MOC/eHUI TPUMEHSIICS Tocje
3 Hell. XMMHOTEPANHH TOJILKO y TeX GOJIbHBIX, Y KOro Gblia J10-
cTUrHyTa roJinas pemuccus. [Ipuem nmatunnGa rpojo/Kascs
28 nmuett B 1o3e 400—600 mr. B nmepuone KoHCOMUAALNN NPHEM
MMaTHHMOA CHOBA TIpepbIBajicsl U BO30GHOBJSICS TOC/e ee
oKoHYaHus. B rpymnme, mosyuasiieil HMATHHUO OIHOBPEMEHHO
C XUMHOTepanuei, 1o3a umatuuuba coctasisia 600 Mr B 1eHb.
Omna HaszHavaJsach nocJje NepBoro Kypca MHAYKIHH Ha BCe BPEMs]
nocJ/eytolell MHAYKINH, KOHCOMHAALMKY U TOIepKUBAtOLIeH
Tepanuu. B nepBoi rpynmne Obwio 47 GoJbHBLIX, BO BTOPOH —
45. MenuaHa Bo3dpacra cocraBisijia 46 JieT B repBoil rpyrre u
41 ron — Bo Bropot#. 1o HesicHO# npuunHe GoJIbHBIE ABYX TPy
M0Ka3aJi1 HEeOJMHAKOBYIO UyBCTBHTEIBHOCTb K MHJIYKIIHOHHOMY
KypCy XMMHOTEpaI{u: B IEPBOi Ipyrine nosydeno 78 % noJiHbix
peMHccHil, Bo BTOpoil — 56 %, oiHaKo B 3T0# rpyrire nocJie npo-
BeJIEHHS Kypca KOHCOJMAALMH, BKJIIOUABIIET0 XUMHOTEPATIHIO B
COYeTaHHH C UMATHHUOOM, ToJTyueHo 95,6 % MOMHBIX peMUCCHIi.
Pacuetnoe 4nc/0 60OMBHBIX, Y KOTOPBIX PEMHCCHH COXPAHSTCS
B Teuenre 12 u 24 mec., coctaBuo 65 u 52 % A/1s1 rpynIbl ¢
aJIbTEPHUPYIOLIMM HazHAaueHHeM XUMHOTEparik 0 UMaTHHHOA |
72 1 65 % 1151 TPYIIIbI ¢ OAHOBPEMEHHLIM [PHEMOM COOTBET-
CTBEHHO.%

Bk/ioyenue B Tepanuio HMaTHHHOA 3aMETHO YJy4IIHJIO
pe3ysibTaThl JleueHust MoxKuablx O6oJbHbix ¢ Ph+ OJIJ1. Tak,
o0benHeHHast  (hpaHKo-OeJibruiickasi — rpyrmna, — BKJOUM/IA
MUMaTHHUO B MPOTOKOJ JiedeHnst 30 GOJIbHBIX cTapiie 55 JieT.
XUMHOTEparust CoCTosl/Ia U3 METHJMPEHH30/0Ha, BUHKPHCTH-
Ha, jayHopyOHIMHA, LHKIohochana 0 LUTO3HHA-apabrUHO3KIA
¢ Npo(UIaKTHKOH HelposieiKeMUH U MOJIepXKUBAIOLIel Tepa-
nueil MetoTpekcatoM H 6-mepkanrornypuHom. biokn xummo-
Teparnuu YepeoBatuch ¢ 6J0KaMu UMaTHHHGA B g03e 600 mr/
CyT B COUCTAHWH C METUJTIPEAHU30JNOHOM. B pesyasTrate Takoro
JIEUEHHS TOJTHBIE PEMHCCHH ObLIH JOCTHIHYTHI Y 72 % GOJIbHBIX,
4TO 3HAUMTEJLHO TPEBBLILIAJNO JAaHHblE, HMEBILHECS B Ipyrre
MCTOPHUYECKOT0 KOHTPOJISl, Tle K aHaJOrH4HOH XMMHOTeparuu
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no6asasics uatepdepot (29 %; p = 0,003). O6uias BbKUBAE -
MOCTb B TeueHHe rojia HabJIOIeHNST COCTaBUIa B HCCIELyeMOH
rpynre 66 %, B koutpoabhoit — 43 % (p = 0,005), roauunas
GespelanBHas BbKHBAEMOCTL — cooTBeTeTento 58 u 11 %
(p =0,0003).%

Murepectoe HaboaeHne omy6aMKoBasa HTaIbsHCKAsT HC-
cnefoBartesibekas rpynmna. 29 6osbHbix ctapiue 60 get (ot 61 10
83 Jset, mennana Bogpacta — 69 siet) ¢ Ph+ OJIJI nonyuanu
TO/ILKO MMaTHHKG 1o 800 Mr/cyT u KopTuKocTepousbl. [TosHas
reMaToJIorHyecKas peMHUCCHsI OblIa IOCTHTHYTA Y BCeX GOJbHbBIX,
yMeHbllIeHHe KosiuecTBa Kietok ¢ BCR-ABL tpaHckpuntom Ha
2,9 log (moutu B 1000 pas) nosyueno y naupentos ¢ P190 u na
2,01 log (nemuorum 6oJblie, yem B 100 pag) — y manueHToB ¢
P210. Menunana BbikHBaeMOCTH cocTaBuaa 20 Mec., IPH 3TOM
Bce GOJIbHBIE COXPAHSIIM AKTHBHOCTB H XOpOIIee KauecTBO 2KU3-
Hu.% Tepmanckast ucc/eoBatesibekasi rpynna ony6janKoBasa
JIaHHbIE O JieYeHHH DD GOJIbHBIX C MeJIMaHol Bo3pacTta 68 JeT.
Y moJyyaBIIMX AIanTHPOBAHHYI0 K BO3PACTy XHMHOTEPAIHIO
Gb110 0CTHIHYTO 50 % peMHCCHIl, y NPUMEHSABLINX TOJLKO
uUMaTHHHG — 96 %. Pasuuua B 0CHOBHOM Oblia CBsI3aHa CO
CMEPTHOCTBIO B MH/IYKIIHOHHOM 1€ projie XuMuoTe parun. OnHaKo
peLUIMBLI B TeUeHHe TIePBOTro roia MPOU30ILIH Y GOJbIIHHCTBA
6OJIbHBIX, X YacTOTa He pas/nyajach JTOCTOBEPHO B 06eHx
rpynmax.5!

B Hacrositiee BpeMsi ecTb HaGJIIOfIeHHs], MOKA3bIBAOLINE,
uyro npu Ph-nosutuBHom Bapuante OJIJI permmusel mocie
TpaHCIIAaHTALIMK YaCThl M Ha3HAuUeHHe HMaTHHHOA MocJie yerel-
HOW aJIIOTeHHOH TPaHCMIAHTALMH COCOOCTBYET COXpaHEHHIO
nocturuytoro sgdekra. HenaBno ony6ankoBaHo cooOlieHue,
B KOTOPOM AaHAJM3UPYIOTCS Pe3ysbTaThl aJJIOTEHHOH TpaHC-
nyantaunn y 32 6oabibix ¢ Ph+ OJLJI, nposenenHoit ¢ 1999
no 2006 r. Cpennuii Bo3pact 60JbHbIX cocTaBua 21,9 rona. Bee
MalKeHTh MOJYYHIH OJUHAKOBBIN PEXKUM KOHIHIIHOHUPOBAHHS.
332 60sbHbIX 15 nostydast iMaTHHUG J10 UK [TOCJIE TPAHCTIIAH -
tauud, 17 — He nosydanu. Obuias 2-JeTHssT BBIKMBAEMOCTb
B IpyIre, noJyJyaBiieil MMaTHHUO, cocTaBua 61 %, Oe3peLu-
JuBHas — 67 %, pelmauBbl BosHUKAM Y 13 % nauuentos 31oil
rpynmnel. B rpynmne #e mosyyaBumx umatianb obmas 2-1eTHss
BLIKMBaeMocTh coctapuna 41 %, Gespeuuausnas — 35 %,
peLMMBBI BOSHUKIM B 35 % cJiyuaeB. ABTOpbI JIealoT BbIBOJL,
yro 6osibHbIM ¢ Ph+ OJIJI umatuHu6 1017KeH Ha3HauaThest Kak
J10, TaK | [0CJie aJUIOreHHO! TpaHCIiaHTalum. %

H.-Y. Shin u coaBst. onucanu 6osbHy0 43 J€T, y KOTOpPOi
pemuccusi ocTporo JumgoodaactHoro Ph-nosutusHoro Jseiikosa
Oblia jocTuruyra nocie onaHoro Kypea Hyper-CVAD. Mexuy
uukaaMu 6oJgibHast rodydana 400 mr umatunu6a. [TockosbKy y
Hee He GbIIO COBMECTHMOTO CHOJIMHTA, eif GblIa MpoBeeHa ay-
TOJIOTHYHAs TpaHcrianTalws. [lepen c6opoM KJIeToK 1yist TpaHC-
TUIAHTALMH KapUOTHUII, UCCJIEIOBAHHBI METOIOM CTaHAAPTHOH
utorenetkd U FISH, 6b1 HopmanbibiM, Tpanckpunt BCR-
ABL npu uccnenosannu metonom RT-PCR ne o6Hapy»KkuBaJics.
Tem He meHee mocsie TpaHCMIaHTalUMK Ha 42-i 1eHb GoJbHAS
HauaJa MoJlydaTh UMATHHHG, cHauana B 1o3e 400 mMr/cyT, a uepes
9 Mec. nocjie HopmaM3aluK nokaszaresedt kposu — 1o 600 mr
B jseHb. Ko BpemeHH nyO/MKaLMH OHA MPOJOJKAIA TOJNyYaTh
UMaTHHUO yXKe B TeueHHe 2 JIeT, y Hee COXpaHsIach MOJIEKY-
JsipHast pemuccns.® B padore uz Custia 22 60/bHbIX (15 —
¢ Ph+ OJIJTu 7 — ¢ XMJI) nostydasiu uMatiHAG J10 JlJIOT€HHOR
TPaAHCIJIAHTAINH, a 18 M3 HUX — TaKXkKe B T€UEHHE rofa Mnocje
Hee (y 4 GOJIbHBIX IJIUTEJIBbHBIN TIPHEM OKa3aJsicsi HEBO3MOXKHBIM
13-32 HerlepeHOCHMOCTH ). Hu y Koro U3 npuHUMaBIIHX KIMaTHHHG
B TeueHue rojia He OblI0 KaKuX-JHG0 MPU3HAKOB peluanBa.®!

B nmoctynHo#t JuTepatype yaanqoch OOGHAPY:KHTh JIMIIb
ofHy paboTy, aBTOPbl KOTOPOH Ha OCHOBAHMH CBOMX NAHHBIX
COMHEBAIOTCSl B BO3MOYKHOCTH C TMOMOIIbIO HMaTHHHOA YJTyd-
nTh pesyasrathl Tepanun Ph+ OJIJI. Anrso-amepukanckast
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KOOMepaTHBHasi Tpyrnna omny6JauKoBala pPesyJsbTaThl JieueHHs!
267 60JIbHBIX 3TUM BapHaHTOM OCTPOTO JIEHKO03a, JIEHEHHbIX C
1993 r., B 5py 110 NosiBJeHUst UMaTHHUOA, H 153 GOJILHBIX, KOTO-
pble MoJydasii Takoe »Ke XMMHOTeparneBTHIecKoe JiedeHne, Kak
¥ TiepBast Tpymnmna, 1 oHOBpeMeHHo UMaTHHUO 110 600 MT B 1eHb.
[TosHbie pemuccru nosyuerbl y 83 % nalueHTos, JedeHHbiX 6e3
umatunn6a, uy 91 % nosydapmux MMaTHHHG. BosibHbIM, HMeB-
LIUM COBMECTHMOro foHopa (62 % nauueHToB repBoi rpymbl
u 58 % — BTOpOIi), NpOBE/EHa a/IoreHHast TpaHCIIAHTaLHS
CTBOJIOBBIX KDOBETBOPHBIX KJIETOK. Bce nauuenThl, mpuMeHsB-
1Me UMaTHHUOG 10 TpPaHCIJIaHTALMH, MOJIydaJ/i ero B TaKoH xe
J103€ 110C/Ie TPAHCIIaHTaLMK| B TedeHHe 2 JIeT. 3-J1eTHss o611ast
BBIKHBAEMOCTh 0KA3a/1ach OJMHAKOBOM B 06eux rpymmnax: 26 %
B IpyMrie JieUeHHbIX B 3Py 10 NOsIBJICHUs UMaTHHUOA W 23 %
cpenit GOJIBbHBIX, MOJIyYaBIIMX UMaTHHIO.%

B 1o ke Bpewmst nannbie MD Anderson Cancer Center ro-
Ka3bIBAIOT OUEBH/IHBIC TPEUMYIIIECTBA COUCTAHNS XUMHOTEPATHH
¥ umatunnba: B rpymre, nodyudasineil Hyper-CVAD, o6uias
3-JIeTHsIS1 BBXKMBAEMOCTb HE3aBHCHMO OT TOTO, MPOBOJNIACD JIH
TpanciianTauys, coctasuna 15 %, 6espeuunupias — 14 %, B
rpyiire, rnoJyuasiieil couetannyto tepanuto — Hyper-CVAD u
UMaTHHUO, 0611ast 3-JIeTHsIs BLKMBAEMOCTD cocTaBuaa 66 %,
6eapeuuansHas — 55 % (p < 0,001 ).% PesyJisraThl Apyrux pa-
60T TaKXKe M0Ka3bIBAIOT, YTO NPUMEHEHHE HMATHHUOA SIBJISIETCS]
HeCOMHEHHbIM 11arom Brepen B Tepanun Ph+ OJIJI.

Opnnako y mHorux 6ogbHbix OJIJI mpu anutesbHOM Tmpu-
MeHEeHHH pa3BHBAaeTCsl Pe3UCTEHTHOCTb K Tpernaparty, BeIyliast
K peluauBy 3aboJieBaHus; KpOMe TOTO, KaK TMoKasasH JaHHbIe
HelaBHO  OMyOJIMKOBAHHBIX MEXKIYHAPOAHBIX HCCJIEA0BAHUH,
BKJIIOUMBLINX 48 GosbHbIX Ph+ OJLJI, nepBuuHast pesucTeHT-
HOCTb K MMaTHHHOY oT™MeueHa y 6 % u3 nux.5

[Tpumenenne unruéuropos BCR-ABL-THpo3uHKiHa3bl
Il rokoJieHust MO3BOJIMIIO Yy psiia GOJIbHBIX MPEOJIOJIETh Mep-
BUYHYIO WJIM Pa3BHMBAIOLLYIOCS CO BPEMEHEM PE3UCTEHTHOCTh K
UMaTHHUOY.

JlanHbix o npuMeHeHuu HusotuHub6a npu Ph+ OJIJI B
JIOCTYTHOH JITepaType MaJjo, W Mpenapar 3aperHcTpupoBaH
ToJibko s ieueHuss XMJL. Mmeercst nyGsukalus, B KoTopo#
3 119 ob6eaenoBaHHBIX GOJMBHBIX, KOTOPBIM HHUJIOTHHHO Ha-
3HayaJsICs B CBSI3M C pa3BHUBLIeHCs HeI(h(HEKTHBHOCTBIO UMATH-
nu6a, 10 6ot ¢ Ph+ OJIJI. Tonbko y 2 U3 HUX Obl1 MOJyueH
9 deKT: y 0HOr0 ¢ pelHMBOM 3a60J1eBaHHsI 110C/Ie PEMUCCHH,
MOJIy4YeHHOH MpPH JIeYeHUH UMAaTHHUOOM, Obl1 JOCTUTHYT TOJILKO
YACTHUHBIH reMaToJIorHYeckuil 3¢ QeKT, y APyroro ¢ MoJHOM
reMaToJIOrHYeCcKoi peMHUCCHeR TTocsle JieueHUst UMaTHHHOOM, HO
¢ coxpansionmess BCR-ABL tpaHckpuntom nosydeHa mousie-
KyJsipHas pemuccus.® [Tosxe Ta »Ke HeeseioBaTe beKasi rpyra
ony6JIMKOBaJsa JaHHble O JIeYeHUH HUIOTHHHOOM 41 GoJibHOrO
Ph+ OJIJI, y Bcex GbliM 3aperucTpHpOBaHbl PELUAMB MOC/e
JieueHnsl UMaTHHMOOM WJIH PE3HUCTEHTHOCTb K HeMy. Mennana
BO3pacTa cocTaBJisiia 47 JieT, caMoMy crapliieMy OblIo 75 JIeT.
Y 18 60/bHBIX JedeHHe BCKOpe ObIIO TpeKpalieHo B CBA3H C
Hea(PPEeKTUBHOCTLIO TpenapaTa, MOJHblE TeMaToJorHuecKue
pemuccuu noayuensl B 10 (24 %) cayyasx.5

Jlyuine pesysisTaThl MostydeHbl TP HCTOAb30BAHUHU IPYTOTO
unrnéuropa BCR-ABL-tuposnukunassi Il nokosiennst — nasa-
tHrGa. KiHnueckne uenbitanns 3¢ geKTHBHOCTH JlazaTiHrGa
npu XMJI u Ph+ OJLJT Hayasnucs B 2003 1. Ero s¢hdekTHBHOCTD
OKasaJlachb HaCTOJIbKO BBICOKOH, uTo 28 utonst 2006 r. Ha ocHo-
BaHUM Pe3yJIbTAaTOB, MOJyYeHHbIX MPH JieueHuH 445 GoJIbHBIX,
YrpaBsieHre 1o KOHTPOJIIO 38 Ka4eCTBOM THIIEBBIX TPOLYKTOB
u siekaperBentbix cpejacts CHIA (FDA) opoGpuiio npumenenne
nazatiHnba npu paznuunbix craausax XMJI u mpu Ph+ OJLJL.
29 ausapst 2008 1. Mo TeM 2Ke MOKa3aHHsM Ja3aTHHUO 3aperu-
ctpupoBan DesiepanbHOil CIyKO0H 10 HA3OPY B chepe 31paBo-
OXpaHeHHus1 u colnanbHoro passutust Poccuiickoit Penepauun.
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[lepBble pesysbraThl MpuMeHeHHs1 nazaTuHuOGa npu Ph+
OJUJI ony6mukoBansl M. Talpaz u coast. B 2006 r. B nc-
cjenoBanre ObLIO BKJIoYeHO 84 mnauueHTa, W3 Hux Bcero 10
¢ JumdonanbiM 6aactHbiM kKpuzom XMJI uwnun Ph+ OJLJI,
KOTOpble H3-3a MaJioro 4yucaa 60JbHbIX OblIH 0ObeIMHEHbI B
onHy rpyrmiy. Bce naupeHTbl paHee 1oJydain HMaTHHUG, CMeHa
npenapara 6bi1a 00yCJIOBJIeHa HETlePEHOCHMOCTBIO UMaTHHHGA
WIM Pa3BUBILEHCS PE3UCTEHTHOCTBIO K HeMy. ¥ 6 GOJIbHBIX KO
BpeMeHH HauaJia JieueHust 1a3aTHHIOOM OTIpeIeIsiINCh MyTaluH
BCR-ABL-Tuposunknnasbl. ¥ 8 u3 10 GosibHbIX Gbll M0JydeH
reMaToJIorHYecKHil OTBET Ha JiedeHHe, Y 7 M3 HUX — TMoJHas
remarosiorndeckasi pemuccusi. LluTorenHernueckast pemuccHs
JOCTUTHYTA Y 9 60sbHBIX, Y 3 — moJHast. Kak u npu Jieduenun
MMaTHHUOOM, TPOJOJ/LKUTEBHOCTL peMHUcCHH 6e3 mporpec-
CUpOBaHUs1 B 9TOH rpyrnrne Oblja MOYTH B 2 pasza Kopoue, 4yeM y
6OJILHBIX C MHEJIOWHBIM GJ1aCTHBIM Kpr3oM.™ B ciejtytotiiem romy
MeKTyHapOAHOH KOOMepaTHBHON TPyl 6bIIH OMy6JHKOBAHbI
pesynbrathl Jeuenus: 36 6osbHbIX Ph+ OJIJ1, 34 u3 koropbix
ObLTM PE3UCTEHTHH K UMATHHHOY B f03e 600 mr/cyT u Gosee,
a 'y 2 oTMeyanach HeMepeHOCHMOCTb K Hemy. Bce maumeHTbl
9TOU TpyIIMbl MOMUMO HMATHHHOGA paHee MOJyyasd JieueHHe
XUMHOTEpATeBTHUECKUMH TIpernapataMi WJId HHTep(epoHOM,
15 GosbHbIM Gblia TPOBeACHA TpaHCIIAHTALIUS CTBOJIOBBIX
KPOBETBOPHBIX KJIETOK, HO KO BPEeMEHH Hauasa Teparvu Jasa-
TMHAOOM y HHUX ObI AHaTHOCTHPOBAH PELMIMB 3a00JeBaHHUS.
OTBet Ha Tepamnuio 1a3aTHHHOOM B caydasx ee 3(ppeKTHBHOCTH
Gbl1 ObICTPbIM. TemaTosiornueckuil otset nosyden y 50 %
60/bHBIX, Y 12 — mosiHas remaTosiorndeckast pemuccusi. Yepes
8 Mec. HabJ/IIOCHHST MTOJIHAS LIUTOr€HEeTHYECKast PEMHCCHST KOH-
cratuposana y 21 (58 %) GosbHoro. Pemuccuu jocturanucs ¢
TAKOM »Ke 4acTOTOH y nauueHToB co BceMu MyTauusimd BCR-
ABL-THposuHKH1HA3bI, 3a HcKiodeHneM T3151. Bee 6 6osbHbIX
C 9TOil MyTalleil 0Ka3alich Pe3UCTEHTHBIMU K 1a3aTHHHOY. !

K Hacrosiiemy BpemeHH ONyOJHMKOBAHbI ~Pe3YJIbTAThI
npuMeHenus nasatuanba npu Ph+ OJIJI HeckoJbKUME KooTie-
pUpOBaHHBIMH TpynnaMu. Tak, utanbsHckas rpynna GIMEMA
ony6JIMKOBaJIa IaHHbIe O JiedeHHH 34 GOJIbHBIX OT 24 10 76 JeT
(mennana Bodpacta 54 roa ). Bee GosbHbie oJydasiv 1ekcameTa-
30H, JIeueHHe KOTOPbIM HAUHHAOCh 3a 7 IHe 10 Hauasia Teparnuu
J1a3aTHHUOOM M TTPOJIOJIIKAJIOCH 3aTeM BMECTe C 1a3aTHHHOOM J10
31-ro nusi. BosbHble MoJydassy 1Ba MHTPATEKANbLHbBIX BBEJEHUS
MEeTOTpeKCcaTa, HUKAKOU JPYroil XHMHOTEePATuK He Ha3HAYaJI0Ch.
Y 19 6osbHbIX onpesedsiics 6eqok P190,y 15 — P210. VY Bcex
NalueHToB Oblia IOCTUIHYTA T0JIHAS FeMaTOoJI0rHuecKast peMHce-
cust. TonbKo oiHOMY GOJILHOMY TPUIILIOCH OTMEHHUTD 1a3aTHHHO
U3-3a TJI0X0i nmepeHocumoct. CpoK HabJIIOIeHHST KO BpeMeHH
ny6auKauyi He mipeBbiman 11 mec. O6mmas BbRKUBAEMOCTb B
teuenne 10 mec. Hadsmonenus cocrasuaa 80,7 %. Hanuuue mu-
HUMaJIbHOH pe3ulyaabHOl 60JIe3HH KOHCTATHPOBAHO Y GOJbHBIX
¢ P190 na 43-i1 nenb sievenus, y 6osbHbIX ¢ P210 — na 84-1,
YTO AEMOHCTPUPYET MEHbLIYIO YyBCTBUTENLHOCTD K Ia3aTHHHOY
naunentoB ¢ P210-apuantom Ph. ¥V 9 GosbHBIX pasBuiics
peuunuB 3aboJieBaHusl, MeJIMaHA BPEMEHH JI0 peLyjuBa —
72 nHst OT Hayaga JedeHust. ¥ 7 u3 9 GOJNbHBIX C PELUAMBOM
6bw1 Tpanckpunt P210. Tosbko y 2 60JIbHBIX ¢ PeLUIMBOM CO-
XpaHuJics epoHavasbHblil ctatyc BCR-ABL-THpO3HHKMHASHI,
y 7 60JIbHBIX 06HAPYKEHBI MyTaluH, Y O U3 Hux — T3151. dto
hcceIoBaHke MPOJEMOHCTPUPOBAJIO BBICOKYIO 9(h(heKTHBHOCTD
Ja3aTHHIOA, HO OIHOBPEMEHHO M BBIPaKEHHYIO HeCTabUIBLHOCTD
reHoma Ph-nosuTtuBHbIX OsacTHbIX Kjaetok npu Ph+ OJIJI,
KOTOpasi MPUBOAU/IA K CEJIeKIIMH HE UyBCTBUTENLHOTO K MPOBO-
JIMO Teparuu KjaoHa.”

Bricokasi athheKTHBHOCTD Ha3aTHHMOA OTMEUeHA U eBpo-
neficKoil KOOMepaTHBHOH TPYNMON MpH JeueHHH 22 GOJbHBIX
¢ MemuaHo# Bodpacta 71 ron (61—83 roma). Bee GosbHble
MoJydaJ/ii Teparuio, BKAOUABIIIYIO IeKCAMETa30H, BUHKPUCTHH,

KIMHUYECKAA OHKOTEMATOJIOTHS



Ph-no3utusHbIii ocTpbIii nUMdI06NacTHbII neiiko3

acriaparmHasy, MeToTpekcar, uuTapabuH W 6-MepKanTonypHH.
Jlazatuan6 HasHauascs no 140 Mr B JeHb B TeueHHe BCEro
nepuosa HHAyKLIHK 1 o 100 Mr B ieHb TToriepeMeHHO ¢ XUMHOTe -
pamue B TeueHHe mepruosa KOHCOMHAAIMN 1 TIOIe P2KHBAIOIICH
tepanuu. Y 58 % GOJBHBIX MOMHMO TpaHcaokauuu (9;22)
(q34;qll) Obln npyrue xpomocoMHble abeppauuu. [losnas
remarojioruyeckast pemuccust 1octuruyta y 95,2 % nauuenTos,
y 33 % — MmoviekyJisipHast pemucchs. TobKO Y 0IHOT0 GOJILHOTO
KO BPEMEHH KOHCOJIMJIALIMH PEMHCCHH JIMarHOCTHPOBAH peli-
JIUB, y IPYTHX PELUIMBOB He Obl10, HO 7 GOJIbHBIX yMEPJIH, yallle
BCEro OT HH(EKIMOHHBIX OCT0KHEHUH.

Boicokue pesynbratsl nosydensl B MD Anderson Cancer
Center npu couetanuun pasatuHub6a u Hyper-CVAD. Jleue-
HHe moJayunan 28 GoJbHBIX C MeIuaHoil Boapacra D2 roia
(21=79 ner), y 5 U3 HUX B MOMEHT yCTaHOBJIEHHSl AMAarHO3a
6blyla AMarHOCTHPOBAHa HeliposeiikeMus. BoJbHble mogyyanu
naszatunu6 100 mr/cyT nepsble 14 qHel KaMI0ro LUK XUMHO-
tepanui. [Tocse 1ocTHKeHHs MOJIHON PeMUCCHH MAlMEeHTbI ITPO-
JloJKagu noJtydathb nazatuiu6 no 100 Mr B 1eHb U exKeMecsuHo
BUHKDPHUCTHH U TIPEIHU30JIOH HA MPOTSKEHHH 2 JIeT PEMUCCHH.
B cpennem GosbHble MOJMydUaINn MO 6 LHMKJIOB XUMHOTEpPATHH.
[Tocse omporo uykaa ykasannoi Tepanuu y 26 (93 %) Goub-
HBbIX KOHCTaTHPOBAHA MOJIHAS IeMaToJIOTHIeCcKasi PeMUCCHsT, Y
21 (81 %) — noJsiHast uuTOreHeTHYecKas pemuccust. B cpemnem
yepes 10 Hex. ot Havyasa Tepanuu y 50 % naupeHToB noJsyueHa
1oJiHast MoJieKyJisipHast pemucchst Uy 18 % — Godblioii Mo-
JIeKyJISIpHbIA oTBeT. [lpu MenmaHne Mmpoc/ieKeHHOCTH, PaBHOM
10 mec., 21 nauuenr xuB, 18 — B noJHoil pemuccuu. OcHOB-
HOH TMpPUYHHONH CMepTH ObIM MH(PEKLUHOHHBIC OCJIO0XKHEHHS.
Peunnus pasBuiicst y 5 60JbHBIX, Y 2 U3 HUX FeMaToJIOrHYeCKHM
NpHU3HAKaM peLHInBa MPE/IECTBOBAJ MOJIEKYJISPHBII PELIHIHB.
Y 4 GoJbHBIX ¢ peluIuBOM oOGHApYKeHbl MyTauun BCR-ABL-
THpO3MHKKUHA3bL, y 3 — T3151,y | — F359V."

[Tomumo BbIcOKO# 3(pheKTHBHOCTH Ja3aTHHHGA B JOCTH-
skennu pemucenu npu Ph+ OJIJI ero npeumyiiectBom rnepej
JIPYTMMH HHTHMOHTOPAMH THPO3WHKMHA3 SIBJISIETCS] COCOOHOCTD
MPOHUKATh 4Yepe3 rematosHuedannieckuii 6apbep B KoJHye-
CTBE, JOCTATOYHOM JYIsl CO3/IaHHUsT T€PANEBTHYECKOH KOHLIEHTpa-
uuu. [1pu neeseroBaHUN Ha JKUBOTHBIX OBIJIO MOKA3aHO, YTO B TO
BpeMst KaK MIMaTHHUO MPOHUKAET Yepe3 reMaTosHIeansiecKui
Gapuep B kosmuectse ot 0,5 110 2 % ero cogep:kanus B n1asme,
YTO He co3/iaeT HeoOXOAMMOH TepaneBTHYeCKOH KOHLIEHTPALHK B
JIMKBOPE, 1a3aTHHHO OMpeesIsieTCs P UCCIIe0BAaHUH JIMKBOPA
B KoHLeHTpaLuu ot 3,2 10 8,6 % ero conepzkanus B njaasme.’
Kak nokasasiu na6uoznenusi K. Porkka u coapr., y psina 60JbHBIX
Ph+ OJIJI ¢ pasButiem HeilpoJieiKeMHH Ha3HAYeHHe 1a3aTh-
HUGA T103BOJIMJIO MOJYUHUTh JUTUTEJIbHbIE PEMHCCHH, HHOT/IA JlarKe
6€3 JI0MOJIHUTENBHOTO MHTPATEKaIbHOTO BBEIEHHUS T1Penaparos,
NPUMEHSIEMBIX B Teparuu HefiposjeiikeMuu: u3 11 GoJibHBIX,
KOTOpbIe BIIEPBbIE MOJy4a/ 1a3aTHHUO B CBSI3H C HellpoJieiike-
MHed, y 7 OblT TOCTHTHYT MOJMHBIA 3 QEKT, B T. 4. y 4, KoTopble
roJlyyasi 1a3aTHHUG B BHle MOHOTEparuu.’®

Taxum 06pasom, MMeroIIHeCs B HACTOSIIIIEE BPEMST Pe3yJTLTaThl
MOKasbIBaloT, 4To B Tepanuu Ph-nosutusuoro OJIJ] npumenenne
MHIHOUTOPOB THPO3UHKHHA3 PALMOHAIBHO COYeTaTh ¢ XHMHOTE-
panueli ¢ Hauasa JedeHust. [Tocie focTHKeHUs epBOi KJIMHUKO-
reMaToJIorHieckoil peMUccHu 60JIbHbIM MoJiozke D0 JieT okasaHa
TPaHCIJIAHTALMS CTBOJIOBBIX KPOBETBOPHBIX KJIETOK, MPH OTCYT-
CTBHH COBMECTHMOTO POJICTBEHHOTO JIOHOpA — OT HEPOJICTBEH-
HOTO COBMECTHMOTO JIOHOPA MJIM ayTOJIOTHUHAsT TPAHCTIIAHTALHS,
ec/M B pesysbraTe MPOBEACHHOTO JICUEHHsT YAaJI0Ch JT0GHTHCS
MoJIeKyJIsIpHOH peMucch. locsie mpoBeieHHON TpaHCITaHTaLMH
BO H30exKaHue peLMiuBa 3a00sieBaHust OOJIBHOH JIOJIKEH [pH-
HUMAaTb UMaTUHUO WK 1a3aTUHUO B TedeHue 1,5—2 jier. D10 He
rapaHTHpyeT BbI3JIOPOBJIEHHS! TIPH IAHHOM BapHaHTe JIefiKo3a, HO
T03BOJISIET TIPOJYINTD KH3Hb GOJIBLIIUHCTBY MalHEHTOB.

www.medprint.ru
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Aspects of the course and treatment
of hairy cell leukemia

L. S. Al-Radi [1], A. V. Pivnic 2]

SUMMARY

Introduction of new drugs such as purine analogs changed
the management of hairy cell leukemia (HCL). These agents
induce complete and durable responses in most of HCL
patients. Nevertheless, minimal residual disease can be de-
tected in complete remission after therapy, and about 50 %
of patients relapse in 10 years follow-up. In current study we
reviewed a series of 160 patients with HCL with median fol-
low-up from diagnosis of 5.8 years (range 1-30 yrs), treated
with splenectomy, a-interferon (IFN) and cladribine. There
was 26 % of our HCL patients of young age (27-40 yrs).
We have shown the advantage of sequentially treatment
with a short course (3—4 months) of IFN and one course of
cladribine, that combines high efficiency (88 % complete
remissions) and safety (absence of agranulocytosis) in all
the groups of HCL patients. During long-term follow-up

(12 yrs) we find out an increased incidence of relapses in
patient younger 45 yrs at the moment of diagnosis (34 %),
than in older patients (12 %). The revealed differences

in the relapses after cladribine treatment between these
groups make with necessary the development of additional
treatment for HCL patients younger 45 yrs by rituximab.
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KIMHUNKA N TEPANWA
FEEMOBJTACTO30B

Oco6eHHOCTH TeUeHUsT U COBpPEMEHHAsA TAKTHKA

TEepanru BOJOCATOKJIETOYHOI'O JIEMKO3a

JI. C. Arv-Padu 11, A. B. [Tusnux [2]
P E®EPAT

MprmMeHeHne aHanoros NypMHOB M3MEHUNO Pe3ynbTaTthl fIe4eHNs Bonoca-
TOKNeTo4Horo nevikosa (BKJ1), no3Bonas noay4nTb NOMHbIe AAUTENbHbIE
pemMuccum y 605bLUMHCTBA O60MbHbIX. TEM HE MEeHee MUHUMarbHasa pesun-
OyanbHas 60f1e3Hb COXPaHAETCs Yy BCEX NaLMEHTOB, 1 noytn B 50 % cny-
YyaeB B TeyeHne 10-neTHero nepmoa HabNIoOeHUS pa3BnBaeTCa peLnans
3aboneBaHus. B HacTosLWen paboTe NpuBeaeHbl AaHHble HabnaeHns 3a
160 6onbHbIMU BKJ1 co cpenHen anutenbHOCTLIO 3abonesaHuns 5,8 roga
(ot 1 roga po 30 neT), NepeHecLUnX CrIEHIKTOMUIO U MONY4YMBLUNX Ne-
YyeHne uHtepdepoHom-o (MD-o) n knagpnbvHom. BblgeneHa n oxapak-
TepusdoBaHa rpynna 6onbHbix BKJT monogoro Bo3spacta (27-40 ner), co-
cTaBnswowas 26 % nauneHToB B UCCnedoBaHHOW nonynauuun. NokasaHo
NpevMyLLECTBO MOCNE[OBaTENBHONO NPUMEHEHUS KOpOoTkoro (3—4 mec.)
kypca ®-o 1 1-HegensHOro Kypca KnagpubuHa, cCodeTaroLLero BbICOKYHO
ahhekTUBHOCTE (88 % MOMHLIX peMuccuin) n 6e30nacHoOCTb (OTCyTCTBUE
arpaHynounTto3sa) y Bcex 60nbHbIx BKJ1. MNpu aHanvse pesynstaToB AONMO-
CpOYHOro HabnogeHusa (12 net) BbiABNeHa 60nbLlUasa YacToTa peunanBoB
npy BKJ1 y naumeHToB monoxe 45 net (34 %) no cpaBHEHWUIO C rPynnown
60s1bHbIX CTapLLe 3Toro Bo3pacta (12 %). BeiaBneHHble pa3nu4ms B 4acTo-
Te peunauBoB nocne Tepanun OenarT HEOOXOOAUMbIM BblaeneHus 60sb-
HbIx BKJT Monogoro Bospacrta B OTAESIbHYIO rpyrny ¢ pa3paboTkon gonos-
HUTENIbHOr O, MPOANEBAIOLLEr0 PEMUCCUIO NIEYEHNS PUTYKCUMAOOM.

KntoyeBble cnosa
BO/10CATOKMETONHbIM Nenkos, KnagpubuH, putykcnumab, Monoaon Bo3-
pacT.

BBEJAEHUE

BoJsiocaTtokserounbiii Jeiiko3 (BKJI) —
XpoHHUEeCKoe  JUMonpondepaTHBHOE
3aboJsieBaHKe, MpoTeKalollee ¢ BOBJe-
YeHHeM KOCTHOTO MO3Ta U CeJIe3eHKH,
NposiBJIsIIolleecs] LUTOMEHHEH, CIIeHO-
Merajueil M NpUCYTCTBHEM B KPOBH M/
WM KOCTHOM MO3re KJIOHA JIMM(OUIHBIX
KJIETOK ¢ 0coboil Mopdosioruelt 1 heHo-
tunom. BKJI, Boitesiennniii B 1958 1. u3
XpOHHYECKOTO JUM(OJIeiiKo3a B OTAEJb-
HYIO HO30JIOTHUYECKYIO €IMHULY B CBSI3H C
0c060H KJIMHUKO-J1a00paTOPHON Xapak-
TEPUCTHKOK M HHOM TAKTHKOH JieueHust,

XapakTepuayeTcss B HACTOsilee BpeMsi
BIOJIHE XOPOLUM 1porHo3om.>! dddex-
THBHAst W JIOCTYIHAsl CXeMa Teparuu Mpu
CBOEBPEMEHHO TOCTaBJEHHOM JHarHo3e
MPHUBOAUT Y abCOMIOTHOTO OOJIBIIMHCTBA
GoubHbix BKJI K cTOliKO# MHOroJieTHel
pemuccuu. B cBs3u ¢ 3TuM obuias npo-
JIOJLKUTEJIbHOCTh  JKU3HH  T1PABUJIBHO
JiedeHHbIX OOJIbHBIX B HACTOsILIEe BpeMsi
COTIOCTaBUMA C  TPOJIOJIKUTENBHOCTBIO
JKU3HH 3/10POBOH MOMYJISILIUH.
HecBoeBpeMeHHOCTb  MATHOCTHKH
W HeajeKBAaTHOCTb JIeUeHHsI OTYacTH
CBsI3aHbl C OTHOCHTEJbHOH PEIKOCTBIO
BKJI, cocraBasiioniero npumepHo 2 %

[1] [EMATONOrMYECKMI HayYHbI LieHTp PAMH, Mocksa

[2] HauMOHaNbHbIA MEAUKO-XMPYPrAYeckii LeHTp unM. H. M. Tuporosa, Mocksa
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Bcex JieiiKo3oB. O1HaKo, HECMOTPST HAa OTHOCHTEJIbHYIO PEIKOCTh
(1 caygait na 150 000 nacesnenust B roj), naudeHTbl ¢ BKJI
peryJisipHO BCTpPevaloTesi B MPaKTHKe remarosiora, MpHyeM B
noc/IeIHNe TOfbl 3To 3abosieBaHHe BCe yallle AHarHOCTHPYeTCs
He TOJIBKO Y JIMLL CTApLIero BO3pacTa, Ho 'y 60JIbHBIX B BO3pacTe
moJioxke 40 set. MHorna 3a6osieBaHne NposiB/sieTest HETUITHYHO,
Hanpumep 0e3 JICHKONeHUH — TaK Ha3blBaeMasi BapHaHTHasi
dopma BKJI,® uto muKTyeT HeOGXOAMMOCTb TIIATENLHOH IHp-
(hepeHLIMANBLHON MATHOCTHKH CO CXOAHBIMH JIHMOTIpOJIHde-
paTuBHbIMU 3a00JeBaHUsIMU. JIaGopaTopHast nuarHoctuka BKJI
6aaupyeTcst Ha BbISIBJEHHH B Ma3Kax KPOBH H KOCTHOTO MO3ra
aTUITMYHOK MOMYJISILMK JIMM(OLUTOB — <BOJIOCATHIX KJIETOK»
(BK) ¢ xapaxrepHo# Mopcosoruei. B HacTosiee Bpems T/1aB-
HBIM MarHoctTuyeckuM Kpurepuem BKJI cunraercest ocoOblit Um-
mynodenotun BK — slg+, CD19+, CD20+, CD5—,CD10—,
¢ BolpaxkeHHoil skcnpeccueit CD22+, CD1lc+, FMC7+ u
ymepenHoit skenpeccueit CD25+, CD103+. ITpu stom cienyer
yuecThb, 4T HET Kakoro-To oaHoro CD-mapkepa BKJI. Xorst ske-
npeccuss CD103 sBasieTcs: BbICOKOCTELM(UUHBIM TPU3HAKOM
3aboJsieBaHusl, U3BeCTHb peikue ciaydan CD103-HeratuBHOrO
3abosieBanusi, a Takke caydan CD103-M03HTHBHBIX HMHBIX
XPOHHUECKHX JMMorpoJepaTHBHbIX 3a0o/eBanuil.S Berpe-
yatorest CD11c- nu CD25-HeraruHble ciydan BKJI, oco6enno
npu BapuaHtHo# opme 3abosieBanust.” [TosTomy OblBaeT He-
o6xomumMo  auddepentupoath BKJI ot xponuueckoro Jum-
donefikoza ¥ MPONMMQOLUTAPHOrO JeiK0o3a, JUM(OLHUTOMBI
cesieseHKH, 6osie3ny BasbaeHeTpema, aniacTHIecKol aHeMUH,
MHesonpoJHdepaTHBHBIX 3a60eBaHUH, 601e3HEH MeUeHH.

EcrecTBenHoe TeueHue 60JIE3HH BapbUPYET OT 106poKaue-
CTBEHHOTO, C Me/UIEHHbIM HAapacTaHUeM N1posiBJeHui 3a0oJieBa-
HHUsI B Te€UeHHe MHOTHX JIeT 10 GbICTPOro MpOrpeccHpoBaHusl ¢
MosIBJIEHUEM CHUMITOMHOH LIMTONEHHUH, MPUBOJALLEH K rube/u
GOJIbHBIX, B MEPBYIO O4Y€PE/lb, OT HH(PEKLHUOHHBIX OC/0KHEHHUI.
CpenHsisi  TIPOJIOJDKUTEJLHOCTh KH3HH  OosibHbIX BKJI  6es
JieueHusl cocrasJisieT npumepHo 5 Jiet. [lpeanpunnmasiinecs
paHee TOMBITKH MOHO- W TOJUXMMHOTEPANUH PasiMuHbIMHU
[UTOCTATHKaMH OBbLIH, B OCHOBHOM, He3(P(EKTHBHBI, a KOPTH-
KOCTEPOUJIHBIC TOPMOHBI JIHIIb YCYTYO/IS/IM 4YaCTOTY U TSKECTh
MH(EKIHOHHBIX OCNOXKHEHHH. Tepamusi HeLUTOCTATHYECKUMH
npenaparaMi — KapOOHATOM JIMTHS, aHAPOTeHAMH, APYTHMH
MeTolaMU — TpaHCcy3UsIMUJIEAKOKOHIIEHTPATA, JieHKo(pepe3om
U T. 1., TaK:Ke Oblia Heyaauna,®? u 1o 1980-X roos e1rMHCTBEH-
HBIM YCTELIHBIM METOJOM JI€UeHHs! SIBJISJIACH CIJIEHIKTOMMSI.
YnasieHne cesieaeHKH GbICTPO JIMKBUIMPOBAJIO LIUTONEHHIO, HO, K
COKaJIEHHIO, JIULIb Y HEKOTOPbIX GOJIbHBIX Ha JUTUTEJbHbIH CPOK,
ay GOJIbLIMHCTBA — HEHAJI0JT0, C HEM3OEKHBIM B Jla/ibHEHIIEM
nporpeccupoBaHueM 3aGoJseBaHus.

[TepeBopor B Jiedennn BKJI cBsizan ¢ npumenenuem c
1984 1. unrepdepona-a. (MP-or),!! no3sosmBiiiero noJydars B
5—10 % caryuaeB mosnbie pemuccun, a B 70 % — yacTuyHble,
YTO CYLIECTBEHHO YJIydliniIo Tedenne u nporuos BKJL.'? Opnaxo
geyenne M®P-o 1o/mKHO GbIIO OBITH JIMTEJNbHBIM, HE MeHee
rojia, 1 Jlaske TpH 9TOM MpeKpallieHne jJedeHns: y 60JbIIHHCTRBA
OO0JIbHBIX C MOJHON peMUccHell 1y BeeX OO0JIbHBIX ¢ YaCTHUHOM
pemuccHeil Beso K pellinBy 3a60/ieBaHus 1 laibHeilIel, 3aua-
CTy10 noxkuaHeHHoH, tepanuu MUd-a. Tem He menee, npumene-
Hue MP-0 mo3BosIUIO YBEJNHUUTD MPOJIOJIKUTENBHOCTD XKH3HH
6osbHbix BKJI: ofliasi BbDKHBaeMOCTb 3a O-JIETHHH TEpHOT,
cocrapuaa 83 %, a Gespeuumunas — 28 %.'* Ilossienue
HOBOH TIpyMIIbl JIeKAPCTBEHHBIX CPEACTB — aHAJOroB MypHHa:
2-ne3okcnkocpopmuimna (DCE, neHTocTaTHH) U 2-X10pae30K-
cuazienosnna (2-CdA, k1agpubnH) — 3HAYUTENLHO YJIyULIU/IO
peayabrathl Jgedenuss BKJI n kapauHaibHO H3MEHWIO TeueHHe
3a00J/1eBaHKsl, BEpPHYB OOJIbHBIX K MOJHOUEHHON »KU3HH. [Ipu-
MeHeHHe NeHTOCTaTHHA TPUBOAKT K A0CTHAKEeNHIO 0T 56 10 89 %
TOJIHBIX PEMUCCHH, B T. U. U B ¢JIydasix Hea(deKTHBHOCTH HHO
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teparuu. 1 OjHako ¢ ydeToM TOKCHUHOCTH [MEHTOCTATHHA
(HeHpOTOKCHYHOCTh, HE(PPOTOKCHUHOCTD, TEMaTOTOKCHUHOCTD,
pa3BUTHE TXKEJbIX HH(EKIIMOHHBIX OCJOKHEHHIT), a TakkKe B
CBSI3H C HECKOJIBKO MeHbllIeH 3(h(eKTUBHOCTBIO O CPaBHEHUIO
¢ 2-CdA, ¢ 1990-X ro0B MMEHHO KJIaApUOUH CTaJl pernapaTom
BbIGopa npu edennn BKJI.

PesynsratuBHOCTL npuMeHeHHs1 kiaaapubuHa npu BKJI
OYeHb BbICOKA: 4acTOTa MOJHbIX PEMHCCHI cocTaBjsieT GoJsee
85 %, a o6was s(dekTHBHOCTL NpubIKaetest K 100 %;'% B To
JKe BpeMs K1aapuOuH, He 06J1a/1as B TPUMEHsEeMbIX 103aX HEHpo-,
HepOo- U renaToTOKCHYHOCTBIO, HMEET FeMaTOIOTHYECKYIO TOK-
CHYHOCTb, B OCHOBHOM MPOSIBJIAIONLYIOCS [TyGOKOH U VT TETbHOH
HeliTporienneil. HeemoTpst Ha omiesomasionmit 3hekT oaHoro
Kypca npuMeHeHus Kaaapubuna, Hajaex/apl Ha uanedenune BKJI
BCe 2Ke He OTpaBaanch. B nanbHeneM BeIICHUIOCh, UTO AaxKe
B COCTOSIHMM MOJHOH KJIHHHKO-TEMaTONOTHIeCKOH pPEeMHCCHH
rocJie JIeUeHUst aHaJIoTaMH MypHHA y BCeX GOJIbHBIX COXPAHSICS
MHHUMAJIbHBIA KJIOH OMyXOJIEBBIX KJIETOK B KOCTHOM MO3re,
1no3ToMy npuMepHo y 25 % GOJLHBIX NPU H-J1eTHEM H IOUYTH Y
50 % GoJbHbIX 11py 10-JeTHEM HAGJIONEHHH PETrHCTPUpYeTCs
peunanB 3aGosieBanust.'® ! Jlnst jedenusi pehpakTepHOro U/
peunausupyioutero BKJI B nocnentee gecsituieTie HCoib3yloT
npenapar MOHOKJIOHAJIbHOrO aHTuTesa aHtu-CD20 (putykcu-
Mab ) UM UMMYHOTOKCHHOB auTH-CD22 (BL-22) n antu-CD25
(LMB-2).'92! TToaBoist HTOrH JTOCTHXKEHUE TTOCTENHNX 25 JIeT,
H. M. Golomb nepeuncnsier B KauectBe 3(h(heKTHBHBIX Mpe-
naparoB M ®-o, neHTocTaTHH, KIaApUOWH, PHUTYKCHMab |
npemaiaraet HauuHath Tepanuio BKJI xypcom knagpubuna,
nepexosis B ciydae Heyaadu Moc/el0BaTebHO K MEHTOCTATHHY,
pUTYKCHMaOy HilH, B 1ocsieHioln ouepes, UP-a.??

Hecmotpsi Ha nocratounblii onbiT Jeuenus BKJI, nab.io-
JleHui 3a GoJblinMu rpynnamu 6osbHbix BKJI B Hawtelt erpane
HemHoro. CHCTeMaTH3HPOBAJIUCH pe3YJbTaThl [PUMEHEHHUsI
criienskromun 1 UD-a,*2* ofiHako 0TCYTCTBHE AJIUTE/bHBIX Ha-
OJ110/1eHMI 32 6OJILHBIMH, MOJy4aBLIHMHU JiIeueHHE KJIaApUOHHOM,
OCTaBJISJIO JI0 HACTOSIIIETO0 BPEMEHH HepelIeHHBIM BOTMpPOC 06
ONTHMAJIBHON MOCJIEI0BATENBHOCTH OT/AE/BHBIX STANOB TePaniy
TSI TIOJTy4€HUST CTOHKOTO JUTUTENBHOTO 3(hheKTa ¢ MUHUMH3AIHI -
el MoOouHbIX JeficTBUHA. Mbl HabJ110/1aeM 3a MpeCTaBUTe/IbHON
JUIsT TAKOTO peaxoro 3aboseBanust rpynmod u3 160 GoabHBIX
6osee 10 JieT, uTO AAM0 BO3MOXMHOCTbL BbLISIBUTH HEKOTOpbIE
0COOEHHOCTH TeueHHst 60JIe3HH U PACCMOTPETH ONTHMAJIBHYIO B
HacToslee BpeMs TakTHKY JedeHns: BKJT.

MATEPWAIbI U METO[1bl

Maumentsl. C 1995110 2007 . Ml Habuoxau 160 GoJILHBIX C Be-
pucduimpoBanubiM ararozom BKJI B Bospacte ot 27 o 81 rona
(mennana 49 siet). B uncsie 31ux 60/bHBIX Ob110 103 My»KUHHbI
u 57 xenummn (M/OK = 1,8:1). Cpen nux 41 (26 %) naupent
6blTM MoJIoioro Bodpacta — ot 27 o 40 set (Meanana 35 Jer).
Y 118(74 %) GonbubIx 6biMa BhIiBAeHa THIHUHAs popma BKJI,
y 42 (26 %) — aumarnocTuposana BapuanTHasi gopma BKJI.
JlaBHOCTL 3a00J/ieBaHUsi B CpefHeM cocraBuia 5,8 roga (OT
1 rona no 30 sier).

Junarnoctuka. lnarno3 BKJI ycranaanBa/u Ha ocHOBaHHU
OOLIETPUHATBIX KPUTEPHEB C HCCJIE0BAHHEM KOCTHOIO MO3ra
NpoOBeJIeHNeM MUMMYHO(EHOTHITHUECKOTO aHa/u3a y GOJIbIINHH-
CTBa GOJIbHbIX.

KNWHUYECKWUE CUMNTOMbI

[Tockosbky BKJI sBnsieTcs Xxponunueckum, B abCOMIOTHOM
6OMBILIMHCTBE CJyYaeB MEJIEHHO MPOrPECcCHPYIONIMM 3aboJe-
BaHHMEM, €r0 HauaJlo acTo 0CTaeTcs HesamedeHHbIM, a y 25 %
NalMeHToB 60JIe3Hb JUIMTEJLHO MPOTeKaeT OeCCUMNTOMHO U
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oGHapyxuBaetcst ciydaiino.?>? Kak uaBectHo, KJIMHHYECKHE
cumnroMbl BKJI Hecrenuduunbl M CBsi3aHbl ¢ MPOSIBJIEHUSIMH
XapaKTepHOl Il 9TOi GOJIe3HH MAHLUTONEHHH (MM OfHO-/
JIBYXPOCTKOBOH LIUTONEHHH) U crsieHomerannu.?” 2 Jlnmdaru-
YecKHe Y3JIbl peiko ObIBAIOT yBEJHUEHBI (Yallie MpH BapHaHTHOH
(hopme), MoUTH BCeraa T0 He nepudepruyeckue, a eAHHUYHbIE
BHYTPH- U 3a0PIOLLIMHHBIC, B BOPOTAX TMEUCHHU U CeJIe3eHKH. TeM
He MeHee MPH KOMIBIOTEPHOH ToMorpadun yBejnueHue adio-
MHHAJILHBIX JTAM(OY3JI0B BbISIBASIOT IpUMEPHO B 25 % ciyuaen
sa6oseanus.?*?! Iposnpim nposieaenrem BKJTy 70 % 60.1bHbIX
SIBJSIIOTCS  MH(EKIIMOHHO-BOCTAIMTE/IbHbIE OC/I0’KHEHHUS], KO-
TOpble CTAHOBSITCSI OCHOBHOFK MpHYUHON cMepTH.*>* Tlogo6Hoe
yuatenne MHGEKUNH pa3iniHON JIoKaJIH3alnK CBsI3aHO ¢ pa3-
BUBAIOLIEHCsT y GOJIbHBIX HEHTPOTIEHHEH U MOHOLUTONIEHHEH. !

B nawem naGJjioneHuu JefiKorneHusi Oblia BbIsIBJE€HA Y
74 % nauuentos, a y 26 % — KOJHMUECTBO JICHKOLUUTOB OLLIO
HOpPMaJIbHBIM HJIM TIOBBILIEHHBIM, C pa3bpocoM 3HAUYeHHH OT
4 x 10°/1 no 36 x 10%/n (mexmana 11,5 x 10%/n). Takum 06-
pasom, Jiaxke ec/iu MoJiarath, YTo y HEKOTOPbIX O0JIbHbBIX JIEHKO-
TeHHs ellle «He ycreJa» pa3BUThCs, BapuaHTHasi opma BKJI
BCTpeyasach He TaK Peiko — Kak cuutaetcs, 6osee yeM B 20 %
cayyaeB. Y 80 % NalMeHToB OblJ1a aHEMHST, OJIHAKO GOJIBIIMHCTBO
60JIbHBIX ObIIN K HEll afanTHPOBaHbl, TpaHchy3HH 3PUTPOLIMTOB
nonano6uuch auiib B 15 % cayuaes. TpomGouuTonenus Hamu
otTMeuena y 96 % maluMeHToB, 0IHAKO ry6oKofi (< 50 x 10%/a)
oHa Oblla TOJILKO B '/, Cilyuaes, NpH 5TOM reMopparuyeckuii
CHHIPOM HaOJiofa/Ics elle pexke — Juib y 18 % GosbHbIX
1 peako TpebGoBasn MPUMEHEHHsT TpaHCcysHil TpoMOGOMaccChl.
CrteHoMeranus Gbl1a OYTH y BeexX nauuentos — B 98 % cay-
yaes NpH THNHYHON W B 93 % cilydaes Npu BapuaHTHOI hopme
3abosieBanusi. Paamep cesieaeHKH BapbUPOBaJl, HO 3HAUHTENIbHOE
(> 20 c™) yBesiHUeHHe yallle 0TMeYa 0Ch NPH BapHaHTHON dop-
Me 3a60J1eBaHus, ueM THIHUHO (57 u 39 % COOTBETCTBEHHO).
A6nomunasnbias suMdageHonaTis Takxke yallle BbISIBJASIACH
y GOJIbHBIX C BapHaHTHOM, a He TunuuHoil (opmoit BKJI (33 u
9 % COOTBETCTBEHHO), OJIHAKO TOJBKO Y JBYX OOJbHBIX (062
MOJIOZIOTO Bo3pacta) JMMGOy3Jbl OblJIH 3HAYUTE/LHO YBeJIHUe-
Hbl M 00pa3oBbIBaId Kouromepathl 10 120 x 70 mm. Y 40 %
60/IbHBIX BOHUKJIN PA3/IMUHbBIC HHPEKIIHOHHO-BOCTIAIUTEbHbIE
ocyioxHeHust (Taba. 1).

Ta6nuua 1. NHdekumoHHo-BoCnanuTenbHbIe OCNOXHEHNS Y 60MbHbIX BKJT

MHeKumoHHO-BOCNanmTeNbHble Konunuectso cnyyaes (%),

OCINOXHEHNA n=64

dnermoHa, abeuecc 16 (25)
OPBK 12 (18)
[THeBMOHMA 10 (17)
Cencuc 7(12)
Cunycut 7(12)
MapanpokTut 4(7)
lepnec 4(7)
Ty6epkynes 4 (6)
Otur 2(3)
Bypcut 3(5)
®nerMoHo3HbIA anneHanLUT 1(2)

* Y HEKOTOPbIX BOMbHbIX 0TMEYEHO 60/1ee 0AHOT0 NMHAEKLMOHHO-BOCNANINTENLHOTO
OCMNOXKHEHMS.

Hau6Gosee yacro teuenne BKJI ocnoxusin abeeccs (B
T. 4. MeXMbIllIeuHble) W JIerMOHBI TMOJKOXKHOI KJETYaTKH,
pecnupartopHbie HHdekiun. ¥ 12 % nannentos HHMEKIHOHHDI
npotiecc Mprodpes reHepan3oBaHHOE CENTHYECKOe TeyeHHe,
uTO MPUBEJIO K JeTanbHoMy ucxony B 6 % cayuaes. Caemyer
yuecTh, UTO OTCYTCTBHE JeliKoneHuH (BapuanTtHas popma BKJT)
He BJieyeT 3a cOO0H OTCYTCTBHE PHCKA HH(EKIIMOHHBIX OCT0XK-
HEHHUH — TIPOLIEHT TSKEJIbIX, YTPOKAIOLINX XKU3HH HHEKLUH 1
CBsI3aHHAs C HUMM JIETAJIbHOCTb OJIMHAKOBBI TPH 00enX hopmax
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3aboneBanus. Hepeako 9TH 0C/I0)KHEHHS] BO3HHKAIOT Ha Ha-
yajbpHOM sTane Tepanun Md-o, mostomy neobxomuma ocobast
6AUTENIBHOCTD B OTHOLLIEHHH THIIEPTEPMHHU Y 3THX GOJBHBIX 151
CBOEBPEMEHHOr0 Ha3HaueHHsl aeKBATHOI aHTHOAKTePHAJIbHON
TeparnuH.

[1pu npoBefeHHUH IMATHOCTHYECKHUX TECTOB B MCCJIE0BAH-
HOH Hamu rnonyJsitud 6oJbHbIX BKJI Oblin nosyuenbl nHre-
pecHble JiaHHble 0 (eHOTHIe JUM(POLHUTOB H MOHOKJIOHAJBHON
CEeKpeLHH.

WmmyHodeHoTHIMUECKOE HcclenoBaHUe JIUMQOLUTOB.
Mbe1 npoBoausn uMMyHodeHotunmposanue y 100 6ombHbIx BKJI,
OKOHYaTesbHBIH aHanu3 uMmMyHodeHoTuna BK npencrasien Ha
OCHOBAHWH HCCJIEJOBAHUS 75 CJlydaes, Ijie Onpee/Isyii MaKkcH-
MaJIbHO MoJHbIH HaGop CD-aHTUreHOB M yKa3bIBaJIM CTENEeHb HX
IKcrpeccuu (Tabir. 2).

Ta6nuua 2. immyHodeHOTMN NmcoumToB Npu pasHbix dhopmax BKI1

Mapkep BKJ1
Bcero TununyHas BapuaHTHas B monopgom Bos-
opma opma pacTe (< 40 ner)
slg 67/68 40/40 27/28 21/21
K 36 % 35% 36 % 40 %
A 63 % 65 % 61 % 60 %
K/ 0,57 0,54 0,59 0,67
CD22 73/73,100 %  45/45,100%  28/28, 100 % 23/23,100 %
FMC7 35/38,92%  19/21,90 % 16/17, 94 % 11/12,92 %
CD11c 72/72,100 %  44/44,100%  28/28,100 % 22/22,100 %
CD25 66/71,93%  42/43,98 % 24/28, 86 % 22/23, 96 %
CD103 38/38,100 %  23/23,100%  15/15,100 % 13/13,100 %
HC2 32/32,100 %  20/20,100%  12/12,100 % 11/11,100 %
CD23 7/64,11 % 4/39,10 % 3/25,12 % 5/19, 26 %
CD10 7/43,16 % 2/25,8 % 5/18,28 % 312,25 %
CD5 2/69, 3 % 0/41,0 % 2/28,7 % 0/23, 0 %

Cunraercsi, uto rnpu BapuantHo# dopme BKJI skenpeceust
XapaKTepHbIX JUIsl THIHYHOH (opMbl GOJE3HH MapKepoB —
CDllc, CD25 u CD103 — B GOJILIIMHCTBE CIyYyaeB CHHXKEHA
WK OTCYTCTBYET,” OJIHAKO Mbl HE BBISBHJIM TaKOH 3aKOHOMEp-
HOCTH: B HalleM HaGJII0AeHUH JTUM(OLUTBI KaK MPH THITHYHOH,
TaK W TIPH BapuHaHTHOH hopMme GO0JIe3HH IKCIPECCHPOBAH STH
MapKepbl B a0COMOTHOM OOJBIIMHCTBE caydaeB. B To xxe Bpems
cusbHo aKerpeccun CD25 He b0 BbISIBJIEHO HU B OJIHOM CJly -
yae BapuaHTHOH opmbl BKJI, ymepenHas crenenb sKcnpeccuu
OblJ1a XapakTepHa Julsl MOJIOJIbIX TALMEHTOB, a cj1abas — JJst
GOoJIbHBIX CTapLIero Bo3pacTa. BeposiTHee Bcero, MMEHHO C pas-
HBIM BO3PACTHBIM COCTABOM OTUACTH CBsI3aHa Pa3HHIIA B OTIpeJie-
gennn CD25 — B HaueMm ciydae cpefiHnil Bo3pacT GOJIbHBIX C
BapuanTHo# (opmoii BKJI okasasncs ropasno MeHblle, uem y
3apy6eKHbIX aBTOPOB (M, COOTBETCTBEHHO, BbILIE JI0JIsT MOJIOZBIX
60J1bHbIX ). Kpome Toro, HesicHO, yuUThIBaJIaCh J1M 32pyOeKHbIMU
aBTOPAMH CTEMeHb 3IKCMPECCHH, BO3MOXKHO, OHH HCKJIOYasH
ciydau co caadoi crenenblo sxkenpeccun CD25. Kak BuaHo u3
JIaHHBIX TabJ1. 2, B HCC/II0BAHHON HAMM IpyTIe 6OMbHBIX YaCTO-
Ta BbisiBeHUs XxapakTepHblx st BKJI CD-mapkepos coBnanana
TNpH TUITHYHON 1 BapHaHTHO# hopmax BKJI HezaBucnumo ot Bo3-
pacra. Paznuuust Xapakrepru3oBaich JHIIb HEGOJbIUIUM U CTa-
THCTHYECKH HE/IOCTOBEPHBIM CHH’KEHHEM YacTOThbl SKCIPECCHH
anturena CD25 npu BapuantHoit popme BKJI, BbisiBAsiemMoit B
OCHOBHOM y GOJIbHBIX CTapliell BospacTHol rpynmnel. C apyrof
croponbl, y 25 % MNauMenToB Mbl OGHAPYXKUJIH HEKOTOPBIE
abeppauuu (heHOTHNA, 3aK/IOUaBIIMecsl B 9KCIpeccuu (uarie
cnaboi)  auddepeHraNbHO-IMATHOCTHIECKHX — aHTHTEHOB,
CBOHCTBEHHbBIX JIPYTUM XPOHHUECKHM JIMM(ONposHepaTHBHBIM
npoueccam — CD23, CD10 u CD5, npuuem yactora BbisiBJie-
HHUSL 9THX «aHoMasibHbIX» 1151 BKJI anTHreHoB passuanack B
3aBUCHUMOCTH OT (hopMbl 60JI€3HH (THIMYHAS WM BapHaHTHAs)
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1 Bogpacra 60JIbHOTO Ha MOMEHT BO3HHKHOBEHHUS 3a60JIeBaHUS.
Tak, 6b1JI0 0OTMEUEHO yBeJHUeHHe YacToThl BhisiBeHHss CD 10+
npu BapuantHoit hopme BKJT u CD23+ y marmenToB Mosiooro
BO3pacTa He3aBUCHUMO OT (opMbI G0JIe3HH. DKCITPECCHsT aHTHTe-
Ha CDb 6bl1a peaxoil 1 BbISIBJACHA JHIIb Y 2 60JBHBIX CTAPIIETro
Bo3pacTta ¢ TunuuHo# gpopmoit BKJI.

UmMmyHOXHMHUECKOe Hccel0BaHUe CHIBOPOTKU KPOBU U
mouu. Cekpelisi apanpoTenHa He XapaKkTepHa Jyisl Kjaccuyue-
ckoro BKJI, Tem ne menee y 16—30 % nauuentoB oGHapy»KH-
BAIOT MOJIH- UJIH MOHOKJIOHAJIbHYIO raMmanatiio.*>*® [TokazaHo,
YTO MHOTJIA MOHOKJIOHAJIbHBIH HMMYHOTJIOOYJIMH MPOILYLUPYIOT
re BK.*" Hacrota MOHOKJIOHA/ILHOM CEKPELIHH MTPH pasHbixX op-
max BKJT u B pasnom Bospacrte He ugydena. [Ipu nposenennu
UMMYHOXMMHUECKOTO HCC/IeIoBaHUs y 72 HalnX 60bHbIX BKJT
B 40 % cayuaes Gbl1a 0GHApYKeHA TIOJMHKIOHAIbHAS TaMMara-
tHst, ay 8 (11 %) nauuenTos cekpelust Gblia MOHOK/IOHAJLHOM.
Y 3 60J1bHBIX OB BHISIBJCH MOHOK/IOHA/BHBIH [gG B chIBOpOTKE
KpoBH, y b — cekpeuusi Gesika benc-/xonca (BJ) B moue. [Tou-
TH BCE CJIy4an MOHOKJIOHAJIbHOK CEKPELMH OTMEUEeHbI Y GOJIbHBIX
crapuiero Bospacra. HecmoTpsi Ha TO YTO MOHOKJIOHAJIbHYIO
CEKpEIIUIO B MPOIIEHTHOM OTHOLIEHHH MbI Yalile 0OHAPYKUBAJH
npu BapuantHo# hopme BKJI, 3Tn pasnuuusi He Gbutn cTaTh-
CTHYECKH JIOCTOBEPHBI. BeposiTHO, HajJMYHe MOHOKJIOHAJBLHOH
CeKpellnt He UMeeT CKOJIbKO-HHUOY/Ib CYIIeCTBEHHOTO 3HAUEHHS
JUIsl IporHo3a 3aboJsieBanusl. Bo BCsSIKOM catyyae, HHKaKUX OTJIH -
4Hil B TeUeHUH 3a60JIeBaHHs, OTBETE HA TEPATHIO H MPOAOJIKH -
TEJIbHOCTH PEMHUCCHH Yy OOJIbHBIX ¢ MOHOKJIOHAJILHON ceKpeLnert
Mbl He BbISIBUIH. Kpome Toro, GOJBIIMHCTBO CJly4aeB MOHO-
KJIOHAJILHON CEeKPEeLH MPUXOIUIOCh HA CTapILy0 BO3PACTHYHO
TPy, IJle U3BECTHO yBeJHUeHHe YACTOThl He3HAUUTEJIbHOH ce-
KpeILHH NaparnpoTenHa BHe CBS3U C KOHKPETHBIM 3a60JIeBaHHEM.
Opnnako cekpelst 6eska BJ kpafiHe pesiko siBjisieTcst MapKepom
HeoryxoJieBoil cekpelid. To, 4to B 5 U3 8 ciydaeB ceKpeluu
Obl1 BhIsIBJIEH Oesiok BJ, K ToMy ke B 4 ciydasix CoBnajiatoninm
¢ Tunom Jierko# tienu BK, 3acraBasier npeanosiarath cBs3b ce-
KpeLHH ¢ OCHOBHBIM 3a60s1eBaHneM. CoXpaHsIolascs CeKpeLHst
6esika BJ B mosiHo KAMHUKO-TeMaTosnorndeckoi pemuccenu BKJI
MOJKET, TaKUM 00pa3oM, CJIy:KHUTb MPOSIBJEHHEM MHHUMAaJIbLHOH
OCTaTOYHOH OOJIC3HH.

BKJ1 B monogom Bo3pacte

MsBectHo, uto BKJI B GosibLIMHCTBE cjlydaeB BbISBJSIOT
y Jiojieil eBporneiickoi pachl cTapliero Bo3pacta, Mpenmylie-
CTBEHHO MY>KCKOTO0 noJia. Tem HeoxKuaaHHee OblI0 00HAPYKHTD,
uTo cpeu HabJtonaeMblx Hamu naurenToB ¢ BKJI npu cpeanem
Bo3pacte 3aboseBux 49 ser (nmuanazon ot 27 no 81 roaa)
26 % GosbHbIX OblIH B Bospacte 10 40 nieT (Meanana 35 siet). B
CBSI3H C OTCYTCTBHEM B JIMTEPATypE, 32 UCK/IIOUEHHEM OMHCAHHUS
OT/EJ/IbHBIX CJIy4aeB, CUCTEMaTH3MPOBAaHHbIX AaHHbIX 0 BKJI B
MOJIOJIOM BO3pacTe, HaM OblIO HHTEPECHO CPABHUTbL OCHOBHbIE
XapaKTepUCTHKH 3a6oJsieBaHus B pa3HoM Boadpacte. Okaszasocs,
4TO CpPelM HalIMX MallMeHToB BapuaHTHas dopma 6oJe3HH B
MOJIOZIOM BO3pacTe BCTpeuasach ualle, yeM B crapiuem (34
u 23 % c/yuaeB COOTBETCTBEHHO), M MPEHUMYLIECTBEHHO y
myskunn (M/JK = 3,7:1). Tlpu tunuunoii dopme 3aGosena-
HUST B MOJIOIOM BO3pacTe COOTHOILIEHHE MYKYHH H JKEHIIHH
ObIO MPAKTHUECKU TaKUM 2Ke, KaK M B cTaplleidl BO3pacTHOM
rpynne (M/K = 1,7:1). Kaunuueckue nposisaenns BKJT B
MOJIOJIOM BO3pacTe XapaKTepU30Ba/JUChb OOBLIYHOH 4acTOTOMH
BbISIBJICHHS] LMTOMNEHHM M CIUIEHOMErajuu MpH J0CTOBEPHO
Gosiblliell yacToTe aGIOMHUHAJBLHON JMMQajeHONaTHH — Y
32 % Gosbbix. [Ipuuem, ecan B cTapiiem Bo3pacte aGIoMH-
HaJbHas JuMbaneHonarust Gblia yMEpeHHOH, TO y GOJbHBIX
MOJIOJIOTO BO3pacTa Mbl BCTPeYaM 3HAYUTEJBbHOE yBeJHueHHe
a67l0MHUHAJBHBIX JTUM(OY3JI0B B BUE KPYMHBIX KOHTJIOMEPATOB.
Y 0iHOTO MOJIOAOTO MalHeHTa Mbl HAOMIOAAN CIIELH(HUECKYTO
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MHQUILTPALMIO TKAHH JIETKOTO, JI0Ka3aHHYI0 THCTOJIOTHYECKHM
uccseioBanueM GHOTTATa JIETKOTro M HCUe3HyBLIYIO B Mpolecce
Tepanuu. Paznoo6pasnble HHPEKLHH C TSKEJIbIM TedeHHeM
(thriermona, abcliecchl, MapanpoKTHT, TyGepKyJe3, Cerncuc)
ocnoxus 1e610T BKJI noutn y 50 % GoJbHbIX 3TOH Tpymb 1
HaOM0AINCh TAKKe TTPH HeI(P(PEKTUBHOCTH TEPATHH, SBJSACH
ocHOBHOH npuuuHoil cmeptu. [lpn cpaBhennn denoruna BK
0KazaJloch, uTo y 6osbHbIX BKJI Mosioforo Bo3pacra npejcras-
Jienbl Bce CD-mapkepbl, CBOHCTBEHHbIEe 3TOMY 3a00J1€BAHHIO B
crapiieM Bospacre. PeHOTUTIHUECKHE OTJIHUHST 3aKJIIOUAIHCh B
CTENeHH KCMPECCHH aHTHIeHOB, a Takke B GOJIbLIEH 4acToTe
BbIIBJEeHUST abGeppaHTHoro penoruna CD25—, uan CD23+,
nian CD10+. HecmoTpst Ha oTCyTCTBHE 3HAUUTEIIBHBIX OTJIHUHI
B K/JIWHHYECKHX MPOSIBJICHHSX, 11€7€C000Pa3HOCTh BbIICJICHHS
BKJI y 60/1bHBIX MOJIOIOTO BO3pacTa B OTAebHYI0 (hopMy Oblia
060CHOBAHA, KaK 0Ka3aJsoch 11032Ke, aHalM30M Pe3yJ/IbTaToB Jie-
YeHHs], @ HMEHHO TPOJIOJIKHTENIbHOCTbIO PEMHCCHH M 4acTOTOH
PA3BUTHUS PeLIUANUBA [10C/1e YCIICLIHON Tepanuu 3a00J1eBaHUs.

BapunantHas ghopma BKJ1

BapuantHas ¢opma BKJI Brepsbie BbineseHa B 1980 r.
J. Cawley 1 coaBT., ee Tak:ke yrnoMHHaJ/N JAPyrue aBTOPbI MOJL
Ha3BaHueMm «rposumcponutapueiil Bapuant BKJI».* Ira dop-
Ma 3a60JieBaHUsl BCTPEUYaeTCsl PEIKO, COCTaBJsisl, 10 JaHHBIM
E. Matutes ncoasr., oko1o 10 %, no apyrum — 10 25 % BKJ1.#
Bapuanrtnas opma BKJI ycranaBnBaeTcsi o oTCyTCTBHUIO J€ii -
KOTIEHUH — yPOBEHb JICHKOLUTOB HopMaTbHbii (4—10 % 10°/.1)
unn nosbimen (> 10 x 10%/n1), yaute nesnauutennno. B anre-
paTtype PUBOAATCS U IPyrHe 0COOEHHOCTH BAPHAHTHOH (POPMBI:
Cpe/IHME BO3pacCT MalueHToB Bbillle — oKoJio 70 jeT (48—92),
yactoTa 3a60J1eBaHUs MOUYTH OAMHAKOBA Yy MYKUMH U 2KEHIIHH
(M/}K = 1,6:1). B cepennne 1990-x ronos B flnonun Gblia
BbIsIBJIeHa ocobast popma, Tak Ha3blBaeMblil SITOHCKUI BApUAHT
BKJI, Tak:ke nporekaiouinii 6e3 Jeikonenuu. st snoHcKoro
Bapuanta BKJI xapakrepHbl Gosiee moxuisioil Bo3pact 3a6o-
JIEBLIUX C rpeobJajanueM »KeHIIHH, 6oJiee BBICOKHI ypoBeHb
JIEHKOLIUTOB, MeHee BbIpaKeHHbIH (GUOPO3 KOCTHOTO MO3ra,
yacto orpuuaresbiblii Tect Ha TRAP u ciabast skcnpeccust uin
orcyrerue TunuHbIX CD-Mapkepos. 43

Knnnueckne nposisnennst 1 mopgosoruss BK BapuantHoit
(hOpPMBI CXOJTHBI C TAKOBBIMH TTPH THITHYHOH (hopMe 3a60/eBaHHS.
[o nawemy omnbITy, BapuaHTHast (hopMa BCTpevasach y Kaskaoro
yetBeproro GosbHoro BKJI. B nauweil monyssiuun nanpeHToB
BapuanTHasi hopma BKJI nabmopanach yaie cpeau *KeHLIUH
(32 %), uem myxkunn (23 %). Psin napameTpoB y HalIMX na-
LIMEHTOB OTJIMYAETCS OT TPUBEJEHHBIX B JIUTEPAType JaHHbIX O
60JIbHBIX C BapuaHTHOH opmMoii. Clie/lyeT yuecTb, UTo B CBSI3H C
PEIKOCTBIO BbIsIBJIEHHs BapHanTHast popma BKJI onuceiBaercs
B BHJle €IMHUUHBIX HabJiofeHuid. Hanbosee KpynHbiii 0630p,
oxBaTbiBatoLIMi 52 nauxenta, npuHaatexut E. Matutes.” C ero
pe3ysibTaTaMM Mbl W MPOBOAMJN cpaBHenue. st HarJIsiIHOCTH
CpaBHEHHS KJIMHUKO-J1a60PATOPHBIX XapaKTePHCTHK BapHAHT-
Hoit hopmbl BKJT mbl mpuBosnm ux B Ta6a. 3.

Kpurepuit Bapnantroit popmsl BKJI — otcyrerBue sefiko-
nennu. [1pu cpaBHeHHU BHIHO, UTO B HALLEH MOMYJISILHK 1TPe0s-
Jlaia i GOJIbHBIE C HOPMAJILHBIM YPOoBHEM JielkouTos (60 %),
B TO BpeMsl Kak B uccaenoBanuu E. Matutes y 90 % TMalMeHTOB
6bL1 JeiikouTo3. CpenHni Bo3pacT GOJBHBIX B 3TOH TpPyIIe B
HallleM MCCJIeIOBAHUH 0KasaJicsi ropasyio MeHbile (46 vs 71 ron)
TNPH CXOJHOM COOTHOIICHHH MYKUYHH U »KeHImH (1,3:1 vs 1,6:1).
B uesom Mbl oTMeuasnn GoJIbLIyIO 4ACTOTY BAapHaHTHOH chop-
MBI — 26 vs 10 %. Cpemn npusHakoB 3a6oJieBanys y HAILHX
MalMeHTOB 3TOH IPyMIbl B 2 pasa yatle Hab/oamm JuMdaseHo-
natuio (33 vs 15 %) 1 coueTanue aHeMuH ¢ TPOMOOLUTONEHHEH
(> 2/3 Us 1/3 ciyuaes). [lpu anannse pesysnbraToB UMMyHO(E-
HOTHITMPOBAHHSI Mbl HE BBISIBUIH, B OTJIMYHE OT 3apyOerKHBIX

KIMHUYECKAA OHKOTEMATOJIOTHS
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Ta6nuua 3. CpaBHeHVEe AaHHbIX TMTEPaTypbl M COBCTBEHHBIX AAHHBIX MNPV BapuaHTHoW dopme BKI1

MpuaHak

HaHHble nuTepatypel (E. Matutes, 2003 1., n = 52)

Co6CTBEHHble AaHHble (2007 1., n = 42)

YacToTa BbiSiBNeHUs, %

MK

MegawaHa Bo3pacTa (ananasoH), rodbl
CnneHomeranus, %

enatomeranus
JumdbaneHonatus, %
JleiikounTbl MeaMaHa (auanasoH), x 10%n

BK B kpoBu, %

MoHouuToneHus

AHeMUs + TPOMOOLMTONEHNSA
VIHhunbTpaums KocTHOro Mo3ra
CTepHblit nyHKTaT
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1,6:1

71 (48-92)

85

y 60nbluMHCTB > +10 €M

</, naumeHToB

15

34 (4-346)

>10—y 90 %

4-10—y10%

20-95

OtcyTcTByeT

'/, 60MbHbIX

MeHbLue, 4em npu TUn4Hom BKJ1
«Cyxoil» NyHKTaT pexe, Yem npw TunmyHom BKI1

26

1,3:1

46 (27-81)

93

57 % >20x 6 cm
</, MaumeHToB

33

11 (5-36)

>10—y 40 %

5-10 —y 60 %
15-90

OtcyTcTByeT — 24 %, npucytctsyetr — 76 %
>/, 60NbHbIX (74 %)
HO

HO

®eHOTUN IMMDOLNTOB

CD25, % 6
CD103, % 60
CD11c, % 87
HC2, % 7
CD10, % 15
CD23, % 8
CD5, % 0
K, % 43
A, % 57
K/A 0,75
MoHoknoHanbHas cekpeuus HO

86 (p < 0,0001)
100 (p < 0,005)
100 (p < 0,001)
100 (p < 0,0001)
22 (p=0,27)

12 (p=0,17)

7 (p < 0,005)

36

61

06

22%

HO — He oueHuBanu.

aBTOPOB, OTCYTCTBUS sKcnpeccun antureHo CD25 u HC2, a
takke cHkeHust yactotel CD103 u CDI1lc B GosblunHCTBE
ciydaeB BapuanToit dopmbl BKJI. Onnako Mbl 0GHapYy»KHJH
CTATHCTHYECKH JIOCTOBEPHOE YBeJMUeHHe CiydaeB (eHoTHNna ¢
abeppauusivu — orcyrctBueM CD25 niu Hasnunem ojHoro U3
HetunuuHblx it BKJI mapkepos CD23 6o CD10. [loBosibHO
yacto (22 % c/yuaeB) Mbl HAXOJUIH y GOJILHBIX C BAPHAHTHOR
dhopmoit BKJI MmoHokIoHambHY10 ramManatuio. 3aberasi Biepes,
c/ieyeT OTMETHTh, 9TO Mbl HE OTMETHJIH H XyAIlIero oTBeTa Ha
Tepanuio y G0JbHBIX C BapuaHTHOH (OPMOI B OTJIHYHE OT 3a-
pYO€eIKHBIX JINTePATyPHBIX AAHHBIX. BO3MOKHO, BbISIBACHHbBIE B
Hallel NomnyJsiliik GOJIbHBIX OTJIMUHS XapAKTEPUCTHK BapHaHT-
Hoil popmbl BKJI MoryT GbITh CBsI3aHbl ¢ STHUUECKUMH 0COOEH-
HOCTSIMH HaceJIeHHs Hallel CTpaHbl (M0 aHAJIOTHH C SITOHCKUM
BapuanToM BKJI, BbISIB/ISIEMBIM TOJIBKO CPE/IH SITTIOHLIEB ).

Ha nosiio BapuantHoil (hopMbl NPUXOAUTCS, M0-BHAMMOMY,
HanOOJbIINH TIPOLEHT JHarHOCTHYECKHX TPYAHOCTEH, Kora
sta opma BKJI ommbouHo npuHHUMaeTcss 3a XpOHMUECKHH
JUMbOJIERKO3 U IUMQoMy. B KauecTBe HTIIOCTPALIMH MOYKHO
npuBecTH caydait 6oabHol [.3.51., 85 sieT, koTopyto HabaOAaMM
¢ 2003 r. B pasnMYHBIX reMaToOJOTHYECKHX YUPEXKACHUIX C
JIMarHo3oM XpoHudeckuit jumdodeiikos (XJIJ1). [Tposiiennem
3a60J1eBaHusl CIy2KHJ a0COMOTHLIH JuMboLuTo3 10 85 % npH
HOPMaJIbHOM YpOBHE JIeKOLUTOB, aemust — 80 r/.1, TpomMGo-
nprornenust — 50—90 x 10%/a, crutenomeranuss — 17 X 6 cu.
[ToBoOM 11 TIOBTOPHBIX OOpAlleHUI CJYKUJ aHeMUYeCKHH
CUHJIPOM, 10 MOBOJy KOTOPOTo OOJbHOH HEOJHOKPATHO MPOBO-
JUJTHC TPaHCPY3UH 3pUTPoLUTOB. CrielindrIecKoil Tepanuu He
TIPUMEHSIIH B CBSI3H C OTCYTCTBHEM JICHKOIMTO3a M yBEJHUEHHSI
JaMMOy3/I0B, OJIHAKO M3-3a Hapacraiolleidl notpeGHOCTH B
TpaHchysusx sputpouuto B 2006 r. 60/1bHOI Obla MpeJIoNKe -
Ha xumuoTepanus. [lo Havasa naaHupyeMoll XMMHOTeparvu, B
oktsi6pe 2006 r. maupenTka 6bla HanmpaBseHa Ha obcyeloBaHie
B kauHuKy [HLL PAMH. Hatuu neesieoBanust moarBepansiv Ha-
JIMUHe U30JIMPOBAHHON criyieHoMerauu (18 X 6 cm), AByXpocT-
KOBOH LIMTOMEHHH C TeMOrJIOOHHOM 74 /51 1 TpoMOGOLUTONEHHEH

www.medprint.ru

40 x 10%/1, npu KonmuecTse sefikounTos 9,5 x 10%/.1, ¢ immdo-
unrozom 90 %. [1pu 3ToM BriepBble GbLI0 00pallleHO BHUMaHHe
Ha «BOPCHHYATYI0» MOPGOJIOTHIO YacTH JMMGOLUUTOB M Tpo-
BeJIeHb! JIOMOJIHATEbHbIE HCcenoBausl. Tak, Mbl 0GHAPYKHJIH
PE3KO MOJIOZKUTEJNbHYIO TapTPaT-yCTOHUMBYIO KHCJIyIO (hocaTa-
3y B 52 % K/IeTOK, 8 UMMYHO(EHOTHITHPOBAHHE BHIIBHJIO, UTO
70 % nuMoLUTOB NpeacTaBJenbl KIoOHOM B-smmdbouuTtos ¢
denotunom CD19+, CD20++, CD22++, CD5—, CD10—,
CD23—, CD43—, CD25+, CD103+, CDllc+, FMCT7+,
autu-BKJI+, dYto mno3BosMaI0 OKOHYATEJNBHO YCTAHOBHUTH
JIMarHO3 BApHAHTHOH (OPMbI BOJOCATOKJIETOUHOTO JeHKo3a.
[Tocsie yTouHeHus iMarno3a Mbl IpoBesiu 60JAbHON aMOyIaTOpPHO
tepanuio MP-o B Teuenune 3 mec. ¢ nocaenyoinm | -Heueb-
HBIM KypCOM XMMHOTEpAIHH KJIaJpuOHHOM, B pe3yJbTaTe yero
OblJ1a JIOCTHTHYTA T0JIHAST PEMMCCHSI C HOpMaJsH3alllell Bcex
rokasareJieil reMorpamMmbl M pasmepa cesieseHkH. B nacrosiee
BpeMs nalueHTKa HabJtoiaercst 6e3 JieueHHsl B TeueHue 2 Jier,
PEMHCCHST COXpaHSeTCS.

Anasu3upyst IpUUMHBI AIMArHOCTHUYECKOH OLIMOKH, e/lBa He
noBJieKlIeH 3a cOO0H HEBEPHYIO TAKTHKY JICUEHHUS, CTAHOBUTCS
TMOHSITHO, YTO Bpauell He HACTOPOXKUJIO OTCYTCTBHE YBEJHYEHHS
JMMOY3JI0B TIPH HAJIHYHK CIJIEHOMErajiik, a OCHOBHBIM HC-
TOUHHKOM olun6ouHoro auartoda XJIJI crano orcyrcTBre HM-
MYHO(EHOTHITHUECKOTO HccseoBanust JumpoiuTo. Cirieyer
CKa3arhb, UTO BHMMATE/bHOE H3ydeHHe MAa3KOB KPOBH C OLIEHKOH
MOp(OJIOrHH KJETOK MOIJIO Obl B CAMOM Hauyajie HarpaBHTb
MBICJ/Ib T€MATOJIOra B MPaBUIIbHOE PYCJ/IO, T. K. <BOPCHHYAThIE»
JUMQOLUTE! TTPUCYTCTBOBAHN B KPOBH B I0CTATOUHOM KOJIMYE-
cTBe. MBI Moayac crajakuBaeMcst ¢ olnbKaMu Mogo6HOTo posa ¢
6osiee IpaMaTHUHBIMU MOCJACACTBUSIMH.

Tak, y 6osbHoi [I.M.A., 39 sieT, Ha oCHOBaHHU JUM(OLUTO-
3a W CrjleHOMeraJjini patee Gbll OLIMGOYHO YCTAHOBJIEH IMATHO3
JMM(OCAPKOMBI € TTOpaXKEHHEM CeJle3eHKH W KOCTHOrO Mo3ra
M MPOBEIEHO HECKOJIbKO KYPCOB arpecCHBHOH MOJMXHMHOTE-
panuu. 3aTeM B CBfI3H C OTCYTCTBHEM 3(pheKTa BpauaMu OblIO
3ariaHupoBaHO TPHUMEHEHHE BbICOKOJ03HOH Teparuu ¢ ayTo-
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TpaHcIaHTaluei KocrHoro moara. HMceneosanue MmopcoJiorun
JIMMOLNTOB B MAa3KaX KPOBH B COUETAHHMH C THITMUHON KJIHHHUYE-
CKOH KapTHHOH MO3BOJIUJIO HaM 3aMOJ03PUTh, a MOCAEIYIOIHUM
[UTOXUMHUUECKIM U PeHOTUTTHIECKIM aHAJIM30M — TOATBEPUTD
quarnod BKJT n no6utbest am6ynaropusiM npuMenennem U P-o
M KJaApHOUHA I10JIHOA PEMUCCUH, KOTOPAsi COXPAHSIETCs yxKe
3 roga. Heo6xonuMo MOMHUTB U O TOM, UTO BO3MOXKHO coueTaHHe
BKJI ¢ npyrum remo6.sacto3om. Cpea HallIMX NAaLUEHTOB eCTh
60J1bHOH ¢ couetanuem BKJI u XJ1J1, naupent ¢ BKJI n xponu-
YeCKUM MHeJI0/1eiKo30M. TosIbKO MOJIHOLIEHHOE HCc/e/loBaHHe
M03BOJISIET BO BCEX MOA0OHBIX CJIy4asiX YCTaHOBUTb MPABHJIbHBIN
JIMarHo3 U Ha3Ha4YMTb ajleKBaTHOE JICUCHHE.

BosbIlMHCTBO MallMeHTOB MoMajiaeT B roJie 3peHHst reMaTtosiora B
pa3BepHyToil (haze Gose3HH, Tpebylolleil Ha3HAYEHNS TeparyH.
Cpenu Hatmx 60JIbHBIX TOJBKO 14 HaxoauMceh moj HabJoIeHH -
em 6e3 Tepanuu oT 1 10 6 J1eT (MeanaHa 3 rojia) ¢ nocye/IyoLIHum
Ha3HAueHHEeM JIeUeHHUsI B CBSI3U C POrpeccupoBaHueM 3a60JieBa-
Husi. AGCOJTIOTHBIMU TIOKa3aHUSIMK K HauaJ1y JieueHHst SIBJISIOTCS
BbIpaXKeHHasl WM HapacTarollasi [UTONEHNs, CHMIITOMHAs I
MaccCHUBHas CriJIeHOMeTraJusi, MPUCoeMHeHne HH(pEeKIMH. *

[Tosydanu XUMHOTEpAIHIO WIH KOPTHKOCTEPOUIHbIE TIpe-
napaTbl 1o noctynyenus K nam 19 (13 %) nauuenTos, yaiie 970
6blTHM 60JIbHBIE C OLIHGOUYHBIM IHATHO30M JIMM(OMBI (B OCHOBHOM,
npu BapuanTHo# popme BKJT). dpdekra ot 5THX BUIOB eueHus
He 6bII0, JHUIIb Y 0AHOTO H6osbHOrO 40 JIeT ¢ THMHYHOH (hopMOH
BKJI anutenbHoe (B TedeHHe rojia) mpuMeHeHHe BUHKPUCTHHA 1
NPEIHU30JI0HA IPUBEJIO K [T0JIHOM PEMUCCUH, POAOJLKABLLEHCS]
18 siet, nocsie yero pasBuJicst peluinB 3a60JeBaHHUSI.

Mbl npumensiin st Jedenust GosbHblX BKJT criensk-
tomuto, UD-o u kianpubuH. AHajus pesysnbraToB JieUeHHs U
BBIBOJIbI TIPHBEJICHBI HIXKE.

Cnnenaktomns

M3BecTHO, uTO yra/neHHe CeNe3eHKH MPHUBOAUT K OLICTPO-
My YJYYIICHHIO TeMOTPaMMBbl MPAKTHYECKH Y BCEX GOJIbHBIX,
OfIHAKO y GOJILIIWHCTBA 3aT€M BHOBb BO3HHKAET CHMIITOMHASI
uMrornenust, Tpebyioiias sedennst.!” Tem He MeHee y HEKOTOPBIX
MalMeHTOB CIJIEHSKTOMUST MOXKET TPUBOIUTD K MCUE3HOBEHHIO
MPU3HAKOB 3a00/1€BAHNS HA J0JTHE TOABI U Ia2Ke JCCATHIICTHS.
Teriepb 3TOT MeTO/ BbITeCHEH COBPeMEHHbIMH 3(h(heKTHBHLIMHU
JIEKapCTBEHHBIMH CPEICTBAMHU, HO HEOOXOAMMOCTb B HEM HHOT/IA
coxpaHsieTcsl. B ocHOBHOM, K onepaluu NpuxoauTest npuberaTsb
B TeX HEMHOTOUYHCJIEHHBIX CJIy4asiX, Korja ry6okasi LIHTOMeHH st
3HAYUTEJILHO YCHJIMBAeTCss Ha (oHe JeueHusl rpernapaTamu
Nd-o u ocnokHsieTcs: PEUUAMBUPYIOLIUMH HH(EKLIMIMH |
reMopparu4eckMm CHHApPoMOM. B 3ToM ciyuae CrjieHIKTOMHS
00ycJI0BJMBAET GbICTPOE yJydllleHHe ToKa3aTeJsell KpoBH U Mo-
3BOJISIET MPOBOUTD AAJbHEHIIYIO TepPaTHIO.

[Ipn peTpocrneKTHBHOM aHa/H3€e Pe3ysbTaToB CIJICHIKTO-
MUKy 30 GOJILHBIX Mbl OGHAPYKUJH, 4TO TOLKO y 6 (20 %) u3
HUX MOCJIe CIJICHIKTOMHH COXPAHsIAaCh MHOTOJICTHSST CTOHKAs
pemuccus uTenbHoCTbio oT 10 10 24 set (Meanana 14 ser).
OcrasbHbIM  GOJILHBIM  TIOCJIE  CIJIEHIKTOMHH  TPeGOoBaJsIoch
npojo/KeHue edennst. DPGEKT CrIeHIKTOMUN He 3aBHCEN OT
copmbl BKJT 1 Bogpacra, onHako 6611 CBSI3aH ¢ T€M, BBITTOJHS-
JIaCh JIM CTUICHIKTOMHS B Je6toTe 60J1€3HH WJIM TIPU PeLMIUBE H
nporpeccupoBanuy. CToiKast MHOTOJICTHSIST peMUCCHS Oblia J10-
CTHTHyTA Y l/3 6O0JIbHBIX, TPOONIEPUPOBAHHBIX HA PAaHHEM 3Tare
3a060J/1eBaHUs B Ka4eCTBe NePBOH JIMHUHU JIeYeHHs], B TO BpeMsl Kak
B pelyinBe 3a60J1eBaHNsl CTONKHX PEMUCCHH MTOJIyU4eHO He ObLIO.
[TosToMy mocsie ynanennst cesie3eHKH Ha paHHUX Tanax 60J1e3Hn
ompaBjaHa BbKHAATebHAsl TaKTHKA B TeyeHHe 2—3 mec. s
BBISICHEHHST HEOOXOAMMOCTH TIOC/IeyIOILeH TepanuH.
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Unrepdhepon-a.

Jlo BHenpenus B Tepanuio BKJI ananoros nypunos Md-o
OblT €AMHCTBEHHBIM 3P (PEKTUBHBIM JI€KAPCTBEHHBIM CPEJICTBOM
JUIsT JleueHust storo 3aboseBanus. OO6mas 3hGheKTHBHOCTD
tepanun UP-o cocrapaser 70—80 %, xoTa GOJLLIMHCTBO
JIOCTHIHYTBIX PEMHCCHI  — 4YacTHYHble, a Kypc JieueHHs
JUIUTEIbHBIA. 104® OCHOBHBIMU MOGOUHBIMH 3(h(hEKTAMHU SIBJISIFOT -
Csl TPUMIIONONOGHbIN CHHIPOM (TIPEHMYLILECTBEHHO B HavaJle Jie-
YeHHMsT), YTOMJISIEMOCTb, apTPaITHsl U MHAJITHSI, ayTOUMMYyHHble
OCJIO?KHEHHUsT (MUO3HUT, IepMATHT, Ternatt). MHorouncieHHbIMHU
MCCJIEIOBAHUSIMH YCTAHOBJIEHO, UTO ONTHMAJIBHBIA PEXKUM TPH-
meHenuss UP-o mpu BKJT — 3 000 000 E[I exkemHeBHO Mitnt
uepes JeHb, nocie 6—12 Hex. Takoi Tepanuu y GOJBIIMHCTBA
60/bHBIX HabJI0aeTCs yaydlleHHe KapTHHBI KPOBH M COKpa-
IeHHe pas3MepoB ceje3eHKH. PaHee mosarajoch TPOBOIUTH
tepanuio MI®-o amurensHo — He MeHee roja, a ecju MosHast
peMHCCHST He I0CTHTaMach, TO JeUeHHEe MPO0JIKAIOCH FOlaMH.
B Hacrosililee BpeMst B TaKOM JUIMTENILHOM JIeUEeHHH HET HeoO-
XOIMMOCTH: | -Hesle/IbHbIN KypC MPUMEHEeHHUs KaafpuOHHa rnocse
KopoTkoro kypca M®-oL1o3Bovisier B a6COJIOTHOM GOJbLIHHCTBE
cJlydaeB JIOCTHYb JUTMTEJbHOH MOJHOK peMuccuu. [Tuonepamu
ucnosb3oBanusi npenapatos Md-a npu BKJI B Hateil crpane
crami M. A. Bosikosa u C. B. Jlernkos.

Mpr npumennmn UP-ovy 148 maumenton ¢ BKJT (109 — ¢
THIHYHON hopmoit 3aboseBanus 1 39 — ¢ BapHaHTHOI ), MPH
sToM 40 u3 Hux ObLM MoJomoro Bospacta. [Ipu cpaBHeHHH
spdexTuBHOCTH npuMeHenuss MIP-o mpu pasHbIx BapuaHTax
3a00J/1eBaHUs Mbl HE 0OHAPYKUJIM OTJIMYKE B 4aCTOTE JIOCTUTae-
MbIX noJHbIX (ITP) n yactuunbix pemuccuit (UP) npu TunuuHoi
v BapuanTHoil popmax BKJI: 25 u 26 % IIP, 63 u 66 % YP
cooTBeTcTBeHHO. B To ke Bpems y GosbHbix BKJI Mogionoro
Bo3pacTa yactora AocTixkenus [IP 6buia mmke (19 %), u
pesyssratoM npumenenust UP-oly Hux ocroBepHo uatiie Ob110
TOJIBKO YJIydllleHHe TreMaToJIOrHUeCcKUX MoKasaTesieil, He I0CTH-
ratouiee Kpurepues pemuccnu. bosibineTsy naimenTon ¢ BKJI
Tpe6oBasnoch MpoBeAcHHe ocTosiHHOH Tepannu M P-o aist mop-
Jiep2KaHusi DPEMUCCHH, T. K. TTocsie oTMeHbl D -o pemucenst 6biia
croitkoii Tosibko y 10 (10 %) 6osbHbIx ¢ THnHUHOK Gopmoit BKJT
1y 2 (5 %) — ¢ BapuanTHOH, a coXpaHsieTcsl 10 HACTOSILIEro
BPEMEHH JIMIIb y 3 ¥ | nalueHToB COOTBETCTBEHHO. B ¢Bsi3n ¢
5TUM GOJIBLIMHCTBY GOJIbHBIX B Ja/bHEHIIEM MTPOBOJIHIICS KypC
XUMHOTEPATHUH K1aJIPHOHHOM.

Knagpn6un

C 1990-x romoB mpouwioro Beka MyGJHKYIOTCS pe3yiib-
TATHl YCTIELIHOTO TPUMeHeHHs Kaaapuouna B gose 0,1 mr/kr/
CyT B BHJE TMOCTOSIHHOH BHYTPUBEHHOH HH(Y3UH B TeueHHe
nocJjegoBare/ibiblx 7 aHei.*® TTozauee ObLIO MOKA3aHO, 4TO
0,14 mr/kr/cyr 2-yacosas UH(Y3Us B TeueHHe S JHEH Takxke
spdekrruHa.!” [Ipenapat okasascsi OAMHAKOBO YCMEIIHbIM Kak
y 60JIbHBIX C BriepBble ycTaHoBaeHHbIM BKJT, Tak 'y naineHnros,
yIKe ToJIydaBIlUX KaKoe-a16o Jeuenue (cnienskromus, UP-a,
nentoctatu). [IpuMeHeHne 3Toro npenapara He COMPOBOK/IA-
€TCsl CBOMCTBEHHOH LIMTOCTATHKAM TOKCHUHOCTbIO, B YaCTHOCTH
He OTMEUEHO TOLIHOTBI U PBOTbI, aJIOMNeLHH, Kapalo-, renaro-,
He(hpo- U HEHPOTOKCHUHOCTH, JIHIbL HHOLIA BO3HUKAET MOBbI-
IIeHHe TeMIIepaTypbl Tesia 6e3 MPU3HAKOB HH(EKIIUH, CBS3aHHOE
¢ uurosuzom. Koppekiius 1036l pernapara HeoOXoMMa TOJBKO
NpH CHIXKEHHM (YHKIMHU mouek. [Ipy mpoBeieHUH Tepamuu
criellyeT OPHEHTHPOBAThCS Ha KaMpeHe KpeaTHHHHA. OCHOBHOE
OCJIOYKHEHHE JIeYeHHs] KJaapUOMHOM — MHEJOTOKCHUECKUH
3(h(eKT, BbIPAXKAIOIIMHACS JIIHTELHBIM arpaHyJoLUTO30M, |
JUIUTeIbHAs y6oKast HMMYHOCYPECCHST C TTOHHKEHHEM YPOBHSI
CD4+ numdountos. Jlonrocpounoe HabJoeHne 3a GOJMbHLIMU
BKJI nocsie kypca Tepanuu KJIaapuOHHOM T0Ka3ano OOLLyo
5-JIeTHIO BblKMBaeMoctb Gosiee 90 %, ¢ 6e3pelnBHON

KIMHUYECKAA OHKOTEMATOJIOTHS
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5-JleTHell BbLRKHBaeMOCTbIo 0kKosio 80 %.8 Peruausbl mocse
OJIHOTO Kypca KiaapuOuHa B TeueHHe H-JIETHEro cpoka HabJ1io-
nenust coctasuan 20—33 %, a 3a 10 et — 110 48 %1648

C 1995 o 2007 r. mbl mpuMeHUH Knaapu6ud y 120 60ib-
ubix BKJI (88 — ¢ tunnunoit opmoit sa6osneBanns u 32 — ¢
BAPHAHTHOM ), TPH 3TOM Y 36 M3 HUX 3a60/eBaHHE BO3HUKJIO B
MoJsiofioM Boapacte (27 —40 set, mennana 35 set). Hucno 1P
u UP cocrasunio coorercteenno 90 u 10 % npu tunuunoM
BKJI, 86 u 11 % — npu Bapuanthoii hopme GoJiesnu. Takum
06pa3oM, Mbl He BbISIBUIH OTJHYHH B 3((PEeKTHBHOCTH TMpPH-
MeHeHHs KJ1aapubuHa npu pasubix popmax BKJI. Tem He meHee
4acToTa Pa3BUTHsI PELMAMBA MOC/E YCMEUIHOro JieUeHHs! B Bbl-
JIeJIEHHBIX TPyMax pasnuyanack. Tak, HeCMOTPst HA OJIMHAKOBYIO
HernocpeacTBeHHyI0 3(h(eKTUBHOCTb TPUMEHEHHs KaaapuonHa,
4acToTa pa3BUTHS PELIMBA B rpyrmre 60JbHBIX MoJoxKe 45 et
0KazaJiach JJOCTOBEPHO BbILIE, YeM B IpyTITe CTapiiero Bo3pac-
ta. [Ipu cpaBHeHnu ob1leil 1 6e3pellANBHON BEIXKUBAEMOCTH Y
BCeX NalMeHToB, MoJydaBuinx Tepanuto Md-o v knagpubutom,
Mbl OTMETHJIM OJIMHAKOBYIO 00111yl0, HO pasHyio Ge3pelunBHYIO
BbIKUBAEMOCTh (pHC. | ).
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Puc. 1. O6wan n 6e3peunaneHas BbkMBaeMoCcTb 60nbHbIX BKI1 npu Tepa-
N1 MHTEPAEPOHOM-0L U KNagpruonHoOm

Kax 1 oxxnpanocs, yactora 6e3pelunBHON BEKHBAEMOCTH
Ha (oHe MpUMeHeHHUsT K1afpruOrHa Obljla 3HAYUTE/IBHO BBILLIE U
noutk 50 % GOJILHBIX TPOJIOJIKAIOT HAXOAUTHLCSA B MEPBOil pe-
mucend yepes 10 J1eT nocJie 3aBeplieHUst OHOTO Kypca Tepanuu
KJ1apUOMHOM.

B cBoefi paGore Mbl NPUMEHSIN KJAaAPUOMH Pa3HbIX MPo-
usBouteneil (Jleycratun, Ortho Biotech n Janssen Cilag;
Bbuonpubun, «buoron»; Jleiiknanun, «benmennpenaparsl»;
Bepo-knanpubun, «Bepodapm»), pasnuunii B mepeHOCHMOCTH
1 3(h(HeKTUBHOCTH TIpenapaToB HaMH He oTMeueno. [Ipemapar
OTEYeCTBEHHOTO MPOM3BOJCTBA BEPO-KIAAPHOUH — aHajior
KJaIpUOMHA, M3rOTOBJSIEMbI M3 CyOCTaHUMM 3apyOeKHOTo
npoussoActBa B Poccun. Bepo-kianpubun B pamMkax KjaHHH-
YeCKHMX HCMbITaHWH Mbl Hauasu ucroJb3oBath ¢ Mast 2005 1. u
K nekabpio 2007 . npumenuan y 51 namuenra BKJL. B stoi
rpymre 60JIbHBIX ObI0 29 My»KUMH U 22 JKEHIIUHBI B BO3pacTe
ot 27 10 83 set (M/JK = 1,3:1, Mennana Bo3pacra 52 roja).
Y 10 (20 %) GonbHbIX GblIa BapuanTHast popMa 3a60/1eBaHusl.
Y 8 GoJibHbIX Obl PeLUIMB Mocie npepiyiiero kypea 2-CdA
JIPYrOro TPOU3BOACTBA. Pe:KUM MPUMEHEHHST Bepo-KaaapuonHa
COOTBETCTBOBAJI OJIHOMY W3 OOLIENPHHSITBLIX: OJMH KypC BHYTPH-
BeHHo# 2-uacoBoil nHdysun B no3e 0,1 mr/kr/cyr B Teuenue
7 nocseoBatesbHbIX AHeH. Kakux-au60 oTanumii B nepeHocu-
MOCTH M 3(Q(EKTHBHOCTH Bepo-KaaapuO1Ha 10 CPaBHEHMIO C
MCII0/Ib30BAHHBIMU paHee aHajoraMH Mbl He BbISIBUJIM. ¥ BCeX
MauueHToB ObT JIOCTUTHYT 3(hQeKkT — HopMasM3alust 1o-
KasaTeJsiell KpoBH ¢ oTcyTcTBHeM JuMdonntoda 1 BK B kposH,
y GoJbLINHCTBA GOJIBHBIX HOPMAJIH30BaJICsl pa3Mep Cesle3eHKH,
JIMIIB y D MAlMEHTOB COXpaHsAIaCh OCTaTOUHAs He3HAUUTEIbHAS
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criieHomeralus 10 14 x 5 em. HeGodbliast ocraTounast MHQHIb-
Tpalisl B KOCTHOM Mo3re uepes 6— 12 mec. nocse Teparnuu Gblia
oTMeuenay 7 mauuentos. [1P 6bia nosysena y 80 % 60J1bHBIX,
ayP — y 20 %. K anpesiio 2009 . peunauBbl BO3HUKAN Y 7
(14 %) nonyuaBliux Bepo-KJIaAPUOHH, TIPH 3TOM y 5 nai-
€HTOB B PEMHCCHH ObLIO OCTATOYHOE BOBJICUEHHE KOCTHOTO
MO03ra, a y 3 — ocTaTouHasi crjieHomeranusi. Takum o6pasom,
BEPO-KJIAIPHOHH, 110 HALLIEMY OIBITY, SIBJISIETCS BBICOKOI((eK-
THBHBIM JICKAPCTBEHHBLIM CPEJICTBOM, COOTBETCTBYIOLIUM I10
(P PEKTUBHOCTH U TI€PEHOCHMOCTH 3apyOexHbIM IpernapaTtam
2-CdA, uto Jies1aeT ero HeoOXOIMMbIM KOMIIOHEHTOM JIeYeHHsT Y
Beex 6osibHbIX BKJI. B HacTrosilee BpeMst Bepo-KJa1agpuOuH —
€IMHCTBEHHDbIH 3apErHCTPUPOBAHHBIN B HALLEH CTPaHEe aHaJor
nypuHa, 3pdekTuBHbIN B nedenun BKJI.

Jleyenne BapnaHTHo# ghopmbl BKJT

[Tpu ananuze 3¢pheKTUBHOCTH JieueHUsi BApUAHTHOM (op-
Mbl BKJI Hamu He ObLIo BBISIBJEHO CYLIECTBEHHBIX OTJIMUYHH
pe3yJIbTaToOB 110 CPABHEHHIO C TUITHYHOK (hopMoil 3a6oJieBaHus,
KaK 39TO YKa3bIBAaeTCsl B 3apyOeKHbIX HCTOUHKKAX (Tabu. 4). Tak,
110 HALIMM JaHHbIM, Tepanust M- 6bu1a sddextnsroil y 92 %

60/bHBIX ¢ BapuaHTHOH ¢opmort BKJI, a knagpubunom — vy
97 %.

Ta6nuua 4. CpaBHeHVe NMTEPaTYPHbIX N COBCTBEHHbIX AaHHbIX
3hdheKTUBHOCTUN NeveHnsi Npu BapuaHTHon opme BKI1

AakHbie nvTepaTypel Cob6CcTBeHHbIe AaHHble (2007 r.,

E. Matutes, 2 r.
nelzgﬂm ( n= 5,2)003 ’ n=42)

n 4P 6/3th n MNP 4P 6/2th
Crnexaktomua 19 13(74%) 4(22%) 11 3(27%) 6(55%) 2 (18 %)
o-uutepcoepo 14 2(14%) 12(86%) 35 9(26%) 23(66%) 3(8 %)
MeHtoctatnh 15 8(54%) 7 (46%) HO HO HO HO
Knappu6ux 8 4(50%) 4(50%) 28 24(86%) 3(11%) 1(3%)
®nypapabud 3 1(33%) 2(66%) HO HO HO HO

HO — He oueHnBanu; 6/3ch — 6e3 acpdpekra.

N3 pauHbix Tabs. 4 BUAHO, 4TO B OTJHMYME OT JAHHbLIX
CaMoro MPeACTaBUTEBHOrO MCC/IEI0BaHUsT MO 3((PEeKTHBHOCTH
Jiedenust BapuanTHo# opmbl BKJI Mbl He 06HAPYKHIH Xy/ILIHX
pe3yJILTaToOB MPH CTVICHIKTOMHH, TpuMeHennn VP -a u knagpu-
OMHa, U IOTOMY Y HAC OTCYTCTBOBAJa HEOOXOAMMOCTD IOMBITOK
[IPUMEHEHHs] JPYTUX aHaJloroB IMyPUHOB — [EHTOCTATHHA U
tdaynapabuna. o Bceil BUIMMOCTH, OTCYTCTBHE KapAMHAJIbLHBIX
OTJIMYHMI B pe3yJibTaTax JieueH st BADUAHTHOH U THITHYHOH popm
BKJI B HaueMm Hcc/eloBaHUM MPSIMO CBSI3AHO € OTCYTCTBHEM
CYLIECTBEHHBIX pas/inunii heHoTHNa 3THX JIBYX (hOPM B Hallefl
NOIYJISILUH TALUEHTOB.

OCJIOXXHEHNA NEYEHUNA

OcnoxKHEeHHs CIIIEHIKTOMIM Mbl HabJ1I0a/T1i PEIKO, B OCHOBHOM
9T0 OblJIM paHHHE I0C/IeoNepalHOHHble OCI0KHEHHUS: 00paso-
BaHHe TeMaTOMBI B JIOXKE CeJIe3eHKH, PeaKTHBHBIH MaHKpPeaTHT,
nHeBMOHHUS. Bee ykaszaHHble 0C/I0’KHEHHST He HOCHJH TSIAKEJI0T0
xapaktepa M OblLIH Ky[HPOBaHbl Ha3HAuUCHHEM aHTHOAKTepH-
anpHOl Tepanuu. [TocneonepallnoHHON JeTaNbHOCTH HAMH He
OTMEYEeHO.

OCHOBHBIM, HO OXHJIAeMbIM OCJIOXKHEHHEM Y OOJIbHBIX,
nosiydaBnx tepanuio MP-o, siBUICA TPUNTONONOOHBIH CHH-
npom — y 90 % Go.bHBIX. B psifie cirydaeB oTMedasu MosiBJeHKe
KOYKHBIX BBICBITTAHWH (M3peaKa B BHJAE Y3J0BATOH 3PUTEMBI C
JIMXOPAKOH, TIPOTEHHYpHEH ), CyCTaBHOH CHHAPOM, MBIIICYHYIO
60sb (HHOTZIA C Pa3BUTHEM HMMYHOKOMIJICKCHOTO MHIYPaTHB-
Horo mMuosuta). Jlumb y 4 % GOJNLHBLIX OCI0XKHEHHS Tepariu
N®-a 6butn Ts2kesbIMH, TpeGYIOLIMME OTMEHbI Mpenapara u
NPUMEHEHHsT KOPTHKOCTEPOUIHBIX TOPMOHOB, TIasMadepesa.
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Knanpu6us B oT/IMuKe OT MHOTHX TIPUMEHSIEMbIX TeMAaTOJIO-
ramm IUTOCTaTHKOB B 7103e 0,1 Mr/kr/cyT B Teuenue 7 aHeil uim
0,14 mr/kr/cyT B Teuenue 5 auHeii HeToKcHueH. EIMHCTBEHHBIM
OCJIOKHEHHEM JIeUeHHsT SIBJIsSIeTCsl TJIyOOKHA W JJIUTEJIbHbIN
arpanyJ/ioltod. ONHAKO ¢ YBeJIHYEHHEM OrbiTa MPUMEHEeHHs!
KJaapuGrHa Mbl OGHAPYKUJIH, UTO MPH MPEBAPUTENLHOM BBe-
nennu MI®-o arpanyiouTo3 He pa3BUBaeTCsi Wik ObIBAET OUEHD
KopoTok. Anasiornuno D. Catovsky mnpenoxus T1puMeHsTH
npenapatbl -0 o Haznauenus nenrocratrna.'® B cBsizu
C MOJIydEHHBIM OIBITOM Mbl JIABHO [€PecTaji HCIOJb30BaTh
KJIaIpUOUH B KauecTBe TePBOM JIHHUH Tepariu, a 06s3aTesIbHO
NpUMeHsieM B KadyecTBe MepBoro srama JeueHus kype MP-o
JUTHTEbHOCTBIO 3—4 Mec. Kputepruem BO3MOXKHOCTH Tiepexofa
K Teparuu KaaapuouHom 6e3 pucka Moc/eIyoniero arpaHyJaoLm-
T03a Mbl CUHTAEM CHHKEHHE TUMGBOLUTO3a B KpoBH 10 50—55 %.
Takasi moc/nenoBaTeILHOCTb JIeYEHHST MO3BOJSIET MOCTENEHHO
CHU3HUTb 0OBEM MOPAXKEHHST B KOCTHOM MO3Te M cejie3eHKe ¢
napaJijieibHbIM [PUPOCTOM KJIETOK HOPMaJbHOrO TeMorosaa,
B pe3yJibTaTe 4ero B GOJIbLIMHCTBE CJIy4aeB MOXKHO H30€XKaTb
Pa3BUTHsI arpaHyJIOLUTO3a M PHCKA TSXKEJbIX BOCMAJUTENLHO-
MHMEKIMOHHBIX OCJIOKHEHHH Y 3Tux GoJibHbIX.> Tlo paHHbIM
JIUTEPaTypbl, UH(EKIHOHHDbIE OCJOKHEHUS TOCJIe TTPUMEHEHHs]
KJaApHOHHa coCTaBsIoT 10 25 %, B T. U. TsuKeJIble, YrpoXKalo-
upe Ku3id — 6 %, cO CMEPTHOCTBIO OT OCJIOKHEHHH OKOJIO
1,5 %. Mbl, HCTo/Ib3yst TaKoH ABYXSTATHbI TIOIXOM K JICYeHHIO
BKJI, na6monann MHpEKIHMOHHbIE OCIOKHEHHST TONBKO Y 2,5 %
GOJILHBIX. DTH OCJOMKHEHHS] HOCHJIH HETSDKEJbIH Xapakrep H
OblJIM Ky[TUPOBAHbI CTAHAAPTHON aHTHOAKTepHaJIbHON Tepanuel
B KOPOTKHE CPOKH. JIeTabHOCTb OT OC/I0’KHEHHIT XHMUOTEPariH
OTCYTCTBOBaJIa, POCTOBble (DAKTOPHI He MPUMEHSIHCh. Takum
IMIHUPUUECKUM 00pa3oM Mbl 0TpaboTalM ONTUMAaJbHbIH, HA HaLll
B3MJIsiL, npoToKoa Jedenuss BKJI, koTopbi#i npuMensiemM y Bcex
OOJILHBIX:

[ sram: Md-a 3 000 000 EJIl momkoxkHO dYepe3 JieHb
3—4 mec.

11 sram: knagpuoun 0,1 mr/kr/cyr 2-yacosasi B/B HHby3Hs
7 MoC/Ie10BATe/IbHBIX HEH.

PELWANBDLI: YACTOTA, PE3YJIbTATbI NEYEHUSA, MOAXO0AbI

K YANWHEHUKO PEMUCCUK

Mbl BhisiBHaK petmnb y 21 (18 %) uz 120 GoabHbix BKJI,
MOJIyYHBILIMX TePanuio KaaapuoéuHom, B cpok ot 1,3 1o 6 Jger
(mennana 3,5 roja). DTo COMOCTABUMO C MHUPOBBIMH Pe3yiib-
TaTamu, Tae uyactota pasdButus peuuaua npu BKJI nocse
OIHOTO Kypca KJajpuOuHa coctapasieT oT 26 % ¢ MeauaHoi
Hab6umonenns 4,8 roga 10 39—48 % ¢ MenuaHoil HaGJIONEHHS
8,5 u 10 siet.!%5! [Tpeanonaranu, 4to y GOJIbHBIX ¢ MUHUMAJIBHOM
OCTaTOYHOH 6OJIE3HBIO B KOCTHOM MO3Te peliuB 3a60/1eBaHHsl
BO3HHKAET yallle, OJHAKO OOJIbIIMHCTBO HMCC/e0BaTe/Iel Cun-
TalOT, YTO TIPU HCMOJNB30BAHUH MOJEKYJSPHO-OHOMOTHUECKUX
MEeTOJIOB MCC/Ie/IOBaHHS y BCEX MalHeHTOB B MOJHOH PeMHCCHH
MOYKHO OOHapy»KMTb MPHU3HAKK OCTATOYHOH CrelupHIecKon
MH(HUILTPALHH KOCTHOTO Mo3ra.?> 5! Takum 06pa3om, HET YeTKO
KOPPEJISILMK HAJMuMsl MHHUMAJbHOH OCTATOUHOH OOJIe3HH ¢
4acTOTON Pa3BHUTHSI PELHNBA, OJIHAKO BbIsiBJIsieMast 0ObIYHBIMH
TMCTOJIOTHYECKHMH METOJaMH  OCTaTouyHast HH(UJBTPAlLUs B
KOCTHOM MO3Te MOKET ObITh IIPHUMHON YKOPOUEHHS PEMUCCHH.>
B naweil nonyasunu 6odsbHbX peunanB BKJI nocne sneuenus
KJ1aIpUOUHOM BO3HHK y 17 TMalueHToB ¢ TMIHYHOH opMoli 3a-
6osieBanus Uy 4 — ¢ BapuanTHoi. Takum oOpa3om, HaMu He
oTMeueHo GoJiee 4aCTOro pa3BUTHs PELMAMBA MPH BaPHAHTHON
dopme BKJL. Beero peumaupbl Gblid otMedenbl y 17 (20 %) us
88 GosbHbix ¢ THIMUHBIM BKJT 1y 4 (13 %) u3 32 — c Ba-
puanTHbIM. COOTHOLIEHHE MYXKUHH M YKEHIIMH Cpei GOJbHbIX
C pelMBOM 3a00JIeBaHKsl COOTBETCTBOBAJIO TAKOBOMY Y 0OJIb-
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Hoix BKJT u cocraBuiio 2:1. Tak:ke He ObLIO OTMEUEHO CBSI3U
peLMMBa C TOJNHOTOH JOCTHIHYTOH pemuccun: y 16 (76 %)
13 21 naumenTa ¢ pelMuBOM HCXOHO Oblia nocturuyta [1P u
Tobko y 5 (24 %) — UP.

B 10 ke Bpemsi Mbl 0OpaTH/IM BHUMAaHUE HA B3aMMOCBSI3b
peLUIMBOB U BO3pacTa K MOMEHTY BO3HHKHOBeHHs1 3a00JieBa-
HHUSI: CPeJIU MAHEHTOB MOJIOJIOTO BO3PACTa PELUIUBbI BO3HUKIIH
y 11 (34 %) us 32 ocraioimuxcsi noj HabJogeHHeM GOJILHDIX, B
TO BpeMsl KaK B IpYIITe CTaplliero Bo3pacta peluanB 6bli 3ape-
ructpupoBa Toabko y 10 (12 %) us 84 naumentos (p < 0,005).
[1pu cpennem Boszpacte 60JbHBIX ¢ pelIUANBOM 42 rojia (Hanason
ot 27 no 72 net) ToabKO 2 60/bHBIX (54 1 72 roja) okasaJauch
crapie 50 JieT, cpeHui ke Bo3pacT ocTaMbHbIX 19 nainenTon
cocrapua 39 set (nuanason 27 —47 set). Ipu stom 11 (50 %)
u3 21 GosbHOrO ¢ peuuauBoM Obltk Mosioxke 40 Jer, a 6 u3
8 HOJILHBIX C PAHHUM (MeHee 2 JIeT peMUCCHH ) PeLIUANBOM OblIH
Mouioxke 45 jiet (puc. 2).
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Puc. 2. O6wasn (OB) n 6e3peumaneHas (BP) BbbkrBaeMocTb nocne Tepanum
KnagpubrvHOM B 3aBMCUMOCTU OT BO3pacTta 60NbHOro (CtapLue nnm monoxe
45 neT) Ha MOMeHT BbisiBneHust BKJ1

C 4eMm cBf3aH MOBBILIEHHBII PUCK PA3BUTHS PELMIMBA B MO-
JIOZIOM BO3pacTe, MoKa HesicHo. Bo BesikoM cityuae, Koppesisiuuu
4aCTOTbI PELUANBOB ¢ ocoOeHHoCTsAMH (eHotuna BKy 6osbHbIX
MOJIOJIOTO BO3PACTa HAMH He 0TMeueHo. Tak, XoTs abeppaHTHbIH
tenorun ¢ sxkcnpeccueit CD10 wian CD23 BbisiBJIsICS B HallleM
MCC/IEIOBAHMM Hallle B MOJIOJIOM Bo3pacte (25 % cayuaes),
peLMIMB OTMEUEeH [OKa TOJIBKO Yy JBYX MOJOABIX OOJILHBIX C
abeppanneii penoruna (CD10+).

Takum o6pasom, HeCMOTpst Ha BBICOKYI0 3((EeKTHBHOCTb
Tepanun kJjaaapuouHom y OosbHbix BKJI mosonoro Bospacta
(Taxyto e, KaK ¥ B cTapiiell BO3pacTHON Ipyrme ), y HUX TTOBbI-
ILIEH PUCK pelinBa 3abo/ieBanus. B cBsA3H ¢ 9TUM 7151 JaHHOH
rpynnel  GOJBHBIX, BHAUMO, HEOOXOAMMA JOTMOJHHTEJ/bHAS
Tepanust A1s npojieHust pemuccuu. C ydeToM MeUICHHOTO pas-
BUTHSI 3a60JIeBaHusl, IPU KOTOPOM OT BO3HUKHOBEHHs JIeHK03a
JI0O MOMEHTa YCTAHOBJICHHUsl MarHo3a, Kak MpaBHJIO, MPOXOAUT
HECKOJILKO JIeT, BO3PACTHON MJIAHKOH «MOJIOJOr0 BO3pacTa,
M0-BHAUMOMY, CJIEyeT CUHTATh 4D JIeT Ha MOMEHT BhISIBJICHHSI
BKJL

B nacrosiiee Bpemst B Tepanuio JUMGOMPoIHepaTHBHBIX
3a60/1eBaHNI BKIIOYAIOTCS (MM aPOOUPYIOTCST ) MOHOKJIOHA/b-
Hble aHTHTeJNa ¥ UMMYHOTOKCHHBI. B uacTHOCTH, ecTb JaHHbIe
006 3(hhEeKTUBHOCTH Pa3JIMUHBIX PEXKHMOB  MCIOJIb30BAHHS
MOHOKJIOHA/IbHOrO aHTuTesa aHtu-CD20 (putykcumab) npu
peuuauBe BKJT win pesucTeHTHOCTH K CTaHIapTHOH Tepanuu
aHaJjioraMu rnypuHoB. [ IpeanpuHuMatoTest U NONbITKH YJIMHEHUS
PEMUCCHH 39pajiKalMell MUHMMAJbHOM OCTaTOUHOH O60Je3HH
C MOMOUIBIO PUTYKCHMa0a, TeM He MeHee OKOHYATeJbHO OITH-
MaJIbHBIH PeXKUM ero MpuMeHeHns He yeTtaHoB/eH. 2! YuuTbiBast
COOCTBEHHBIC PE3y/bTaThl U AAHHBIE JIUTEPATYPbI, Mbl CUUTAEM
LeJsiecooOpasHbiM y 60JIbHBIX MOJIOIOTO BO3pacTa nocje Kypcea

KIMHUYECKAA OHKOTEMATOJIOTHS
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XUMHUOTEpATIUK  KNAJPUOUHOM TIPOBOJUTh  TIOJIE P2KUBAIOIIHIA
(TIPOJIOHTHPYIOLIME PEMHUCCHIO) KYPC Tepariu pUTYKCHMaboM B
no3e 375 mr/m? 1 pas B Mecslll, Becero 4 BBesieHus. B nacrosiiee
BpeMs Mbl HauaJii pUMeHeHHe PUTYKCUMaba MocJie 3aBepliieHus!
cTanaapTHoro Kypca jedenust Ud-o u xknagapubunom y 7 60J1b-
noix BKJI mosionoro Bospacra (2 — mnepBuuHbIX, 5 — mocJe
PELUINBA ); pe3ysbTaThl OYIyT SICHbI MPU AaJbHEHIIEM aHaH3e
MPOJIO/ZKUTENBHOCTH PEMUCCHHU U YACTOTE PELIUIUBA.

CoBepllIeHCTBOBaHHE METO/I0B IMarHOCTHKH H JIeUeHHsT H3MEHH -
JIO TIPOTHO3 MHOTHX paHee «HeKypabeJbHbIX» JIEHKO30B; TakK, 1
BKJI B Hacrosilee BpeMsi nepelliest B pa3psijl «06J1aronpHsiTHbIX
60s1e3Hel» B CBA3H C BOZMOXKHOCTBIO IOCTHIKEHHUS TUTEbHBIX
peMuccHH, He TpeGyIOLNX TMoaep:KuBaioliel Tepanuu. [lpn
COBPEMEHHOM JIeUeHHH MeIHaHa BbDKHBAHHS B GOJBIIMHCTBE
uceneoBanuil He gocturuyTa K 10-getHemy nepuony. [Tostomy
HUCKJ/IIOYUTEJBbHO BaykHa ueTkast auarHoctuka oOosiesnu: BKJI
HeoOX0onuMo i epeHIpPoBaTh CO BCeMH 3a00JIeBaHUSIMHU,
MPOTEKAIOLUIUMH C IUTONEHHEN U CTIJIEHOMEera/ineil, 1 y4UTbIBATh
BO3MOXKHOCTb OTCYTCTBHsI JIeHKONeHHH (BapuantHasi (opma
6osie3nn). 15t 10CTOBEpHOro 1MarHo3a Kpome MHeJIOrpammbl
HeoOX0IMMO BCerJla HCCIe0BaTh TpenaHoGHoNTaT, 06s13arelib-
HO TIPOBOAUTH MMMYyHO(DEHOTHIHPOBAHHE JUM(OIUTOB KPOBH
WM KOCTHOTO MO3ra, BBISBJATH TapTPaT-yCTOHUMBYIO KHCIYIO
tocdarasy B iuMdoLUTax, ONpeaeasiTh HaJuulue MOHOKJIOHA/b-
HOI CeKpeLHH.

Cawmoti yactoit npuunHoil netanbHoct npu BKJI siBastores
undekuuy, Berpevarouecs B 50 % ciydaes. [TosTomy K Jio-
6oMy 31MH30/ly BOCMAJIUTE/bHBIX OCJ0KHEHUH Y 6osbHbIX BKJI
cJle/lyeT OTHOCHTBCS KaK K yrpoxKaiollleMy »KH3HH U CBOEBpe-
MEHHO MPOBOJAHTb AKTHBHYIO aHTHOAKTEpHANbHYIO Teparuio.
B kauectBe B0o3OynuTesiell MOMHMO GaHANbHONH MHKPO(IOPHI
y 9THX MAalMEHTOB dalle, 4eM B TIOMyJSILHH, BCTpPEUaloTCs
Legionella, Mycobacterium kansasii, Pneumocystis carinii,
Aspergilus, Histoplasma, Cryptococcus w Toxoplasma.
Caeyet yyecTb, 4TO B YCJIOBHUSIX MOHOLUTONEHHH TPaHyJIeMbl
npu MUKOOAKTepUalbHbIX U TPUOKOBBLIX MH(pEKLHUsIX 0Opasy-
I0TCSI Xy2Ke, OITOMY 9TH HH(EKIHH HEOOXOIMMO M0/103pPeBATh
Jlazke MpH OTCYTCTBUM TpaHy/eM. B cayuae coueranuss BKJI u
TyGepKyJieaa clielyeT poBOJNTh JiedeHHe 060ux 3abosieBaHuil
OJITHOBPEMEHHO.

B neuennn BKJI B HacTosiiee Bpemsi CriJIeHIKTOMHUS yCTy-
MHJIa CBOE MECTO B MIePBOH JIMHUH, HO COXpaHsIeT CBOe 3HAaUCHHe
JUIsT psila MALMEeHTOB KaK JAMarHoCTHYecKast Mpoleaypa, TpH
paspbIBe ces1e3eHKH, NTy60KOH TPOMOOLUTONICHHH, TIPH pedpak-
TEPHOCTH K JleKapcTBeHHOH Teparnuu. Kpurtepuu, 1o KOTopbiM
TPeOUTHTEbHEE CIJIEHSKTOMHS UM JIeKapCTBEHHAs! Tepariust
TIPH MacCHBHOM CIJIEHOMEraJjuu, He YCTaHOBJIEHbI H 3aBUCSIT OT
npearnouTeHnit kKauHuimcra. OHUM U3 TPEUMYLLECTB YaaJeHHs!
ceJie3eHKH sIBJIsIETCs ObICTpast, B TeueHHe | —2 cyT KoppeKliust
LMTOMEHNH, YTO YMEHbLIAET PUCK COOTBETCTBYIOLIUX OCJIOXKHE -
HHUH 1 yJTydlIaeT yCA0BHsI TPOBEJIEHHUST JIEKAPCTBEHHON TEpanuu.
Tem He MeHee PHCK XHPYpPruuecKOro BMEIIATEJbCTBA, XOTb H
HeOO0JIbIIOH, CyIIeCTRYeT.

Nd-00 — Bblcoko3(PpeKTHBHBIN Mpenapat s JeueHHs
BKJI, HO GO/IBIIMHCTBO BbI3BAHHBIX UM PEMHUCCHI YACTHUHbIE,
KypcC JleueHHs] J0/DKeH ObIThb JJIMTEJIbHBIM, MOUYTH BCerja He-
o6XouMa MoXKH3HEHHas! MOJUIepyKUBAIOLIasi Teparust. Y 4acT
GOJIbHBIX MPUEM TIpenapara BbIHYXKJIEHHO MpeKpallaioT H3-3a
pasBuTHs 10604HbIX 3PdeKToB. C M0sIBIEHHEM B KJIHHUUECKO
MpaKkTHKe TpernapaToB HOBOW TPYIMbl — aHAJOTOB IypHHOB
(meHTOCTaTHH M KNaApuOUH), MAIONIHX ropas3no GOMbIIHMH Mpo-
uent ['1P npu kopotkoM Kypce Jedenus, UD-a B 3apydekHOM
MpaKTHKe CTas HCMONb30BAThCs OYEeHb OTpPAaHHYEHHO, MPH He-

www.medprint.ru

BO3MOKHOCTH MMPUMEHHTh aHAJIOTH MyPUHOB HJIM NPH UX HEd]-
thextrBHOCTH. MBI cunTaem, uro 1P -0 Heo6X01MMO MPUMEHSTh
B KauecTBe MEepPBOro sTarna Tepanny B TeueHne 3—4 mec. y Bcex
60/TBHBIX [/ HCYE3HOBEHUS pUCKa arpaHyJ/IolUTo3a pH mocJe-
JyIOlIeM JIedYeHHH aHajoroM mypuHa. [1pn pasBuTHH pelyanBa
3a60/1eBaHNST MOBTOPHBIE KypC XHMHOTEPANuH KJAaApHOHHOM
WJIM TEHTOCTATHHOM BHOBbL ObIBaeT 3(hheKTHBEH y OOJBLUINHCTBA
OOJILHBIX.

Xors 3a60/1eBaHHE B OCHOBHOM BO3HHKAET Y JIULL [IOJKHJIOTO
Bo3pacra, okosio 25 % Beex cayuaes BKJ1 B naweit nonyasiuu
peructpupyiotcsi B Bogpacrte Mosioxke 45 jiet. BKJI y 60JbHBIX
MOJIOJIOTO BO3PACTa M0 CPaBHEHHIO CO CcTapllell BO3pacTHOM
rpynmnoil  xapaktepuayercsi 060'JbIIMM NpeobJajaHieM JIHIL
MY?KCKOT0 TI0J1a, 60JIbliIeil yacToTol BapuanTHoil hopmbl BKJI,
60bILICH YaCTOTOH yBeJINYEeHHs JUM(OY3T0B, 0OBIUHON YacTo-
TOH M BbIPAKEHHOCTbIO CIJIEHOMerasiuu, OoJibliell 4yacToTol
MH(EKIHOHHO-BOCTAUTENbHBIX 0CJI0XKHEHHI. DPHEKTHBHOCTD
JIeYeHUs! MPU PUMEHEHHH CTAHJAPTHON Tepanuu npenapatamu
Nd-o u knanpuburom y GosbHbix BKJI Mosonoro Bospacra
BbICOKAsi, OJHAKO OTMEUeHa IOBbILICHHAs 4acToTa PasBUTHS
peluauBa M MeHblIas MPOJOJIKHUTEJILHOCTL PEMHCCHH, YTO
TpeOyeT Aa/bHellero CoBeplICHCTBOBAHHS CXeMbl JICUEHHS C
BKJIIOUEHHEM MOHOKJIOHAJbHBIX aHTHTEJ Il TOH KaTeropuu
MaleHTOB.
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Waldenstrom’s macroglobulinemia
T. V. Balakireva, N. E. Andreeva

SUMMARY

Waldenstrom’s macroglobulinemia (MW) as a nozologic
form is one of the lymphoplasmacytic lymphomas character-
ized by a wide variety of clinical and morphological manifes-
tations, which makes its diagnostics and treatment a fairly
difficult task. The present paper sums up the most recent
results of the MW research, including those based on the
author’s own experience. The issues discussed also include
some definitions of the disease as well as the differential
diagnostics and therapy of its various forms and stages.
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Makporsobyaunemust BanpaeHcrpema
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PE®EPAT

Makporno6ynuHemus BanbgeHctpema (MW) kak Ho3onorndeckas gopma
BXOOUT B pasaern nmmcponnasmou,mapHux J'II/IMCbOM n oTnn4aeTcqa MHOro-
06pasvemM KIMHUYECKNX 1 MOPAONOrMYECKMX BapUAHTOB. DTO 3aTpyaHAET

€e TOYHYI ONarHoCTukKy un tepanuto.

B pa6oTe npencrtaBneHbl COBPEMEHHbIE pPe3yNnbTaTbl MHOMOYUCIIEHHbIX
nccnegosanmii MW, Bktodass cob6CTBeHHble paHHble. O6cyxpatoTcs BO-
npockl onpefeneHns 3abonesaHus, auddepeHumansHas guarHocTmka u
Tepanus pasnu4yHbix popm n ctaguii MW.

KntoyeBble cnosa
MakpornobynuH, MakpornobynuHemus BanbgeHcTpema.

BBEJIEHUE

B 1944 r. J. Waldenstrom coo6umma o
JIBYX HaOJIIOJICHUSAX C KapTHHOH CyOJiei-
KEMHUYECKOTo JIMM(OoeHKo3a, MOHOKJIO-
HaJIbHBIM (MATOJOTHUECKUM ) HMMYHOTJIO-
6yanHom M (PIgM), BEICOKOI BA3KOCTbIO
KPOBH M TeMOpparHuecKnM CHHAPOMOM
6e3 TpomboimTonenun.! Kak B neppoi,
Tak M B MOCJEIyOLIHUX padoTax Ha 3Ty
temy J. Waldenstrom ne onpenenust Hozo-
JIOTHYECKHUX PAMOK GOJIE3HH, pacCMaTpHu-
Basi MaKpOrJIOGYJIMHEMHIO KaK CHHIPOM,
MPUCYLIMH Psilly HO30JIOTHIECKHX (hopM,
npeskie Beero JuMGornposmepaTiBHOro
Xapakrepa.

[lepBoe coobliieHne 0 MakporJo-
6yanHemnn  Bagapmencrpema (MW) B
OTEYeCTBEHHOH  JUTepatype  MpHHA-
aexkut M. C. yasuuny u 0. WM. Jlopue
(1958).2

[Tocnennue roapl, Hauunas ¢ 2000 r.,
O3HAMEHOBAHbI OOJBIIMM HHTEPECOM K
sToMy 3aboJieBanuto. B 1998 r. cosnana
MexnyHnapoaHasi  opraHuzauusi 110
MW — International Waldenstrom’s
Macroglobulinemia Foundation (IMWF).
Kaxzple apa ropa npoxoasat MexxiyHa-
pOHbIE  CHMIIO3UYMbI, TIOCBSIIEHHbBIE
npodsemam MW; Ha HUX NPHHUMAIOTCS

pPEeKOMEHIALNK, Kacawlldecs orpese-
JIEHUsI,  TPOTHOCTHYECKHX  (hAKTOPOB,
KPUTEPUEB JIMarHO3a W JieueHHs, Tepa-
MeBTHUECKUX TOAX0N0B. [lociennuil 5-i
Mexnynapoanblii  cumnosuym mno MW
(the 5th International Workshop on
Waldenstrom’s Macroglobulinemia —
5-IWWM) npouten B oktsiope 2008 r. B
Croxkrosbme (IIBeuns ), Ha pomyne aBTo-
pa, BIepBble OMUCABLIETO 3Ty JUMMATH-
YECKYIO OMYyXO0Jib, M OTOMY Ha3BaHHYIO B
€ro 4eCTb.

Mtuoroo6pasne  KJIHHHKO-MopdoJioruye-
CKUX TpOsiBJ€HUH 3a0oJsieBaHUi, Mpo-
TEKAlOLIMX ¢ MOHOKJIOHALHOM MaKporJo-
6yMHEeMHUeH, naxke B rpymme B-KaeTouHbIx
JMMaTHIECKIX OMyX0JeH, CTOJb BEJHKO,
4TO, HECMOTPs1 Ha GoJsiee yeM 60-71eTHIO0
MCTOPHIO H3yUeHHs], MHOTHE COTHH Ty6JIH-
Kauui, TodHoro onpenesenus MW kak
HO030J10rMY€eCKOl (POPMBI JI0 CHX MO HET.
OObeKTHBHbIE MPUYHHBI TAKOrO I10-
JIO’KEHHS] KPOIOTCS, C OJHOH CTOPOHBI, B
0O11IEU3BECTHBIX TPYIHOCTSIX KJIacCH(HKa-
LMK JTUM(aTHIECKHX OMyXoJiel, KOTOpbIe,
HecMOTpsl Ha OGOJIbIIME YCMeXH HMMYyHO-
MOp(OJIOTHUECKHX METOIOB, pa3paboTKy U

Poccuickasn MeULIMHCKAS akaaemus NOCAeAUNNOMHOr0 06pa30Banms, kacdepa remaronorui i UHTEHCHBHOM

Tepanui, Mocksa
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NpUMeHeHHEe B MOCJIEIHUE TOJbI MOJIEKYJISIPHBIX U LUTOTeHeTHYe-
CKHX HCCJIEIOBAHHI, BCE €llle He MOTYT CUMTAThCsl OKOHUATEJHbHO
MPeOJIoJIEHHBIMH, a C IPYTOil — B YacTOH HEBO3MOYKHOCTH OTIpesie-
JIEHHsT MOHOKJIOHAJTLHOM TIPHPOZIBI MaJToi JTUMOTposTHde patiu.

CorylacHO TIPEILIAYIIMM COBPEMEHHBIM KJIaCCH(HUKALHSAM
aumcparnuecknx ornyxoseil (Revised European and American
Lymphoma Classification (REAL, 1994)*> u World Health
Organization Classification of Tumours (WHO, 2001),* MW
paccmarpuBaiach Kak «PlgM-cekpetupytowas B-kinerounas
aumponnasmouurapias aumpoma, Mopdosornuecku npea-
cTaBJleHHas MaJIbIMU JTUM(POLUTAMH, N1a3MAaTU3UPOBAHHBIMU
JuMdouuTamMH U MIa3MaTHYECKUMH KJIeTKaMH, ¢ peumyLie-
CTBEHHbIM TMOpPaXKeHWeM KOCTHOTrO0 Mo3ra, JUM(paTHYeCKUX
y3JI0B M ceJie3eHKH; Kak mnpaBuiao, 6e3 akcrnpeccun CD5,
HepelKO KJIMHUYECKH COMPOBONKIAIOIIASICS CHHAPOMOM MO-
BbILIEHHOW BSI3KOCTH U KPUOTJIOOYJIMHEMHUEN» . DTO oTpesiee-
Hue MW 6b110 0106peHO TPYMNoll SKCMEPTOB, 3aHUMAIOIIHUXCS
u3ydeHueM HUMMyHOrJoOysuH (Ig)-cekpeTupyiouux JumdaTi-
yecKHX oryxoJiefl, Ha npoBeneHHoM B Acdunax (Ipeunst) B 2002 1.
2-M MexnynapoaHom cummosuyme no MW (2-IWWM).56

CorsacHo mocsienteit  kiaccuduxkauun  World  Health
Organization Classification of Tumours (WHO, 2008), MW
MO-TIPE’KHEMY He BbIIEJISETCS B OTIEJbHYIO HO30J0THUECKYIO
(hopMy U COCTaBJISIET JIMIIb YaCTh IPYMIbI JJUMQOTIa3MOLUTap-
HeIX auMdpom (JITTJT). MW obosnauaercs Kak «B-knetouHas
JIIJ1, nns KoTopoii XapakTepHO BOBJeYEHHE B OMyX0JeBbli
npouecc KOCTHOro Mo3ra M Hajuuue MOHOKJIOHaabHoro IgM
B /110001 KOHLleHTpauuu». MoHoKIoHaIbHAsS ceKpeliust [g Bo-
o6uie u [gM B uactHocTH Hepeako HaOmonaercs npu JITTJ, xots
U He sIBJISIeTCst ee 06513aTe/IbHBIM [IPU3HAKOM.”

Ecau otofiT OT KpafiHel no3uiink 06'be/IUHEHNS] TEPMUHOM
«MakporyioOyinHemusi Basibienctpema» Bcex Jmmdaruue-
CKHMX OMyxoJiel, conpopoxaaroluxcsi npoaykunei PlgM, uro
MPOTHBOPEUHT KIMHUUECKOMY U (0COOEHHO ) TepaneBTHIEeCKOMY
MOJXOaM K HO30JI0THUECKON KJIacCH(UKALINU, U B35ITh 33 OCHO-
By HanboJiee YeTKHE U YacTble MOP(OJIOTHIECKHE KPUTEPUH, TO,
¢ Hauie# Touku 3peHus, MW noskHa ObITh omnpeneneHa Kak
XpOHUUECKHH Jeiiko3/aumpoma B-knetounoii mpupogpl c¢
npoaykuuei PIgM B 1106011 koHuienrpauuu. Ee mopdoaoruue-
CKUM cyOCTpaToM SIBJASIIOTCS JUM(BOLUTDI, NJa3MOLUTBI U BCe
NpoMeXxyTouHble POPMbI KJIETOK B PA3JUUHON MPONOPLUH.

MW naBHo onpejiesieHa Kak caMOCTOSITe/bHAs HO30J10THY€ -
ckasi (hopMa, HECMOTpsI Ha H3BECTHOE Pa3HOOOpa3ne KJHHHYE-
CKHMX U MOP(OJIOTHUECKUX BAPHAHTOB, MPHUCYILIMX MPAKTHIECKH
BCeM 3a60JIeBaHUAM U3 TPYIIIbI 3PEJOKIETOUHBIX B-suMbom.
Bkuiouenne MW B pazpnen JIITJI cnpaBeaivBo, ogHako He Hc-
KJI0YaeT ee HO30JI0THYeCKOT0 pa3rpaHnyeH s OT IPYrHX BaprHaH-
toB JITIJI, B T. 4. M OT cekpeTupytolux apyrue uzotunsl Plg, nau
TosibKo Jierkue (L) nenm Ig, nnn HecekpeTtupytoux Boodie. B
CYLIECTBYIOLUIMX KJacCUDUKALMAX 3PENOKAETOUHBIX B-mnumdom
MW zannmaet Takoe ke MeCTO, KAK MHOXKEeCTBEHHAsl MHeJIOMa
(MM), BosiocatokieTounblf Jjeitkos (BKJI), 6oe3nn TsKemnbix
ueneit (BTLL) u npyrue Ho30/10r1H.

AkcnepumeHTanbHON Mosiesit MW He CyIlecTByeT, MbIILIH-
HbI€ TIJIA3MOLMTOMBI ¢ Mpoaykuueit [gM Xopolllo H3BeCTHbI, HO
OHH UMEIOT MJIA3MOKJIETOYHBIH MOP(OJIOTHUECKUE CyOCTpaT.

MeTonoM HIHOTHUITHYECKOTO OMpe/eseH s MOBEPXHOCTHBIX
[g nokasano cymiecrBoBanne npu MW KJIOHOB JHMOLHMTOB,
COOTBETCTBYIOIIMX MO WIMOTHIY ChiBOpoTouHOMYy [gM, Haxons-
IIMXCST HA PA3HBIX CTAIUAX AU( e peHIIMPOBKH MOHOKIOHATBHBIX
B-numdouurtor.®? Cnenosaressio, MW mno anasorun ¢ MM
NpeacTaBysieT co60il UTOT OHKOJIOTHUECKUX COOBITHI, MEBIINX
MecTo, TI0 KpafiiHel Mepe, Ha ypoBHe npe-B-mimdonnros. B or-
suyre ot MM nipu MW «ocTaHoBKa» co3peBaHUsl OMyX0JeBOr0
MOHOKJIOHA MPOMCXOAUT Ha OGoJsiee paHHMX cTagusx. Kierou-
Helil coctaB MW onpenessieTcsi, Mo-BUIUMOMY, KOHEUHBIMH
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sTanamu  J1UdGepeHIUpPOBKH, KOTOPBIX JIOCTUTAET OCHOBHast
Macca  KJETOK-MOTOMKOB OHKOTEHHO —TpaHc(OpPMUPOBAHHbIX
B -KJIETOUHBIX MTPE/IILIECTBEHHHKOB C KOPPEKTHBAMMU Ha MTOCTOSTH -
HYIO M3MEHYHBOCTb B MTPOLIECCE OIyXO0JIEBOH MPOrPECCHH.

LIMTOKHHETHUECKKE TTapaMeTPbl MOHOKJIOHAJIBHON JIUM(O-
nposudepaiu npu 3Tom 3aboJieBaHUH H3ydeHbl M10x0. Cy/s 1o
OT/IEJIbHBIM COOOIIEHUSIM, OHH MPUHIMITHAILHO HE OTJHYAIOTCS]
OT TAKOBBIX IPH IJ1a3MOLUTOME,'? OHAKO KJIMHHUECKAs! IHHA-
MHKa U B LEJIOM 60JIbILIAsT TPOI0JIKUTENBHOCTD XKU3HU GOJILHbIX
MO3BOJISIIOT CUMTATH, YTO CKOPOCThb MpoJudepaiuu npy MW
HI2Ke, yeM nipp MM 1!

Jlokazano, 4To TepMHHAJbHBIE (hasbl OOJIE3HH, BbIpa-
JKAIOIIMECsT HEPEJIKO B JIOKAJILHOM OTYXOJIEBOM POCTE, pexe B
TePMHUHAJIBLHOM 0JIacTO3e, MPEICTaBJSIOT COOOH MPOsiBIEHHE
KaueCTBEHHO HOBOH MOMYJISILHK KJIETOK, HECYLIUX, ojHaKo, [g-
MapKepbl KJIOHA KJIETOK XPOHHUECKOH (hasbl.

ANNAEMuonorusa

[To Hatum pannbiv, yactotra MW B 10 pas Hike yactotrst MM,
no nanubM R. Kyle — B 7 pas.'? Puck Bo3uuknoennss MW, 1o
nannbiM F. Groves v coaBrt., coctaBasiet 1,7 (/151 2KeHUMH ) U 3,4
(u1st My>KUHH) coiydast Ha | MJTH KUTeJIel B TOJI; ¢ BO3PACcTOM OH
YBEJIMUMBACTCS B T€OMETPUUECKOH MTPOrpeccHu. 3

MW cocrapasiet okosio 2 % Bcex remMo6./acTo3oB. Mak-
CUMyM 3a60J1eBa€MOCTH MPUXOUTCS HA KOHEI] 11eCTOro — Ha-
4aJio CeIbMOro eCATUIIETHST Ku3HH. CpeiHuit Bo3pacT OOJbHBIX
cocraBsseT 63 roma (ot 32 1o 92 net y 84 60/bHBIX B HalIeH
cepun). MW BeTpeuaeTcst peiko y nauueHToB Mosioxke 40 sier.
CootHowenne M/JK papnsiercs 2,3:1.

MW uatie perucrpupyercst y npeactaButesieit 6esoit pacel
10 CpaBHEHHUIO C BbIxoAamu u3 Adpuku u ctpan Aznu. !

3 orng

[Tpuuunbl passutuss MW octatorcsi HesicHbIME. OG6cyKnaeTcst
psiil paKTOPOB: reHeTHUECKasi MPEeIPACIION0KEHHOCTh, CBSA3aH-
Hasl, ckopee Bcero, ¢ aedekToM T-KJIeTOuHOH cympeccopHOH
(DyHKLHMH; BJHSHUE pajMallHOHHBIX BO3IEHCTBHI, XUMHUECKHX
MyTareHoB U BUPYCOB.

OrtnenbHble  OMUCAHWS — CEeMEHHBIX — caydaeB  GOJIe3HU
o61ensBecTHbl. 518 B pabore M. McMaster u coast. onucaHno
12 nonoGubix cemeil.'® DTH akThl NPUHSTO paclieHUBaTh
KaK J10Ka3aTeJsbCTBO OIpeesIeHHOH TIeHeTUYecKOH rpepac-
MOJIOXKEHHOCTH K Bo3HHKHOBeHHto MW. B pabGorax nocnenHux
5 JIeT TIPOJIEMOHCTPUPOBAHA CeMeNHAas TPeAPaCcIIoNOKEHHOCTD
K BosHuKHOBenHio MW ¢ yactortoit 1o 20 % y poaCTBEHHHKOB
nepBoit JinHuu.2

Cepbe3HbIX apI'yMEHTOB B 0J1b3Y HHIYIUPYIOLIET0 BJAUSHUS
JIy4eBOTI0 M XHMHUECKOTO BO3JIEHCTBHIH He 1oJydyeHo. 22

Ha mocnennem 5-IWWM (2008) O. Landgren u coasr.
COOOLIUAN O BO3MOXKHOH TaTOTEHETHYECKOH posu B pas-
BuTHM MW XpOHHYECKOH aHTHMEHHON CTHMYJISILHM BHPYCOM
renatuta C, BUY-undekuueit u pukkercusimu.? B siurepatype
JaBHO O0OCyKiaeTcsl THIOTeTHUecKast CBA3b Mexkty MW u
Bupycom renarura C. T. Giordano u coaBT. cuuTaloT, 4To BUpYyC
renatuta C, HECOMHEHHO, CBsidaH ¢ pazsutieMm MW.2 Onnako
JIPyrHe aBTOPbI 3TO MPEJIONOKEHHe He MoiepKuBaior.?>* B
MOATBEPXKIECHHH HyKIaeTcst U cBsisb MW ¢ BHpycoMm reprieca
yejioBeka 8-ro tuna.?’

Hannune B anamHese [gM-MOHOK/IOHA/IBHOI raMManaTiu
Heorpe/ie/ieHHoro (HeyTouHeHHoro) reHesa (IgM-MGUS) sB-
JISIeTCs CyllleCTBEHHBIM (hakTopoM prcKa pa3sutus MW. R. Kyle
M COABT. CUMTAIOT, YTO PUCK pa3ButHsi MW y 3Toi Kateropuu
60/bHBIX B 46 pa3 BbIllle, 4eM B COOTBETCTBYIOLIEH BO3PACTHOH
rpyrre 310poBbIX.?® Atu apropbl Ha 5-IWWM coobluuin, uro

KIMHUYECKAA OHKOTEMATOJIOTHS



Makporno6ynunemus Banbpencrpema

puck Tpancdopmauun IgM-MGUS B MW cocraBun 6 % B
teuenne 1 rona, 39 % — 3 et u 55 % — B TeueHHe b JieT Ha-
Gaionennit y 213 6osbhbix [gM-MGUS ¢ meananoii 8 4,6 rosa.
WMccnenoBanusi, npoBejieHHble Tpymnmnoil aBropos u3 Menanuuu,
nokasanu, uyro [IgM-MGUS npenmiectBoBana Tpancgopmaryu
B MW B 50 % na6monenuii.** Coo6iiaeTcst 0 ceMeHHbIX Cydasnx
MW, B 50 % M3 KOTOpbIX paHee TaKKe JHATHOCTHPOBAJACh
[gM-MGUS.*!

NATOrEHE3

O mnaroreneze MW wusBectHo majso. S. Sahota u coaBT. mo-
KasaJii, 9TO B THUTHYHBIX CJydasx BCErja UMeEIOTCS MPHU3HAKH
coMaTHYecKoil rumepmyrauuu BapuabesabHoro (V) paiiona
retoB [g.*? [unepmyraid MPOUCXOAST MPEUMYIIECTBEHHO B
renax 3-ro cemeficta V-paiionos Tskenoi (H) uern Ig (VH3-
rersl Ig). Oco6eHHOCTBIO MOCEMYIONMX COOBITHI SIBJASETCS
OTCYTCTBHE TlepekJjioueHus: knaccoB H-uenu p Ig (Her capura
M30THUIOB, cekpeTHpyetcs Toabko [gM). Ipennonaraeres, uro
MopdoJiornyeckum cyoerpatom onyxoau rnpu MW siBisiiorest
B-kietkn namsatu (cramus moctdoJUHKYIspHON B-KieTouHow
U PepeHIIMPOBKH) ¢ BbIPaXKEHHOH B OOJIBIIMHCTBE CJIyuyaeB
skenpeccueit CD27 — onHoro U3 npeacTaBuTesiell ceMercTBa
TJIMKOTPOTEUIHBIX PEIENTOPOB K (haKTOpy HEKpO3a OMyXOJH
(TNF).3® Opnaxko B mocsiefiHnie rojibl Psii aBTOPOB, BKJIIOYAst
Ty JKe TpyMmy HucciaeaoBartesell s BeankobpuraHuu Bo riiaBe
¢ S. Sahota, coobUIMIN O TOM, UTO Y HE3HAUUTEJLHOH 4YacTH
6osbHbIX MW VH-renbl Ig He HMEIOT MPH3HAKOB COMATHYECKHX
MyTaluH, OMyXoJeBble KJIeTKH He sKkcnpeccupyior CD27, a Mmop-
thosiornueckuit cybeTpaT OMyXoJu, Mo-BUAMMOMY, MPEICTaBAEH
HauBHBLIMH B-kietkamn,?4-3

JlokasatenbCTBa MOJOOHBLIX MPEANOJNOKEHUH MOJIeXKAT
MPOBEPKE.

MoOP®ONOrug

Mopdonornueckuii cy6erpar MW 6biBaer pasubiM. Yaiie B
LIMTOJIOTMYECKUX Mpenaparax KOCTHOrO Mosra Mpeo6JanatoT
JUMGOLUTEL C M/1a3MaTH3UPOBAHHOK 1IMTOMIa3MOH. B ee Ba-
KyOJIsiX W BHYTPH HYKJI€OJI MOKHO BbisiBUTb PAS-nosuTnBHbIE
6esxoBbie BKMouenust PIgM (tesbuia Dutcher). Hapsimy ¢ Huvu
06HAPYKHBAETCST MHOTO MOHOLIMTOMIHBIX KIETOK, HAlOMHHAIO-
1LIMX KJI€TKH TTPH HH(EKLIMOHHOM MOHOHYKJ/1€03€, 1 00bIUYHbIX Ma-
JbIX anMdountoB. Hepenko mopdosoruueckue npusnaku MW
uaenTHuHbl TakoBbiM npu BKJL. [Tpumepno B 50 % ciyyaes
yBeJIMueHa J10J1s1 TlJ1a3MaTiiecKuX KieTok. [Tpumech niasmonu-
T0B MOxkeT focTHrath 10—20 % cpeau TuMQOMIHBIX 3/1eMeHTOB
OCHOBHOTO cy6cTpara onyxodiu, npuiem I[gM-cekpetupyiolumu
SIBJSIOTCS KaK JUM(OUAHbIE, TaK U MIa3MaTHYeCKHe U Mepexoj-
Hble POPMBI KIETOK. B OT/Ie/bHBIX Clydasx yBeJH4eH MPOIEHT
JNabpOLUTOB (Ty4dHbIE KJIETKH). Y HEKOTOPBIX GOJBHBIX MOP(O-
JloruyecKast KapTHHA KOCTHOTO MO3ra HEOTJIHYMMa OT TAKOBOH
npu xpoHuueckoM sumdonerikode (XJIJ1). [1pu nccnenosanuu B
9JIEKTPOHHOM MHKPOCKOIE B JIMM(MOUIHBIX djeMeHTax npu MW
B OTJIHYHE OT OOBIYHBIX JUM(OLHUTOB 06HAPYKHBAETCS] XOPOLLIO
pasBuTasi SHIOMJIAa3MaTHUECKasl CeTb, B LMCTEPHAX KOTOPOM
cojepxkutest [gM — cBHIeTEILCTBO MaKpOTJIOGYIMHCEKPETH -
pytoleil (OyHKIHH KJIETOK.

lucrosornyecku B KOCTHOM Mo3re uaile (MpUMEPHO
B 75 % Hawux HaGJIOJACHUI) BbISIBJSETCS MEKTPaOeKy-
asipHass AnQQysHas WM HHTEPCTHLHAAbHAS JHUM(OUTIHO-
na3MoKNeTouHast MHpUALTpauus. B ocTanpHbIX ciydasx
(okos0 20 % GosbHbIX) Ha hoHe MOJMMOPGPHOTrO KOCTHOrO
MO3ra MPUCYTCTBYET JIHLIb PUMeCh JTUMGBOLHUTOB, M1a3MOLH-
TOB U 1ePeXO0/IHbIX KaeTouHbIX hopM. Homynsipublii n napatpa-
GeKyJ/IsIPHbIH THIIbI TOPayKEHHsT KOCTHOTO MO3ra BCTPeYaloTcst
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3HauMTeJbLHO pexke (mpumepno B 5 % caydaes). Ilogo6Has
TUCTOJIOrHUeCKast KAPTHHA BOBJICUEHHSI B OMTyXO0JIEBBIH MPoOllece
KocTHOTO Moara npu MW mponeMoHCTpHpOBaHa W JAPYTHMH
uccseoBatessivu. 53738

XapakTepHbl yTOJIIEHHE COCY/OB, MJasMaTHIeCKoe Tpo-
MUTBIBAHHE HX CTCHOK, BHYTPHU- W BHECOCYAUCTbIC CKOTJICHHS
6enKoBbIX Mace. B otsinune ot MM vacro Betpeuaercs: pupos
CTPOMBI KOCTHOTO MO3ra, HEPEIKO 3HAUUTENIbHO BbIPaXKeHHbIH.
[MoaTromy TpenaHoGHONCHSI NOAB30IIHOI KOCTH M THCTOJIO-
rMYecKuii aHaJn3 KOCTHOTO MO3Ta UMelOT CyleCTBEHHOE 1ua-
THOCTHYECKOe MPeUMYLIECTBO 10 CPAaBHEHHUIO CO CTEPHANBHOM
NyHKUWeH, MPU KOTOPOH 3a4acTylo He yaaeTcs MoJy4uThb
JOCTaTOYHOTO KOJAMYECTBA MaTepHaJa s aHaiu3a (runokie-
TOUYHbIE 00Pa3iibl KOCTHOIO MO3ra).

B mimdartruecknx yaaax UCxXonHass apxuTeKTOHHKA 06BIYHO
coxpaHeHa. Hepeako Ha TepBblil MIaH BBICTyMACT AUJATALHS
CHHYCOB M HaJIMuMe He3HAUMTEJNbHOr0 KOJMUeCTBA Pe3nayalb-
HBIX PepPMHHA/IbHBIX LEHTPoB. [uneprniasus GosKysIoB UK
CTEPTOCTh PHUCYHKA JUMOy3/aa Berpedaiotest pexxke. B nopa-
JKEHHBIX JIUMoyaax oTmeuaetcst qucdysHas (OTHOCHTEJIbHO
MOHOTOHHAs1) HH(UIBTPALIMS MAJIbIMK JIMM(OLUTAMH, T1J1a3MO-
LUTAaMH M MX N€PEXOAHBIMH (hOPMAMH. YBEJMUEHO KOJMUECTBO
paBHOMEPHO pacCesTHHbIX TYUHbIX KJI€TOK. MoryT BcTpeuartbest B
Pa3JIMYHBIX KOJHYECTBAX SMTHTEIHOUHbBIE THCTHOLIUTHI.

B cenesenke muMbonaHo - I1a3MOKIETOUHAS HH(HIBTPALIHST
MOZKET OBITh Kak U y3HOI, TaK 1 HOTYIsIpHON. B omyxosieBbIit
Mpoliecc BOBJIEKAETCS KpacHas! MyJibMa.

XPOMOCOMHbIE AHOMATUN

B coBpemeHHOII iuTepaType NpeACTaB/IeH aHATH3 XPOMOCOMHbIX
HapylweHHH, KacatolMics OTHOCHUTEJNbHO HeGOJIbUIOro KOJH-
yectBa ciydaeB MW; ofHa M3 cambix OOJIBLIMX CepHil — 3TO
coobuienue H. Chang u coat. Ha 5-IWWM (77 GosbHbIX MW;
86 % M3 HUX TOJYUHJIH JIeUeHHe K MOMEHTY MPOBE/IEHHUs LIHTOTe -
HETHYECKOT0 aHa/IM3a METO/IOM HHTeP(a3HOl LIUTOTIa3MaTHye -
cKoil (hyioopectieHTHON rubpuanaaiiu in situ — clg-FISH).3

Y OoJsiblIMHCTBA 06C/IEIOBAHHBIX OOJILHBIX BbIABJIACTCS
HOpMaJIbHbIH KapruoTHI. Bo Bcex ciydasix, COnpoBoKIAI0UINXCS
€ro H3MeHEeHHEeM, OTMeUYeHbl KOMIJIEKCHbIE KaK YHCJIOBBIE, TaK 1
CTPYKTYpHBIE XDOMOCOMHBIE aHOMaJsMH. Yallie Apyrux B 4ucsIo-
Bble H3MeHeHHs1 BoBJieKatoTcst xpomocombl 10, 11, 12 u 20.

Camoli yactoii  xpomocomuoil adeppauueii (40—55 %
cnydaeB MW) aBsisieTcst iesieliust JVIMHHOTO T11e4a XpOMOCOMBI 6
(del6g21 wan del6q25).3*! Ecin nHaGop nauleHToB B JPYrUX
UCC/1e10BaHUsAX Oblil HeOOJIbLIKUM, TO M 4aCTOTA ITOH aHOMAJIUK
6bl1a Menblie (Hanpumep, 21 % B pa6ote C. Terre u coapr.).*2
Tem He meHee del6q He siBsieTcst crieluHUECcKOl aHOMaJHEH
aast MW, CTporux J10KasaresbCTB €€ acColMalh C TJI0XHM
MPOrHO30M B HacTosillee BpeMsi He NoJiydeHo,* XoTs paHee 9T0
yTBEPKAAIOCH, 34

B oTnenbHbIX c1yuasx Hab/101a10TCs CTPYKTY PHBIE aHOMAJTHH
KapHOTHIA, CBUAETEIbCTRYIONIHE 0 B-Knetoynot npupoge MW:
t(8;14) u t(14;18), B pesysbrare 4ero MPOUCXOAUT aKTHBALUS
OHKoOreHa c-myc nmn bel-2.4547 TleppoHauasibHble COOOLIEHHSI
o toM, uto MW accouuupyercst ¢ Hamuunem t(9;14)(p13;q32),
B pe3yJibTate KOTOPOi MPOUCXOJNT HapyllieHHe peapaHKUPOBKH
rena PAX5, He noaTBepau/nCh (yKa3aHHasi XDPOMOCOMHAsT aHO-
Masus o6uapyzxusaetcs B 50 % JII1J1, e conpoBokialoumxcs
cekperueit PI[gM). 114348

B emunnunbix caydasx npn MW BhisIBJISIIOTCS Jlesielinn
13q14 1 17p13.1," tpucomust xpomocom 3, 4 u 18.13:45:47

OTHOCHTE/IBLHO HEGOJIBIIOE YHCI0 HCCE0BAHHBIX LIUTOTE -
HeTHuecku cnyyaeB MW orpanuurBaeT pernpe3eHTaTHBHOCTb U
JIMarHOCTHYECKYIO [IeHHOCTb XPOMOCOMHOTO aHa/Mu3a MpH 3TOH
HO30JIOTHYECKOH (popMe.
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T. B. banakupesa, H. E. AnapeeBa

WMMYHO®EHOTUN

Kaetku onyxosieBoro cy6erpata npu MW skenpeccupyiot PIgM
Kak Ha cBOel moBepxHocTH (sIgM), Tak U BHYTPH LIUTOTIA3MbI
(clgM).? dkenpeccust sigM cyliiectBenHo npeBasupyet. Buacrn
kaeTok clgM BooOGlie He onpenensiercs. OnyxoJieBble KIETKH,
Kak MnpaBuJ/o, HeraThBHbI K [gD. k-tun L-ueneft Ig skenpeccu-
pyetcst yallie A-THria npuMepHo B 2 pasa (110 Apyrum JaHHbIM —
B 5 pa3). FimeeT MecTo BbIpaKeHHAsi SKCIIPeccusi B-KieTouHbIX
anturenos: CD19, CD20, CD22, CD79a. B 6osbiinHcTBe CJ1y-
yaeB KJIeTKH sKcnpeccupytor CD25, CD27, FMC7 n CD52, Ho
He skcnpeccupyior CD5 u CD10 (sKenpeccus IByX MOCTeIHUX
AHTUTEHOB pPerucTpupyercs MeHee ueM y 5 % GosabHbix MW).
Akenpeccus CD23, CD103, CD138, CDl11¢, CD56, CD117
(c-kit receptor) u ZAP-70 nexapakrepna.>37495 Jkenpeccenst
CD38 ugacra, Ho Henocrosinna. Ecin npumech niazmMaTHiecKux
KJIETOK B OIMyX0JIeBOM CyOCTpaTe CyIIECTBEHHA, TO IKCIPeccHs
takux antureHos, kKak CD38 u CD 138, moxkeT okasarbcs 3Ha-
unmoit. B psne pabot coobliaercst 0 BapHalUsax B OTHOLIEHHH
skenpeccun CD22 u CD23.

HMmMyHO(beHOTHITMUECKHE  aHA/M3 He HMeeT  CaMo-
CTOSITEJILHOTO JIMATHOCTHYECKOTO 3HAYEHHS], TOCKOJIBKY KJIETKH
OTyX0JIEBOTO cyOCTpaTa JAEMOHCTPHPYIOT MPOLECC BHYTPHKIIO-
HaJIbHOH (e peHIHPOBKH OT MaJIbIX JTUM(OIUTOB JI0 3PEJIbIX
TIa3MaTHIECKUX KJIETOK B Pa3/MYHBIX COOTHOIIEHHSX H MPO-
MOPLMSX B KaXKJIOM KOHKPETHOM cJiydae. Dta MopgoJioruiecKast
reTepOreHHOCTb HaXOAUT OTPaKeHHe B 00J1bLIOM Pa3HOOOpasnuu
MMMYHOJIOTHUECKMX MApKePOB M CKasbiBAeTCsl HAa peayJibTaTax
ana/nza. OH JIMLIb CJIYXKUT JOMOJHEHHEM TIPU MTOCTAHOBKE JIHa-
rHO3a B 1103y MW.

UMMYHOXWMWYECKMWIA AHANW3 BENKOB CbIBOPOTKU

KPOBW 1 MOYN

BbisiBieHHe M HMMYyHOXHMMUYECKast XapakTepHCTHKA MOHO-
KJIoHaabHoro IgM HMeloT cBoM 0COGEHHOCTH, CBsI3aHHbBIE CO
CTPYKTYPHBIMH 1 (DyHKLIMOHAJIBbHBIMH CBOHCTBAMH HCCJIELyEMOTO
OeJika.

[gM npu MW xapakrepusyercsi pagHooOpa3HbIMH Hapy-
[ICHUSAMH cOOPKH MOJIEKYJBl. B oT/iMume oT HOpMasbHBIX MeH-
TaMepPHBIX MOJIEKYJT HEPEJKO CEKPETHPYIOTCS] MOHO-, -, TPH- U
teTpamepbl [gM B pasubix cootHouIeHusix. Kpome Toro, onpene-
JsiioTest cBoOonuble L-1ienu cootBercTBytomnx PIgM — 6Gesok
Bene-JLxonca (BJ). Kak u Hopmasbhblit [IgM, cblBOpoTOUHbIH
PIgM ckyioHeH KOMIJIEKCUPOBATBLCS ¢ HOPpMaJIbHLIMU g Ipyrux
M30THIIOB U JIPYTHMH GeJIKAMH T1/1a3Mbl.

Jliist kosnmyectBenHoro onpezetenuss PIgM wmpoko npu-
MEHSIETCSl METO/L ICHCUTOMETPHH 3JIEKTPOOpPErpamMm.

Tunupoanue Oeska BJ ocyulecTB/sieTcsi METOLOM HUMMY-
Houkcauwu (UP).

[To naunbim R. Kyle n J. Garton,* kosnuectso PIgMy 6041b-
HbIX MW B MOMEHT MOCTAHOBKH IHarH03a B CPeHEM COCTABJISIET
43 r/a ¢ koseGanusivu ot 30 10 79 r/s1. CorsiacHo HaLLNM JaH-
HBIM, COOTHOLIEHHe K/A TpH H30/MMpoBaHHOl cexkpeln PIgM
cocraBsisiet 2,4:1, npu naanuun BJ-npotennypun — 4,2:1. B
1es1om Ha oo PIgM k-tina npuxoautest okosio 75 % cayduaes
MW.

Yacrora BJ-nporeunypun kose6sercst ot 55 10 80 %.55-58
[To HauM 1anHbIM, 0Ha cocTabasteT okosio 60 %. [1pu 3ToM Ko-
JIyecTBO 6eJiKa B Moue, ornpejesiemMoe MeToioM bpani6epra—
Po6eprca— CrosbuukoBa, peako npesbimaer 200 mMr/cyt, a 'y
40 % 60JbHBIX OH BOOOLIE He BbisiBAseTcs. [1IpH HCToIb30BaHHHU
MMMYHOH30Tax03/1eKTpohopesa — MeToza Beibopa /st oTpeie-
JIEHUsT MHHUMaJIbHBIX KOJMYECTB MOHOKJIOHANBHBIX L-1ieneit Ig
B MOYe — 4acToTa BbisiBJeHus BJ-npoTennypun pesko Bodpac-
Taet u npubanxaercs K 100 %.%
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Kmunnueckass cuvnromatika MW ompenessercs, ¢ OHOH
CTOPOHBI, JIEHKO3HOH mpoJudepaneit crneluUiecKux JUM-
(hOUIHBIX 3JEMEHTOB B KOCTHOM MO3Te, T€UeHH, Cese3eHKe,
JUMQaTHICCKHX y3/1ax (HepeIKo U B IPYTHX OpraHax U TKaHsIX),
C JIpyroii — HajuuueM B cbiBOpoTKe KpoBu PIgM u, Hepenko,
6eska BJ B moue.

M3 o6umx cuMnToMoB HauboJsiee 4acTbl cJaboCTh, MOBbI-
IIeHHasi YTOMJISIEMOCTb, apTpaJiTHsi, CHHUXKEHHE MaccChl TeJa,
KPOBOTOUHBOCTb CJIM3UCTBIX 060JIOUEK HOCa, JAeCeH, MPSMOH
KHIIKH; HEBPOJIOTHUECKHUE PACCTPOICTBA, MOTIUBOCTD, KOXKHBIH
3y

KocTHbifl MO3r mouTH Bcerja BOBJEKaeTcs B TMaTogo-
rudeckuii nporecce.”% Temaro- u crijieHoMerajiusi, a Takxke
JuMdaneHonaThs CUMTAIOTCS XapaKTepPHBIMU, HO He abCOoJTIOTHO
06s13aTe bHbIMU NpuaHakamy MW, YBesnuenne nedenu u/umm
cesle3eHKH, JTuM(aTHIECKHX y3J10B peructpupyetca y 15—30 %
6OJILHBIX, 110 JAHHBIM Pa3HbIX aBTOpOB.71261-64

B otnenbHbix ciydasix HaGsoparotest AU Qy3HbI  UH
04aroBbll 0CTEONOPO3 JMOO JaKe MUEJOMONOJ0OHbIE MHOXKE-
CTBEHHBIE OCTEOJIUTHUECKHE JedekThl B KocTsx.% Tlo Hatium
Hab6JojieHusiM 1 JantbiM R. Kyle,® ocreonectpyKTHBHbIN 11po-
Liecc BeTpeyaeTcsl y orpaHMdeHHoro 4uc/ia GoJbHbX (5—6 %
C/lyyaeB), Psil aBTOPOB YKAa3bIBAIOT Ha 6O'JIBIIYIO €ro YacToTy,
06bIuHO B 103AHUX (asax Gosesnu (o1 10—13 mo 20 %).5
[TomyepxuBaeTcsi MpenUMylleCTBEHHAs WM HCKIIOUHTENbHAS
MJIa3MOKJIeTOYHAst MOP(OJIOTHS OTYXOJIH B OYarax oCTeo n3a.

Kapruna kposu. [emorpamma Hepeako octaercst HOpMasb-
HOH B TeUEHHE HECKOJIbKHX JIET; OCTENeHHO pa3BUBaeTcs 6oJsee
WM MeHee BbIpaKeHHasl aHeMHsi, MaToreHe3 KOTOPOH M3yueH
HeJI0CTaTOYHO. Kpome BO3MOXKHOTO JIEHKO3HOTO MOJABJEHHUS
9PUTPOIIO33a HHOTJA UTPAIOT POJIb MOBBILIEHHbIH reMoJu3 (110
HallUM JIAHHBIM, ayTOMMMYHHAsi TeMOJIUTHYecKas aHeMusi ¢
HEIMOJIHBIMH TETJIOBBIMH arTJIIOTHHUHAMH PETUCTPUPYETCS TIPH-
Mepno B 5 % csiydaeB) U KpOBOMOTEPH BCJIEICTBHE Pa3BHTHS
remMopparutdeckoro cuHapoma. JlaBuo o6parianock BHUMaHUe Ha
CHHXKEHHE YPOBHS KeJsie3a B CbIBOPOTKe KpoBH GosibHbIX MW. B
MOMEHT MOCTAHOBKH JIMarHo3a Ae(pHUIHT XKese3a Hab/oaeTcs B
25 % cayuaes. [Tatorenes ero He usyueH. OHaKo J10CTaTOUHO
BEPOSITHO HapylleHHEe BCACBIBAHMS »KeJieda B TOHKOH KHILKe.
Kpowme Toro, onpese/ieHHOe 3HAaU€HKE B CHU2KEHUH [TOKA3aTesiel
KPacHO KPOBH Y psifia GOJIbHBIX UMEET yBeJIHUeHHE KOJMUeCTBa
TUIa3Mbl (THITIEpIIa3MaTHUYeCKasi THIIEPBOJIEMHUS PA3HOK CTENeHH
BBIPaXKEHHOCTH ), CBsI3aHHOE C TMOBBILIEHHEM OHKOTHUYECKOTO
JIaBJIEHNs 3a CUeT MaKpOrJIOOyJHHOB, KOTOpPbIE B OTJIHUHME OT
JPyrux [g He MOKUAAIOT COCYyAMCTOE PYCJIO U HE OMPEaeJstioTes
B TKaHs1x.%

Hepenxko HaGuionaetcst JsefiKoneHust ¢ HeHTponeHuer
(okosmo 10 % caydaes), yalle KOJHYECTBO JICHKOLUTOB GbIBaeT
HOPMaJIbHBIM H IOBOJILHO Pefko (< 5 % caiydaeB) — MOBBIILIEH-
HbIM. B dopmysie KpoBH, Kak mpaBu/Io, nameHenuii Het. Muorna
npeo61analoT JMMQOLHUTEI, B psifie cIyyaeB HabJoaaeTcs abeo-
JIOTHBIA MOHOLMTO3. B MOMEHT MOCTaHOBKHM MarHo3a TpoM6o-
uuTonenust peructpupyercst Heuacto (5—20 % 60JbHBIX), 110
Mepe rnporpeccupoBaHus 60Je3HH oHa 00bIYHO HapacTaeT. COd
He Beera pesko ypesindena: noutu B 15 % nabionenuii ee 1o-
KasaTeJu He TpeBblalor 30 MM/u.

Cpenl  KJIMHUYECKMX  TPOSIBIEHHH, 00YCJOBJIEHHbIX
LUPKYJALKEN B KPOBH MaKporyioOy/anHa, HEPEIKO MEPBbIMU H
BEJIyIIUMH SIBJASIOTCS CHHAPOM MOBBIILIEHHON BA3KOCTH U reMop-
parnyecKuii CHHIPOM.

Cunapom nosbiieHHol Bsaskoctu (CIIB) Bcrpeuaetcs
npumepro y 30 % GosibHbix MW. B MOMEHT M0CTaHOBKH
JMArHo3a ero 4acToTa, Kak npasuio, He npesbiaet 15 %.57 [To
cpaBHeHHt0o ¢ MM n apyruMu JUM(aTHUCCKUMH OTMyXOJISIMH C

KIMHUYECKAA OHKOTEMATOJIOTHS



Makporno6ynunemus Banbpencrpema

cekpeuueil PlgM npu MW on HabuofaeTes yalle M BblpaxKeH
3HauuTesbHO pesue. CIIB xapakrepusyercss KpOBOTOUHBOCTHIO
CJIM3UCTBIX 000J104eK, reMoppartueckoil peTHHoNaTHel, pac-
mupenvemM BeH ceryaTku (fundus paraproteinaemicus), Ha-
PYLIEHHSIMH TIepHU(epHIeCKOro KpOBOTOKA, CHHAPOMOM Peiito,
HEBPOJIOTHYECKHMH CHMIITOMaMK (ToJIOBHAst 0G0Jb, TOJIOBO-
KpYy2KEHHE, HUCTAarM, CHUXKEHHE CJIyXa, aTaKCusi, MapecTe3uH,
JIUIJIOTINS ), B TSRKEJIBIX CJIydastx — H3DbS3BJIECHUIMH U JlaXKe
raHrpeHol B JUCTaJIbHBIX OTAesaX KoHeuHocted. Haubosee
rposubie nposieienuss CIIB — mnapanporenHemuueckas koma
1 KPOBOU3JIUSHHE B BELIECTBO T'OJIOBHOTO MO3ra — CBsI3aHbI
C HapylleHHeM KpoBoobpallleHHsl B apTepHosiaX U Kamuspax
(penkue ciyyan ). Cambliit yactbiit cumntom CIIB — kpoBoTouu-
BOCTb — XapakTepeH B MEPBYI0 04epeib A5 CIM3UCTBIX 060J10-
ueK HOCa, JIECEH U MPSIMOH KMILIKH, B TO BPEMSsT Kak KDOBOTeUeHHs]
nocsie xupyprudeckux pMeniaresibets v u3 JKKT nadaonaores
KpaliHe peKo.

Makporyio6y/IMHeMHYeCKast PETHHOMATHS PETHCTPUPYETCS
y 40 % GosbHbix MW,

CIIB Bo3HHKaeT B pedysbraTe LUUPKYJIALIUH B COCYIUCTOM
pycJie GOJIBIINX MeHTaMepHbIX MosieKy PIgM n/nu ux arpera-
TOB C IPYrUMH G€JIKAMH KPOBH B BBICOKHMX KOHIIEHTPALHSX.

Caenyet ykasathb, uto nposisienuss CIIB He Bcernma co-
BMAAIOT ¢ JIaGOPATOPHBIMHU JaHHbIMHU. 2016268 QGpyH0 KIMHK-
YecKHe CHMITTOMBI TOSIBJISIOTCS JIMIIb TOT/A, KOTa MoKasaTesb
BSIBKOCTH KPOBH TIPEBbILIAET CBOH HOPMasbHBIH ypOBEHb B
3—4 pa3a, a koHueHTpaus PIgM B ceiBopoTKe cocTapJsieT 60-
nee 30 1/1.126269 OnpaKo 3TH YCJIOBHS He BJSIOTCA 06513aTellb-
HbiMU. Jlo6aBaeHne MakpornoOyanHa B Komnuectse 10—20 1/
K ero McxoiHo Hu3KkuM (M-rpamment menee 30 1/i1) 0 BBICOKHM
(M-rpament 6osee 50 1/71) KOHLEHTPALUSIM B CLIBOPOTKE MPH-
BOJIMT K Pa3HbIM pe3yJibTaTaM [oKas3arteJist B3KOCTH: He OKa3bl-
BAeT CyLIECTBEHHOIO BJIUSIHUS B [IEPBOM CJIyuae U 3HAUUTEJLHO
YBEJIMUMBAET — BO BTOPOM.””

B 1iesioMm e ypoBeHb BA3KOCTH KPOBH, OTIPEAEJISIOLIHE M0~
siBJIeHHe KiauHnIeckoil cumnromatuku CI1B, 3aBucHT He TOJBKO
OT KOHIIEHTpalMu chiBopoTouHoro PIgM, ero moseKynsipHbIX
XapaKTePUCTHK U CTOCOOHOCTH K arperaiyu ¢ IpyruMu 6eKamMu.
Ha Hero okasbiBaeT BjusiHHE U KOMOWHALHUsI JAPYrUX (haKTOPOB,
BKJTIOUAIOIIMX COCTOSTHME MUKPOLIUPKYJIITOPHOTO pycJia, moKasa-
TeJIb TeMaTOKPUTa, KapJnasbHblil cTaTyc, (BH3UKO-XUMHUYECKHe
napameTpsl ( pH kpoBu, nonnas cunau ap. ). Kpome roro, CI'1B He
BCeraa BO3MOXKHO e peHIHPOBaTh C HAPYLIEHUIMU MHUKPO-
LUPKYJISLUHH, CBSI3aHHBIMH CO 3HAYUTEJILHON TUIepBOJieMUel 1
M36BITKOM HMMYHHBIX KOMIJIEKCOB, MOBPEKIAIOIIHX COCYIIbL.

lemopparuueckuii  cunapom.  KpoBoTouuBocTh — 6e3
TPOMOOIMTOTIEHHH, CBs3aHHas C HapylIeHHsIMH TeMocCTasa,
CUHTaEeTCs XapaKTePHbLIM, HO He 06s13aTe/IbHBIM CHMIITOMOM MPH
MW u peructpupyercst y 20—30 % 6osbnbix.” ™ Tlpu 3TOM
sabopaTopHble TIPU3HAKM T'eMOKOATYJNSMOHHBIX HapyLIeHHI
0OBLIUHO pPEerucTpupyiorest B 2 pasa vaile. HauGosee tunmu-
HBIMH TPOSIBJIEHUSIMH reMopparudeckoro cuuiapoma npu MW
SIBJISIIOTCST MUKPOLIMPKYJISITOPHbIE HAPYLIEHHST B CHCTEME I'eMO-
CTa3a — HOCOBbIE U JIeCHEBBIE KPOBOTEUEHHSI, KAK MPABUJIO He
HYKIAIOLIHECST B MEIHKAMEHTO3HOH KOPPEKIUH U KYITHPYIOLIHe -
csi Ha (poHe 0OBEKTHBHOTO YJIyUIIE€HHs B TIPOLIECCE MPOBEIEHHS
nnasMacepesoB H/WiK aieKBAaTHON LUTOCTATHUECKOH Teparuu
OCHOBHOTO 3a60JICBaHHUS.

B mnaToreHese KpOBOTOUMBOCTH TIJIABHYIO pOJIb Hrpaer
TUMEPNIPOTEHHEMUST ¢ PE3KUM MOBBIILICHHEM BSI3KOCTH KPOBH,
3aMeyIeHHeM KpPOBOTOKa, TPOMO0O3aMH, CTa3aMH M pa3pbiBaMH
MeJIKHX cocyoB. CylecTByeT mpsiMast KoppeJsiiiyst MeKIy ypoB-
HeMm PIgM B cbIBOpPOTKE KPOBH 1 KJAHHHYECKUMHU TTPOSIBACHUSIMH
remopparuueckoro cunjapoma.’t Kpome Toro, oTBeTcTBeHHbI 3a
BO3HHKHOBEHHE KDOBOTOUMBOCTH COUETAHHbIE HAPYILIEHHS TPOM-
6O1IUTAPHOTO U KOATYJISIIMOHHOT0 3B€HbEB TEMOCTAa3a, MyCKOBBLIM
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MEXaHH3MOM KOTOPbIX OMSITb-TAKH CJY:KHT THIEPIPOTECHHEMHS
1 Makporso6yanHemusi. OKyTbiBaHHE TPOMOOLUTOB «My(HTOMH »
6esKa MPUBOAMT K MX (DYHKIMOHAJBHOH HEMOJHOIIEHHOCTH:
M3MEHSIeTCS arperaloHHo-aAresuBHas (QYHKIMS WU peakiys
ocBo6ozkenus Il mnacTunounoro akropa, HapyuaeTes TpoM-
6011acTHHOOOpa30BaHUe, YIJIMHACTCS BPEMSI KPOBOTEUEHHUs U
NpoTpOMOHHOBOE BpeMsl. [UNepBsI3KOCTb KPOBH, M0-BHIAUMOMY,
ycusMBaeT (yHKIHMOHAIbHbIE aHOMaJnK TpoMGoLuToB. M36bI-
TOK MakporyioGysiHa GJIOKUpYeT M KOaryJsiiHOHHbIH TeMocTa3
Ha pa3HbIX €ro sTanax, HHrUOMpysl pas3/ndHble PaKTopbl CBEp-
toiBanus (VIII, V, VI, X) nnu BoicTynasi B posii aHTHKOATYJIsTHTa
(omMcaHbl MaUUeHTbl ¢ MPoy3HbIMM KPOBOTEUEHHSIMH T10CJIE
MHHHUMaJBHBIX XMPYprudeckux BMelatesbeTs). Coobinaeres o
60JTbHBIX, Y KOTOPBIX Ie(eKThl PeTPAKIMH CIyCTKa 00 BACHSAINCH
AHTUTEJLHON akTHBHOCTBIO PIgM mpotuB Monomepos ¢ubpu-
Ha,”” a Takke 00 aHtTuTpomGoUMTAapHON akTHBHOCTH PlgM.™
Onnako HamboJiee XapakTepHBIM HapylICHHEM TJIa3MEeHHOTO
remocrasa y 60sbHbIX MW, He3aBUCUMO OT HAJIMUUS U OTCYT-
CTBHsI FeMOPPAru4ecKoro CHHAPOMA, sIBJISIETCS BbIsIBJCHHE MPO-
JIYKTOB NapakoaryJisiuu (pacTBopumMble pUOPHH-MOHOMEPHbIE
KOMIIIEKCHI M TIPOJLYKTbI lerpajalini puGpruHOreHa) n yrueTeHne
(bOPUHOJIUTHIECKOH CHCTEMBI. !

CJieslyeT 1MojMepKHyTh, YTO CHHXKEHHE arperalun TpomM6o-
LMTOB Ha (oHe BbICOKOro yposHs PIgM B cbiBOpoTKe KpOBH
SIBJISIETCST PELIAIOLIMM NaToreHeTHUECKUM PaKTOpOM B peasinza-
LIMM F€MOKOATYJISILIHOHHBIX HapYLICHHH B LIEJIOM.

@®eHOMEH OTCYTCTBHSI TeMOpparuueckoro CHHApOMA MpH
OUEBHIHOCTH H3MEHEHHH B CHCTEMe reMocTasa 1o JadopaTtop-
HBIM TeCTaM, BEPOSITHO, CBUJETENBLCTBYEeT O CYLIECTBOBAHHH
KOMITEHCATOPHBIX MEXaHU3MOB, MPEMSTCTBYIOLINX KIHHUUECKOH
peasMsaluy HapyLIeHHi cBepTbIBatollell cucteMbl mpy MW.

Kpuornooynunemus. KpuornoOyauHbl (KpPUOMMMYHOTJIO-
Oy/iMHbl) — 3T0 lg, NMpeurnUTHPYIOLIHeCs MPH TeMIepatype
MeHee 37 °C. B 3aBHCHMOCTH OT COCTABJISIIOLINX HX KOMIIO-
HEHTOB KPUOTJIOOYJ/IMHBI OTHOCST K OJIHOMY M3 Tpex THnoB. [1pu
MW umetor 3HaueHue 1Ba U3 HUX. Ecsin KpHOT00yHHbI MTpef-
cTasJieHbl To1bko PIgM, To onu otHocsaTcest K Tuny I (rmpocrast
KpuorsobynuHemus ). [lpu reTeporeHHoil, WM CMeIIaHHOH,
kpuorsobynunemun I tuma PIgM o6bluHO BBICTynaeT B posu
aHTUTeJa K MoJuKIoHaIbLHOMY Ig npyroro kiacca (uaute [gG) u
6€eJIKOB CbIBOPOTKH KPOBH.™

CwMeniannble KpuoryioOyiubl [ THna ABASIOTCS HCTUHHBIMU
MMMYHHBIMH KoMIlieKcaMu.” CBOHCTBAMH KPHOTIPELUITUTALIMH
006J1a/1a10T He OT/lesIbHble KOMITOHEHTbI CMelaHHbIX KPHOTJI00Y-
JIMHOB, & CAMH UIMMYHHbI€ KOMIIJIEKChI: pasjie/ieHHe KOMITOHEHTOB
BeJIET K HCUE3HOBEHHIO KPHOCBOHCTB, COEIMHEHHE KOMITOHEHTOB
COTIPOBOXKIAETCST MX BOCCTAHOBJIEHHEM.

CKJIOHHOCTb K KPHOIPEUHUITUTALMY U TeMIepaTypHbIi M0-
por BbIMajIeH sl 0Ca/IKa 3aBUCST OT MHOTHX (DM3HKO-XUMHUECKHX
napameTpoB (pH cpenpl, HOHHOH CHABI U Jp.), TJIaBHBIM H3
KOTOPBIX SIBJISIETCS YPOBEHb KPHOTJIOOYJIMHOB B ChIBOpOTKe. [To
Mepe CHHXKEHHsT KOHLIEHTPAMH KPHOTJIOOYJIHHOB B pe3yJbTaTe
yCIelHol Tepanuu mnyagMadepe3amu W LUTOCTATHIECKUMH
CPEICTBAMHM M3MEHSIETCsl  KOJIMYEeCTBO TMpeLunuraTa, cylie-
CTBEHHO CHHKAETCsl TEMIIEPATypHbIi MOPOT (BbINaaeHHe ocajKa
MPOUCXOJNT NpH GoJiee HHU3KOH TeMrepatype), YUIHHSIOTCS
CPOKHM €ro BbIMajieHHsI.

YacroTa nmpocToil U CMelIaHHOH KPHOIJIoOyJIMHEMHH (Kak
npasugo, PlgM — PlgG) npu MW cocrapasier 10—20 %,55-5%
cobeTBeriie HAGTONEHIA 03 cTTpEIeJIsAsCh TOPOBHY HA KaKIbli THIT. Psin
aBTOPOB YKa3bIBAIOT HA MPeBaJMPOBaHHE KPHOTIOOYJHHEMHUH
[ tuna 3855575862 npyrie cumrator, urto misi MW Xapakrepen B
ocroBHOoM Il TH.”” MoHokoHabHble [gM HepeaKo nposiBIsiioT
AHTUTEJBbHYIO AKTHBHOCTB MPOTHUB 6€JIKOB CHIBOPOTKH KPOBH: 110
Hauum 1aHabM, PIgM o6pasyioT nMmyHHbIe Kommiekesl ¢ [gG B
38 % cayuaes, ¢ annGymunom — B 8,5 %, ¢ IgA — B 2,1 %.5!
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Kpuornio6yannemust He Bcerjaa NposiBsieTcst KJANHUUECKH
(menee 5 % wnabmonenuit). [Ipn | THNE ee CHMITOMBI OOBIYHO
cootBerctBylor CIIB, a mpu Il THne — HMMyHOKOMIJIEKCHOH
MaToJOTHH B PasiHYHbIX €e BapHaHTaX BIIOTb 0 BO3HHKHO-
BEHHUST KAPTHHBI TSPKEJOr0 HMMYHOKOMITIEKCHOTO BacCKyJMTa C
MopakeHUeM KOXKH, LIeHTPAJIbHON 1 reprdepuiecKoil HepBHOH
CHUCTEeMbI, TT0YEK, MedeHu, cepaua u ap.’>7

Bose3nb xoson0Boii remarrmorudHauun (BXTA). Tlpu-
MepHO B 3 % cayuaes MW ee CONpOBOXKIAET XPOHHUECKAs
¢opma BXTA, sBasiicb TPU 3TOM BTOPHYHBIM CHHAPOMOM
onyxoJieBoit Jsiumonposndepalnd, a He CaMOCTOSITE/BLHON
HozoJiornueckoi eunuieit.? Cunapom BXTA xapakrepuayercs
HaJIMYUEM B CbIBOPOTKE GOJIBHBIX GOJILILIOrO KOJHYECTBA T10J1-
HBIX arrJIIOTHHHHOB, MAaKCHMaJIbHO aKTHBHBIX MIPH TeMIlepatype
—4 °C, HO MPOSBJISIONINX CBOE JAelicTBHE B uanadone ot —30 10
+30 °C, a unorna naxe npu +37 °C. XoJ1010Bble aHTUTEJIA TPH
9TOM HampaBJeHbl MPOTHB AHTUT€HOB 060JIOUKH IPUTPOLUTOB |
WIH, pexe, i. XapakTepHble KJIMHHYECKHE MPU3HAKH (aHeMMUs,
cunjpom Peiito, akpolianos, Xo/0/0Basi KparvBHHULA, NaHar-
MJIIOTHHALUSL 9PUTPOLUTOB, Bbicokass COJ) BO3HHKAIOT, Kak
NPaBHJIO, MPH OXJIAXKAEHHH U TOJILKO B TeX CJIydasiX, Korja THTP
XOJIOJIOBBIX aHTHTEJ OYeHb BbICOK (06bIHO Gosblie 1:2000).
Anemust 0ObIMHO HeTsKesasi: YPOBEHb T'eMOIJIOOHHA PEIKO
onyckaetcst ke 70 r/n. Yauie paspylienve 3pUTPOLHTOB
MPOMCXOAHUT B PETHKYNIOIHAOTENNANBHON crucTeMe (TpeobJanaeTt
BHYTPHKJIETOUHBIH MeXxaHnam). Pexke BcTpeuaercsi BHYTpPHCO-
CYIHMCTBIH TeMOJIM3, KOTAA JIM3UC KJACTOK TPOMCXOAMT 3a CyeT
aKTHBALUK CHCTEMbI KOMIIeMeHTa.®!

B KpoBH 310pOBbIX JIHIL XOJIO0BbIE ATTJIIOTHHHHbBI TIPHCYT-
CTBYIOT B HM3KHX THTpax (1:8—1:64). [gM-remarrnoTHHUHBI,
Kak TpaBu/Io, NMpUHamiexar K K-tuny.%? Anajnus HemHOroumc-
JIEHHBIX HAOJIIO/IEHUH (KaK JIMTepPaTyPHbIX, TaK U COOCTBEHHBIX )
M03BOJISIET TIPUHATH K BBIBOJLY, UTO A-THIT aHTH-MaKpOrJo6yIMHOB
TPUCYILL MCKJIIOUMTEBHO OIyX0J1eBol JsuMdonposudepalini,
torna kak npu Hajnunu BXTA 3a cuer MK-aHTHTes I0KA3aTh
ee BTOPUYHOCTb JIaJIeKO HEe BCEr/ia BO3MOXKHO M YJaeTCsl JIMILb
y OrpaHHueHHOro uncaa 60abHbIX. OnHako HenaBHoO (5-IWWM)
S. Berentsen (Hopserust) coo6uiu o Tom, 4to y 33 GOJIbHBIX ¢
nepsuunoit BXTA B 50 % ciiyuaes Gbl/H 10J)ydeHbl 10Ka3aTe b=
crBa Hasimuust MW.8

CuHapoM HeaocTaTOYHOCTH aHTUTed. CHIKEHHEe TyMo-
paJbHOTO HMMYHHTETA U Pa3BUTHE CHHAPOMA HEIOCTATOYHOCTH
AHTHUTEJ UIMEIOT TOT ’Ke MaToreHe3 1 BCTPeyatoTcs MOUYTH ¢ TaKoH
ke uactotolt, Kak v npu MM (50 % cayuaes ), XoTst G0JIbIIMHCTEO
Mcc/ieloBartesiell 0TMeUaloT MeHbLIYIO CTeleHb JeNpeccut Hop-
maJibtbix Ig. TTo Mepe nporpeccupoBanus 3a6oJsieBanHust ypoBeHb
HOpMavibHbIX Ig 3akoHoMepHO cHUxKaeTcst. g MW, noxasnyii,
6oJiee xapakrepHo cHikenue IgA, uem IgG, uto MoxKeT 06bsic-
HUTb BBICOKYIO YaCTOTY MH(EKIMOHHBIX OCJ0KHEHHH, 0COOEHHO
CO CTOPOHBI BEPXHHUX JbIXaTesbHbIX MyTeH. [To HalMM 1aHHbIM, B
MOMEHT MOCTaHOBKH JMarHo3a 4acToTa peayKIHH HOPMaJbHOTO
IgA B 4 pasa npesbilaet TakoByto HopmanbHoro IgG. Y 25 %
GOJIbHBIX OJIHOBPEMEHHO CHHXKEH ypOoBeHb HOpMasibHbIX IgA u
IgG. B naroreHese nHeBMOHHUH NpuaaeTcs 60JblIOE 3HAYECHHE U
reMoJItHaMHYECKUM HapylIeHUsIM, 00yCJIOBJEHHBIM MOBbILIEH-
HOU BSI3KOCTBIO U TIOBPEX/IEHNEM MEJIKMX COCY/IOB JIerKHX.%

CHM2KEHHOE KOJIMUECTBO HOPMaJbHBIX Ig B pasBepHyToOil
(haze 00JI€3HH CBUIETEJNLCTBYET O PeIyKUMU cekpeuud [g
HOPMaJIbHBIMU KJIOHAMH MMMYHOITPOJyLIEHTOB He MeHee ueM B
10 pas.

Mepudepuueckas Heiiponatusi serpedaetcs y 5—10 %
60dibHBIX MW,386 oniHako, 1o MHEHHIO psijia aBTOPOB, €€ 4acTo-
ta npuomkaerces K 30 %.8788 Ona BoiparkaeTcst B HapyLICHHSAX
TAKTUJILHON 1 GOJIEBOI YYBCTBUTEJIBLHOCTH 110 THITY «[1€PYaTOK>»
1 «HOCKOB», mapecre3usix. Yaie B mporecc BOBJAEKAIOTCS
HIDKHHE KOHeYHOCTH. OGBIYHO HMEET MeCTO Me/ITIEHHO nporpec-
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cHpylolllee TeueHHe HEBPOJIOTHYECKHX pacCTpoicTB. Ananua
nyGJMKaLKil Mo maroreHesy toro cuuapoma npu MW cBuje-
TENbCTBYET 06 OTCYTCTBHM €IMHOTO MeXaHH3Ma TOpayKeHHsl.
Mopdosorndeckue 1 1abopaTopHbie UCCAENI0BAHNS B MOA0OHBIX
C/Ty4asix BBISIBJSIIOT KJIETOUHYIO (JUM(OUIHO - TJIa3MOLIUTAPHYIO )
MH(UIBTPALMIO HEPBHBIX BOJIOKOH, AMHJIOW03, OTJIOXKEHHS
(nenosutel) PIgM, B 0cHOBHOM K-THIIa, B HI0- U IEPUHEBPUH,
KapTHHY HMMYHOKOMILJIEKCHOTO TOJIHeBpHTa. 88992

K HacrosilieMy BpeMeHH J0Ka3aH M MeXaHU3M HMMYHHOTO
neiicteusi PIgM npoTHB aHTUreHOB HEPBHOH TKAHW: MHEJIMH-
accouunpoBanHoro ruukorporenaa (MAG), cynbdhaTHios,
D THIOB TaHIVIMO3WIOB, XOHIAPOWUTHHCYsb(ata C, renapuH-
TpucyJbhaTHoro aucaxapuaa.®> % Camasi uacrast accouuariys —
PlgM — MAG. CumnromartiKka Mpd 3TOM THIIE MOPAKEHHsI
HepBOB OOBIYHO JUCTAJbHAS W CUMMETPHUUHAS; CTPafaloT Kak
JIBUTATEJIbHbIE, TaK W UyBCTBUTEJbHbIE (PYHKUIHH (CEHCOPHBIH
KOMMOHEHT rpeobJianaet). XapakTepHO MeJIeHHO MPOrpecc-
pylolliee TeueHHe Tpolecca, CONpOBOXKIAIOLIeecs NepHoIaMH
cTabUJIM3aluu.

Kak/piii U3 ykazaHHbIX MEXaHM3MOB MTOBPEXK/IEHHST HEPBHbIX
BOJIOKOH B OT/IEJIbHOCTH WJIH B Pa3HbIX COYETAHUSIX CrocoOeH
BbI3bIBATb MX IEMHEJHHU3ALHIO.

POEMS-cunnpom (moJiMHeliponatus, oOpraHoMerasus,
sHpokpuHonatus, PIgM u namenenus koxu ) npy MW Berpeua-
eTcst KpariHe pejKo.?

Mapanporennemnueckass Hedponatus. KiuHuueckue
cumnTombl HedponaTuu pu MW 0oGBIMHO MeHee BhIpayKeHbl H
BCTpevatoTest pexke, ueM npy MM. TIpuunnoit aToro, Bo3aMoxKHoO,
SIBJISIETCS] HEBBICOKHI ypoBeHb sKcKpelyn 6enka BJ. [Toueunas
HEJI0CTaTOUHOCTb PAa3BUBAETCS pesiko. B otinune or MM B nato-
JIOTMYECKHUH MpoLece yallle BoBJeKaeTcsl KiIyOouKOBbIH anmnapar
nouek. Haubosiee rposHbiM mposiBieHueM [gM-Hedponatnu
sIBJISIeTCsl He()POTHUECKHI CHHIPOM, BCTpevaloliniicss KpaiiHe
peIKQY7- 99 covenenbie maGmozem - cOMPOBOKAAIOLIMHACS  OTEKAMH,
TUTIONPOTEUHEMHEH, CTOMKOH TNPOTEUHYPHEH, runepxoJiecre-
pUHEMHEN, CHMITOMaMH COCYIHCTBIX TIOUEUHBIX TMOPAKEHHIT
(runeproHMsi, PeTHHOMATHsI), TIOUEUHOH HENOCTATOUHOCTBIO.
O6cyxiaercsi HECKOJBKO MPUUMH PA3BUTHST HE(POTHUECKOTO
cungapoma npu MW. Tlo naHHbIM JUTepaTypHbIX MyOJHKaLKi,
OJIHOM U3 HUX sIBJIsIETCST aMU/I0n103.5198:100-102 PacemarpuBaercest u
MeXaHH3M NaCCHBHOr0 oTJ102keHHs1 PIgM B sH0Te/1MM 6a3alibHOM
MeMOpaHbl KJIy6OYKOBOTrO anmnapara ¢ (hOpMHPOBAHHEM TaK Ha-
3bIBAEMbIX IJIOMepyJIsipHbIX TpoMG0oB.» Mexosst u3 co6CTBEHHOTO
ONbITa, aBTOPbI M0J1ATAIOT, YTO MPUUMHON MOPaYKEHUs ToUeK B
MOIOGHBIX PEIKHX CJyyasiX sIBJISIETCS PEUMYLIECTBEHHO HMMY-
HOKOMIJIEKCHBIN TU(QY3HBIH TJIOMEpYJOHE(PPUT — pe3yJibTaT
aHTUTesIbHON akTHBHOCTH PIgM ¢ chopmupoBaHnemM LHPKYJIH-
PYIOLMX MMMYHHBIX KOMIJIEKCOB, CMOCOOHBIX OTKJ/Ia/IbIBATHCS
Ha ryioMepyJsipHoil 6asasibHON MeMOpaHe B BHJIE IpaHyJIsipHbIX
nenos3utoB. [latomopdosornieckne H3MEHEHHS] B TOYEUHBIX
6uonTraTtax COOTBETCTBYIOT MPH 9TOM KapTHHE Me3aHTHOKAINJI-
JISPHOTO TJIOMepyJIoHedpHUTa C YacTbIM (opMHPOBaHHEM TyOy-
JIONHTEPCTHLMABHOTO KoMmoHeHTa. [lo-Buanmomy, MMMyHO-
KOMIIICKCHBIH BACKYJIUT SIBJISIETCS OCHOBHBIM NAaTOT€HETHUCCKUM
3BEHOM B pa3BuTUM rioMepysonatuu npu MW. C nopo6HbIME
BbIBOJIAMH COTJIACHBI HEKOTOpbIE HecsenoBatesiu. 03104

Amunounos. BoisiBasercsi Menee yeM B 5 % ciyuaes
MWE105.106 TTg  coBpeMEHHbIM MPEICTABIEHHUSIM, aMUJIOUI03
npu MW oTHOCHTCS K Tpyririe BTOPHUHbIX GopmM L-amusionosa
MPENMYLIECTBEHHO C IEPUKOJIIAr€HOBBIM THIIOM pacrpe/e/eHHst
6esKoBbIX oTsoxkenuil. [Tocaennue mpeacraBasior co6oil yno-
psitodeHHble 6eKOBO-KPUCTAIOMIHbIE CTPYKTYPbl — aMHJIO-
UaHble (PUOPUIBI, TJIABHBIM KOMITOHEHTOM KOTOPBIX SIBJISIIOTCS
MOHOKJIOHA/bHbIe L-1iemn uan ux N-KoHILEeBble (parMeHThI
(V-paiton), npuuem npeobJaaganT A-Uend Wik WX (parMeHTbl
(oTHoleHHe K/A = 3:4).

KIMHUYECKAA OHKOTEMATOJIOTHS



Makporno6ynunemus Banbpencrpema

Kannnueckue nposiBienust amugounnoda npy MW takue
’Ke, Kak ipy MM. B nepByio ouepe/ib U rjlaBHbIM 00pa3oMm 110-
pakaloTcs opraHbl, Gorarblie KOJIIareHOM: aiBeHTHIHAJbHAs
0060J104Ka COCYI0B, MBIIILBI (CepLle, SI3bIK), IepMa, CYXOKHITHS
M CyCTaBBl, KeJe3bl BHYTPEHHEH CeKpeluH, JUMpaTHIeCcKHe
y3Jibl, nepudepuyeckue HepBbl. B neuenn u cese3eHke mac-
CHBHblEe aMUJIOMHbIE OTJIOXKEHUS] BCTPEUAIOTCS] OUYeHb PEJIKO.
[Touku 0ObIYHO He MOpaXKAIOTCS UM U3MEHEHHST B HUX ObIBAIOT
He3HaunTeNbHbIMU. B psine ciyuaeB cBoeoOpasHble aMUJIOUIHbIE
JIEMO3UThI BbISIB/ISAIOTCS B Jlerkux v no xouy KKT.

M. Gertz, R. Kyle coo6uiaior, uto y 6osibHbix MW yaiie
BCEro B MPOLIECC BOBJEKAIOTCS cepiiiie U jierkue.

[TopaxKeHus1 yKa3aHHbIX OPraHoB M TKaHel BCTpevarnTcst
KaK U30JIHPOBAHHO, TaK H B PA3HbIX COUETAHUSIX H, KaK [IPaBHJIO,
CTAHOBATCS MPUIHHON CMEPTH GOJTBHBIX.

[TprKusHeHHbIfl IMarHo3 aMmuonno3a TpyaeH. Heo6xonuma
6UOTICHST KOXKH, CJHU3HCTBIX 000JI0ueK (MOJOCTH pTa, TPSIMOH
KHUIKH), JUM(ATHIeCKUX Y3JI0B, MBI, KOCTHOTO MO3ra CO
crienualibHbIM OKpalIMBaHHEM CPe30B OHONTATOB HA aMUJIOM]L U
MCCJIeIOBAHUEM HX B MOJISIPU30BAHHOM CBeTe (JIBOKHOE Jyuenpe-
JIOMJIeHHe aMUJIoUa ). B mocsiesiHee Bpemst ¢ LieJ1blo IHarHOCTHKH
LIMPOKO HCMoJibdyeTcss Ouontar abAOMHUHAJNLHON TOJIKOXKHOH
JKUPOBOH KJI€TYATKU: HA aMHJIOH]L OKPAlMBAETCsl COCOUKOBBIN
CJION JIepMBbI 110 XO/ly KOJIIAreHOBBIX BOJIOKOH (4yBCTBHUTE/IBHOCTb
metona coctasaseT 70—80 %). HauGosee TouHbli mMeTon —
MMMYHOTHCTOXUMHYECKHH C HCIOIB30BAHHEM MOHOKJIOHATBHBIX
aHTUTEJ] K 6eJIKaM-TPeIlIeCTBeHHHKAM aMUJIOH/A.

[TaTorenes aprponartuii u KoxkHoro 3yaa npu MW npunsito
CBI3bIBATH C JIEHKO3HOH HH(UJILTPALIMEH, OTJIOKEHUSIMH aMH-
JIOUJIA U HMMYHOKOMIIJIEKCHBIMH TOPaXKEHUSIMH COCY/IOB JIEPMbl
1 CMHOBHAJIbHbIX 060JI0UEK.

YHacTblil KAMHHYECKUH CUMITOM — 3HAUUTEJbHOE CHUXKe-
HHe Macchl TeJla — OTMevaeTcsl BCeMH HCCJe/loBaTeNsIMH, Ha-
unnas ¢ J. Waldenstrom. [TaTtorenes ero uayueH HeJIOCTaTOUHO.
He uckatoueno, uto npu MW uaiiie, uemM T0 MPHHATO CUUTATH,
nopaxaetcs Jumdartnueckuit annapat JKKT u Bosnukaer
CKPBITBHIH CHHIIPOM HEJ0CTaTOUHOTO BeachiBanus (malabsorbtion
syndrome).'"

[loBbllleHHAs1 YacTOTa INUTENHANBHBIX ONyXoJeil y 60Jib-
Hbeix MW o6cyzknaetcs B auTepatype ¢ Hauana 1970-x rojos u,
BHUIIUMO, MOXKET CUMTATBLCS J0Ka3aHHOH.’®61.% He nckioueno,
uyTo MW noBBIIACT PUCK PA3BUTHS BTOPOH OMYXOJH HE3aBHCHMO
OT pe3yJbTaToB JiedeHHsl. FI3BeCTHBI MHOTOUMC/ICHHbIE OMHCA-
HHUs1 paKa pa3/ndHbIx opraHos npu MW. HacroTa npu:kusHeHHO
pacriosHasaembix KomGuHauuit MW u paka cocragasier 15,5 %
c/yyaeB B Haleil cepuu nabmonenuii u 20 % — B Hcc/eI0BaHH-
six M. MacKenzie, H. Fudenberg.®® T1pu stom B nogasJisiiotiiem
00JIBLIMHCTBE CJlydaeB JMarHoCTUpyeTcs: 6a3a/bHOK/IETOUHbIH
paK KOxKH.

ONATHOCTUKA

Jnarnos MW He Bceraa mpocT. DTO CBS3aHO C CYIIECTBOBA-
HHeM OOJIbLLOH TPYNIbl Pa3/HUYHbIX 3a00JeBaHui, COMpOBO-
JKJIAIOLIMXCST  PA3BUTHEM  HEOIyXOJIeBOH  (aCCOLMMPOBAHHON )
MOHOKJIOHAJIbHOH ~ MakporyioOyJuHemun  (renatutbl, DBXIA,
cMellanHasi KpuoroOysuHemust I tuna, nepucdepuueckasi mo-
JIMHEHpONaTHsi, aMUJIOU]I03 U JIP. ), a TaKxKe C HEOJHOPOJAHOCThIO
MopdoJiornyeckoro cyberpara 6osie3nn. Kpome toro, corsnacHo
WHO-knaccudukaunu 3pesbix B-KaeTouHbIX JUMpaTHIeCKHX
onyxoJieit (2008) 1 coGCTBEHHBIM JlaHHBIM, TpojyKist PIgM
MO2KeT ObITb CBOUCTBEHHA MHOTHUM M3 HHX:

® xpounueckomy JuMdoeiiKo3y/TuMBOMe U3 MaJbIX JHM-

dountos (XJIJ/JIMJI);
® JumMdomMe M3 KJIETOK MapruHajbHOH 30HBI CEJNE3eHKH

(JIM3C):

www.medprint.ru

@ BoJlocaToKJeTouHoMmy Jieiikosy (BKJT);

® HekJaccubUIpyeMbiM hopMaM JHMGOMbI/efiko3a ce-
JIe3CHKH;

® MHOXecTBeHHOI Muesome (MM);

® 6Gogesnu Tskeabix Herneit w (BTLL p);

® SKCTPAHOAAJBHOH MYKO30aCCOLMMPOBAHHON JuM@OMe
maprunaJjbHoi 3oHbl (MALT-numdoma);

® doanukyasproit numdonme (OJI);

® JuMdoMe MaHTHIHOH 30HbBI (JIM3);

® 1uddysHoit B-kpynHokieTtouHo tumdome (JIBKJT).
CJielyeT MOMHHTB, YTO CYLIECTBYIOT TaK:Ke TPYHO KJ1acCH-

¢uumpyemble 3pesible B-KieTouHble JHMpaTHIECKHE OIyXOJH

¢ JIBOMHON NaparnpoTerHeMHel, NPpH KOTOPbIX OJHUM M3 MOHO-

KJIOHaJbHbIX 1g BbicTynaeT PIgM.

[Ipakruuecku st pacnognaBanuss MW HeoOXOJAUMbIMH U
JIOCTAaTOUHBIMHU SIBJISIOTCS IBA KPUTEPHUSL:

1) wmopdosornueckoe a0Ka3aTeJNbCTBO HAJUUYUS JuUMa-
THYECKOH OMyXOJH: MPEHMYLIeCTBEHHOE MOopaKeHHe
KOCTHOI'O MO3ra, CONPOBOXKJIAlolleecs: ero MHpHUIAbTpa-
1Mell MasbiMU JIUMGOLUTAMHU C MJ1a3MOLUTOMIHON HJIH
nJ1a3MOKJIeTOUHOH M depeHnPOBKOil (1aHHble Tpena-
HOOHOTICUU 06A3aTe/bHbI);

2) BBIsIBJIEHHE MOHOKJIOHAJBHOH MAaKpPOTJI0OYJIHHEMHUH.
LlnTosiornyeckoe Mcce0BaHke KOCTHOrO Mo3ra He Bcerjia

MH(OPMATHBHO B CBSI3H C TPYAHOCTBIO MOJyUEHHS €70 JOCTATOUHOTO

KOJIMUECTBA MPH MYHKIMHU BeeCTBHE (hr6posa ctpombl. [Tostomy

TPENaHOGHOIICHST UCTIOMb3YETCsT ¢ IMarHOCTHYECKON LEeJbI0 MPH

MaKpOro6yTMHEMHH 3HAUUTEIBHO Lupe, yeM npu MM.
[ucrosnornyeckoe uceef0BaHNe yBeJHUCHHDIX JUMpaTHye -

CKMX Y3JI0B Ha paHHUX cTaausx MW Toxe He y Bcex GOJIbHBIX

BBISIBJISIET JIOCTOBEPHbIE TIPH3HAKHM HX OIMyX0JIeBOH TpaHcdop-

Mauui. MeToioM NPHKU3HEHHOH GHOICHH NeyeHH 6oJiee yeM y

50 % GoJbHBIX 0GHAPYKHBAIOT HecrenUpHIECKHE U3MEHEHH S,

M0 KOTOPBIM e peHLrabHbli iuarnos mexxay MW u xpoHu-

YeCKHM rernaTHTOM HeBO3MOxKeH. %

[Ipu ucno/ib30BaHUM BCeX JOCTYMHBIX KJAHHHLKCTY MOp-
(hosiornyecKuX MeToJIOB y psiia GOJIbHBIX C MaJslofl WM yMe-
peHHOH JuMdaTriecKoil Ju60 JUMGOUIHO-11a3MOKIETOUHOH
npoaudepanyeii B KOCTHOM MO3Te, TeUeHH, cese3eHKe |
JuMQaTHIeCKHX y3Jax W HeBblcokoM ypoBHe PIgM Bompoc o
KauecTBe mnpoiiecca (0nyxoJb? peakiysi?) OAHO3HAYHO pelleH
ObITh He MoxkeT. MopdoJiornieckoe Hccae0BaHHe KOCTHOTO
Mo3ra npu Kosuuectse Jumdouutos menee 20—30 %, a
nJia3mMaTHyecKux Kiaetok MmeHee 10— 15 % He 1103BoJIsieT ObIThb
YBEPEHHBIM B OMyX0J1eBOi puposie umornposndepaimn. O6-
Hapy:KeHHe Ke JIMMQOUAHBIX CKOMJIEHWH B TpenaHoGHonTare,
KaK M3BECTHO, BCTpeYaeTcsi B HOpMe, MPUYeM OTJIHYUTL HX OT
HauasIbHBIX CTaIMi 3PEJIOKIETOUHBIX JTUM(PATHUECKUX OITyX0JIel
Hepeako ObIBaeT HeBO3MOXKHO. [1oKa He onmpaBaanich HaTe Kbl
Ha UMMYyHO(EHOTHITHYECKOE pacro3HaBaHHE MOHOKJIOHA MPH
MCCIeI0BAHHH MaJbIX 00BEMOB JIMM(ATHIECKOH OMyXOJH, T. K.
MpUMech HOPMAJbHBIX JUMMOLHUTOB MellaeT OfHO3HAUHOH
MHTeprpeTaluy pesynbTaToB. Kpome Toro, HeT 3Haka paBeH-
CTBA MeXJy MOHATHSIMH MOHOKJIOHAJbHAsST Tposiudepalus u
onyxoJib. HUKTO He MOXKeT B HacTosillee BpeMsl TOYHO Ha3BaThb
TOT MUHHMAaJIbHbBIH KOJIHYeCTBEHHDIH MpefieJl, 38 KOTOPLIM MOp-
thostorndeckuil auarHo3 B-sumdonposudepaunn cTaHOBUTCS
abCoJIIOTHO 10CTOBEPHBIM. JlJIHTe/IbHOE BpeMsl CUHTAI0Ch, YTO
HU3KUH ypoBeHb PIgM B cbiBopoTKe Gosiee XapakTepeH Julsl
«nobpokadecTBeHHOH» Makporjobyannemun (IgM-MGUS),
yem it MW Boiio oueBiHO, uTO JudepeHinasbHo-
JarHocTHYecKas 1leHa 9TOro KpUTepusi GoJsiee 4eM COMHH-
TesbHa. B pekoMeHmauusax sKCnepToB, MpUHATHIX Ha 2-IWWM
(2002), BnepBbie GbI10 TTOAUEPKHYTO, YTO KOHIeHTpauus PIgM
B CBIBOPOTKE HE MMeEeT HH AHarHOCTHYECKOTO, HU MPOTHOCTH-
yeckoro 3Hadenusi.” WHO-knaccuduxauus sumdaruieckux
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T. B. banakupesa, H. E. AnapeeBa

onyxoseil (2008) yuna 3TOT KpUTepu#l M 3aKpernusia ero B
nepunnimn MW,

Jlanuble 0 uacTtoTe «jao0pokayecTBeHHbIX» [gM-napa-
MPOTEHHEMHUH y pa3HbIX HCC/Ief0BaTeNeH pe3ko Bapbupytot. [To
HalleMy MHEHHIO, K HICTHHHO J06pOoKayeCTBEHHBIM CJIeyeT OT-
HOCHTb TOJIbKO mpexoasuue [gM-MoHOKIOHAIbHBIE TaMMarna-
THH B OTJIHUMe OT crabuibHbix [gM-MGUS, kotopble Hepeako
SIBJISIIOTCST OTHOCUTE/IbHO 10O6pOKauecTBeHHOH cranueit MW.

CHIKeHMe cofieprKaHmst HopMasibHbIX 1g, Kak npaBuio, Ha-
CTyIaeT He paHee MosIBJIEHHs! KIHHUUECKUX TIPU3HAKOB OTyXOJIH,
TeMm Gosiee uto 1pu MW OHO BbIpaXKeHO B MeHbllIell CTeNeHH,
uem npp MM. HMckitouennst U3 3Toro rnpaBu/ia U3BECTHBI Kak
JUIsT «106pOKAueCTBEHHON» MaKpOrJIoOyIMHEMHH, TakK U JUIs
onyxoJieBoit.5!

Buisisnenne Genka BJ B 3THX cuUTyauusix momoraer pac-
nosHatb MW, T. K. ero HaJanuue sIBASETCS BAXKHBIM TPU3HAKOM,
MpaKTHIeCKH TATOTHOMOHHYHBIM /IS OMyXOJIeBOH JHMO-
nposaudepaunn. [Ipu ero orcyTcTBUM IMHAMMKA MOKazaTeJsel
(KJIMHHKO-TeMaToJIOrHYeCKUX M HMMYHOXHMHUYECKHX) 6e3 Hc-
TM0JIb30BAHUST LIATOCTATHUECKUX CPEJICTB SIBJISIETCS] €IMHCTBEH-
HbIM KPHTEPHEM, MO3BOJISIOLIUM CYIUTb 006 OMyXOJIeBOH HJIH
HEOIYX0JIEBOH TPHUPOJIE MAKPOTJIOGYJIMHEMHUH.

ToJibKo HCue3HOBEHHE HIH CYLLLECTBEHHOE CHHXKEHHE MAKPO-
r7I06y/JIMHA TIPH OTCYTCTBHH yOEIUTEIBbHBIX MOP(OJOrHIeCKHX
JI0Ka3aTeJIbCTB oryxoJi, 6eska BJ B moue, nmmyHoneduumta,
HOpPMaJIbHBIX TI0Ka3aTessX MHeJI0no33a U 0O6IIeM XOpolieM
COCTOSIHUM TIO3BOJISIIOT HCK/IOUMTbL MAJYI0 OTyXOJIEBYIO JIHM-
dhomnposudepanyio U MOCTaBUTL JUArHo3 N0OPOKAUeCTBEHHOH
npexojsiiell MOHOKIOHaMbHON [gM-rao6ynunonatuu. Muorna
TaKas IMarHoCTHKa 3aHUMaeT MHOTO JIeT M TpeOyeT OHKOJIOTHYe -
CKOIl HACTOPOXKEHHOCTH U MOKMU3HEHHOTO KOHTPOJIS.

Oco6oe MecTo B auddepeHIHaNbHON MAaTHOCTHKE 3a-
Humator IlgM-MGUS c siBHOIl ayTOaHTUTE/IbHON aKTHBHOCTBIO
M-napanpoTtenHa (scceHuna bHas kpuoraobynunemus 11 tuna,
BXTA ¢ moHOKJIOHABHBIMK [gM -anTrTe1aMK ), a TakKe GopMbI,
ACCOLMUPOBaHHbIE ¢ 3a00JEBAHUSIMH, B MaToreHe3e KOTOPBIX
npearosaraeTesl WiK 10kKa3aH MeXaHU3M ayTOMMMYHOArpeccuu
(XpoHHUeCKHil akTHBHBIA renatuT, cuuapom lllerpena, pesma-
TOWJIHBII aPTPUT U P. ).

MMmyHozlerpeccBHast, B T. 4. LUTOCTaTHUECKasl, Tepariust
Mo706HBIX (OPM MPHUBOJIUT K OrPaHHUYEHHIO WJH PErpeccuu
MOHOKJIOHAJILHOH NpoJiHchepalivu, Kakoi Obl oHa HU Obl1a, M TEM
CaMbIM OTO/IBMTaeT Ha HeOIpe/Ie/IEHHbIH CPOK BO3MOXKHOCTb pac-
no3HaBaHHs onyxo/iu. [Ipn HepocTaToyHOM /M Ge3yCrelHom
JieqyeHuH 60JIbHBIE YMUPAIOT, KaK MPaBHJ/I0, paHblile, 4eM pasmep
JuMornponrdepauli I0CTUraeT TOTO Mpeaesa, 3a KOTOPbIM
MOp(OJIOTHYEeCKHH TUAarHO3 CTAHOBUTCS HeCOMHEeHHbIM. Kartero-
puyecKast TPaKToBKa MOJ0OHBIX CIydaeB He Bceraa yoeauTe bHa
1 BO3MOXKHA.

Yro Kacaercst Ipyrux 3pesibix B-KaeTouHbIX MMbaTHIeCK1X
OIyXoJIei, KOTOpble TakxKe crocoOHbl npoayurposath PIgM (ux
repeyeHb MPeJICTaB/IeH BhILE ), TO NPH MPOBEIEHUH AU hepeH-
MaJIbHOTO JIHarHo3a cjeyeT OPHEHTHPOBATHCS Ha Psifl 0COOEH-
HOCTEH, CBOMCTBEHHBIX TOH MJIM HHOH HO30JI0THUYECKOi hopMe.

1. XJIJI/JIMJI. TlocKoJbKy cOOTHOLIEHHE JMMQOLHUTOB
M MIa3MaTHYeCKMX KJIETOK B MOP(oJOorHueckoM cyocrpate
MW Becbma pasiudHO, MPaKTHIECKH HEBO3MOXKHO OTJIMUMTD
XJUT ¢ cexpeunern PIgM ot knaccuuecko#t gopmbl 60/1e3HH.
[Tpuxoaurest npuberaTh K OLEHKe YPOBHsI rephdepHuecKoro
JIEHKOLINTO3a, a TaKKe YUHThbIBATb BeJMUMHY M-KOMIOHEHTa,
kotopblit npu XJ1JI ¢ PIgM uatie 6biBaer HeBbicokum.!” To-
MoraeT MMMyHo(eHOTHTIUeCKHi ananna: st XJIJ1 B oTinune
or MW cBoiicTBeHHbI cnabas sxenpeccns slg, CD5+, CD 23+
(06bHO BhIcoKas ), CD22+4/—, FMC7—, CD79b—.!10

2. JIM3C. ITomoratoT kauHuueckue npusnaxu: s JIM3C
XapakTepHa BbIpaxKeHHasl crjieHomeranns. Ecan BbIsBAsSETCS
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PIgM, T0 ypoBeHb ero MoxKeT ObITb KaK HU3KHM, TaK U OTHOCH-
TeJIbHO BLICOKMM (HEYaCTO ), T03TOMY OPHEHTHPOBAThCS Ha HETO
cso2kHO. [IpyHHMAlOT Bo BHUMaHHe pe3y/ibTaThl MMMyHO(EHO-
THnuueckoro ananusa: st JIM3C TunudHa runepaKcnpeccus
CDI1 Ic(nmpu MW oHaiu60 OTCyTCTBYET, JIMOO BhIpaxkeHa ¢1abo).
Akcnpeccust CD25 ckopee corictBenna MW, uem JIM3C. [1pu
MW CD103 Bcerna neratuseH, npu JIM3C skenpeccupyercst
B 40 % cayuaes.''! B nacrosiiiee BpeMst POBOAATCS yIyOJIeH -
Hble LUTOreHeTHYECKHe HCCJIeI0BAHUS, KOTOpble, BO3MOXKHO,
no3BoJisiT B OyjyleM GoJiee THIATENbHO Pa3rpaHHuUTh 3TH JIBE
BO MHOTOM CXOJIHbIE M€Xly CO60H HO30/10rHu€ecKHe (hOPMBI.

3. BKJI. Yactb cayuaes conpoBoxkiaetes cekpenreit PIlgM
(uame PIgG). Hepenxko mopcosiorusi omyXosieBbIX KJETOK B
LMTOJIOTHYECKHX MTpernapaTax KocTHoro moara npu MW neotiiu-
ypma ot TakoBoii pu BKJI. B nnddepenunanbroit anarnoctike
NpHUaeTcst 3HaueHHe KJIMHHYECKOH KapTHHE, OCOOEHHOCTSIM
aHasu3a KpoBH (MaHIUTONEHHsI, MOHOLMTONEHHs), pe3yJibra-
TaM 1IUTOXHMHMUYECKOTO M HMMYHO(EHOTHITMUECKOTO aHaJH30B
(cneunduuHocTh  nocaeaHero  otHocuresbHasi):  CDllc+,
CD22+ (Bbicokast sxkenpecensi), CD25+, CD103+.

4. MM. uddepenuupoate MM 1 MW odeHb TpyIHO.
ITH pe/KHe Cilyuau ONHUCBIBAIOTCS B paMKax Kak OJHOMH, Tak H
JIPYroii  HO30JI0THUECKOH  (opMbl.2!12115 TIpeumyiiiecTBeHHO
NJ1a3MOKJIETOUHas MopdoJiorsi 06pasloB KOCTHOrO Moa3ra,
HaJIM4YHe 04aroB OCTe0JM3a, BhlpaxkeHHast skcrpeccuss CD38 u
CD138, orcyrereue CD20, nannuue t(11;14) pemaiot Bonpoc
B noJibsy MM.

5. BTLL p. KntoueBasi posib B IMarHoCTHKE LEJHKOM TIPH-
HAJUIEXKUT MMMYHOXMMHUYECKOMY aHajiu3y OEJIKOB ChIBOPOTKH
KPOBH H MOUH.

6. MALT-numdoma. Bosisieuenne KocTHOro mMo3ra B ory-
xoJ1eBblil mpouecc Heyactoe. PIgM cekpeTtupyercst peiko, 1 ero
KOJIMYECTBO He3HaunTesibHoe. OJHAKO HEKOTOpble MallMeHTbI
MOTYT UMETb BHICOKHH ypoBeHb chiBopoTouHoro PIgM u kiu-
Huyeckyto kaptuay MW, 16 uto oueHb 3aTpy/HSIET IHArHOCTHKY
B 9TUX peakux ciydasx.®” Creuudnueckux HMMYHOJIOTHUECKHX
MapKepoB HeT.

7. ®J1. TpynHocTel B IMarHOCTHKE O0OBIMHO HE BO3HHUKAET.
OCHOBHBIMM KPUTEPHSIMH JIHArHO3a SIBJISTIOTCS] THCTOJIOTHST OITy-
X0J (((hOJITMKYJIBI, COCTOSIIIIME U3 LEHTPOLUTOB H eHTpob.Ia-
cToB) u cretududeckuit ummyHodenorun CD10+, BCL-6+,
4T0 HecBolcTBeHHO MW,

8. JIM3. 9. IBKJI. CnoxHoctell B auddepenunansHom
JIMarHo3e Her.

Kpome Toro, onmucanbl GoJibHblE, Y KOTOPbIX «KJACCH-
veckuit» Juii MW cMeliaHHblil MopdoJiorHueckuil cy6erpat
JIeiiK03a M «THIHYHbIE» KJIMHHYECKHE CHMIITOMbI HaOJlI0/1a/InCh
MpU MOHOKJIOHAJIbHOM TIpoyKiH [gG nitu [gA b1 17118

Takum o6pasom, cpen 3pesibix B-KaeToUHbIX JUMpaTHie-
CKHX ortyxoJiefi ¢ cekpeunert PIgM Berpeuatotest HabumoieHusl,
HO30JI0THUeCKas MPHHAAIEKHOCTh KOTOPHIX HE TOJIaeTcs
TOYHOH HAEHTH(HUKALMH, TOCKOJBbKY MOPMOJIOrHIecKHil cocTan
OTMyXOJIH COOTBETCTBYET OJHOH HO30JI0THUECKOH hopme, a mpo-
JlyKLUs1 — JPYrof.

B uenom MW cBOHCTBEHHbI XpOHHUYECKOE, CIOKOHHOE
TeueHWe, MeJJIeHHas! JJMHAMHKA Pa3BepTbIBAHUS CUMITOMOB, a
4acTo — MHOTOJIETHHI GeCCHMITOMHBIH TTeproiL. [IpHHATO BbI-
JIe19Th TpH (hopMbl 3aboJieBanust: 1) GeccumnToMuasi; 2) mMej-
JIEHHO nporpeccupyloast (MpojIo/KUTENIbHOCTb KU3HH GoJiee
5 Jet); 3) OblcTpo Tporpeccupyionias (MpoAoIKUTENBbHOCTD
Ku3HK 0KoJIo 2,5 Toma).®® Yacrora Bsiotekyuimpx («smolder-
ing») hopm (das) nocturaer 18 %, LIHTENBLHOCTb CTAOUILHOIO
KJAMHUYECKOro myato 6e3 Tepamun — 7—9 jeT, a WHOTAA H
HecKosIbKO siecsituieTnit.!!” Ocrtpble dopmbl 3abosieBanusi ¢
HU3KOAU(DEPEHIHPOBAHHBIM KJIE€TOUHBIM COCTABOM, paHHEH
MHEJIOJICTTPECCHell ¥ CKJIOHHOCTBIO K 04aroBOMY CapKOMHOMY

KIMHUYECKAA OHKOTEMATOJIOTHS



Makporno6ynunemus Banbpencrpema

pocty BcTpevaioTcst penko. OOBUHO ¢ TaKMMH CHMITOMAaMH
npoTeKaeT TepMUHANBHAsK cTaaus (pasa) 6oe3HH.

NPOrHO3

[To nannbiM iuteparypbi'® u corsmacio IPSSWM (mexaynapos-
Hasl CHCTeMa OLIEHKH MPOrHOCTHUECKHX (akTopoB npu MW), !
K (hakTopam BbICOKOro pucka rnpu MW npuHATO OTHOCHTH
CJleMlylollHe NapaMeTpbl, BbIsIBJsSiEMble B MOMEHT [1OCTAHOBKH
JMarHosa:

@ Bo3pacrt crapiie 65 JseT;

ypOBeHb reMorsio6uHa MeHee 115 /i

yposeHb TpombouuTos Meree 100 000/MK.1;

yposenb B,-MuKporno6y.inna Gosiee 3 Mr/i;

ypoBeHb M-rpaauenta 6osee 70 r/i.

OnbIT MOKA3bIBAET, YTO 3HAUeHHe STHUX (PAKTOPOB OTHOCH-
TeJIbHO M YTO MPOrHocTHYecKue napamerpbl npy MW Ttpebyior
JlaJIbHeHIero U3yuyeHust i yTOUHEeHHsI.

MW He TpeGyeT HemeIJIeHHOro Ha3HaueHusi Tepanuu. Bo-
TepPBbIX, pellieHHe 06 UCMOJIb30BAHHH TPOTHBOOITYXOJIEBBIX CPEJICTB
TIPUHAMAETCS TOJIBKO T10C/IE TTOJTYYEHHST JAHHBIX, HE OCTaBJISTIOLIMX
COMHEHHH B JauarHose. Bo-BTopbix, GeccUMMTOMHBIE (OPMBI
(«smoldering»-BapuantT MW ) Tpe6yIOT HCKTIOUUTENBHO HABJIO-
Jienust, naske eca yposenb PIgM > 20—25 r/a1. TTo stomy nososy
ette B 1991 . J. Waldenstrom copmyspoBast ocHOBHOI Bomipoc,
KacarolInics TepaneBTHIECKUX MoAX0A0B Tpu MW: jieunts uiu He
JieunTh.'” MokazaHusiMK K Hauajly JeueHusl CJy»Kat rosiBjieHre
KJIMHHYECKHX CUMITOMOB 6oJ1e3HH (B-cumnTomsbl), BeIpazkeHHast
JuMdaieHonaTysi i/ uinM opraHoMerasius, cylilecTBeHHas IMHAMUKA
Hapactanusi PIgM, muenonenpeccusi. Llutocraruueckas tepanust
HeoOX0/MMa | TIPH HAJIMYHK ocsioxKHeHnH MW, o6yc/ioBIeHHbIX
Makporso0yuHeMueil (MoBbIlIeHHe B3KOCTH, KPOBOTOUHBOCT ),
KomiiekcupoBaneM PIgM ¢ apyrumu 6esikaMu KpPOBH HJIHU
€ro aHTHTEJbHOH aKTHBHOCTBIO (KpuorjobGysaunemusi, BXIA,
nepucepudeckas mosuHelponatus, AU(PQY3HbIH HUMMYHOKOM-
TUICKCHBIH TJIOMEpYJTOHe(PUT) U MOBPEKAAIOUIUM JeHCTBHEM
6esxa BJ (moueunasi HeocraTouHocTh). B Tex caydasix, Koraa
BO3HHMKAIOT COMHEHMSI B 11e71eCO0OPa3HOCTH MPUMEHEHHsT XH-
MHOIIpenaparoB, y106HO UCIOJb30BAThL Maa3Madepes, ObICTPO
yerpansiiouiuit  nposisiienust  CIIB,  ummyHOKOMIJIeKCHOTO
BACKYJIUTa M reMOpparnieckoro CHHAPoOMa.

UntocTatnyeckana xummotepanua

[IprBosMM TpOrpaMMbl LIUTOCTATHYECKHX PEKUMOB, HaH-
00J1e€ 4yacTo MCMoJb3yeMbix B Teparnud MW,

Jleiikepan (xn0p6byrun) + npeanusonon (CP) (Knospe,
1974)

Jleiikepan 5 mr/m? BHYTpb C 1-T0 110 3-ii IeHb.

[Tpennuzomnon 50 Mr BHyTpb ¢ 1-r0 10 3-i ICHB.

[lepepniB Kaxkbie 2 Het.

M2 (Case, 1977)

Bunkpuctut 1,5—2 Mr BHyTpUBEHHO B | -1 IeHb.

BCNU (Carmustin) | mr/kr BHyTprBeHHO B 1 -ii leHb Wik

CCNU (Belustin) 80— 120 mr BuyTpb B 1 ieHb.

Huknodpocdamun 800— 1200 Mr BHYTpUBEHHO B 1 -if ieHb.

Ankepan (mendasnan)* 10 mr BHyTpb ¢ 1-TO M0 7-if Wi ¢
I-rono 10-1 nenb.

Ipemnnsonon 1 Mr/kr BHyTpb ¢ 1-ro 1o 7-if 1eHb, anee
paBHOMEpHOe CHUKeHHe 7103bl 10 21-ro JiHs Kypea, oTMeHa Ha
22-i1 neHb.

[TepepniB 3—4 Hep. (Mocse OTMEHBI TPEAHU30JI0HA ).

* Ankepan npu MW vacro 3amensietcst XJ10pOyTHHOM (J1efi-
KepaHOM ) B TeX Ke J103aX.
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M2 + nokcopyOouuuH

To e, uto B mporpamme M2 + nokcopyOUIHH BHYTPHBEHHO
B 1-ii mennb kypea B 103e 30—50 mr/m2 Jlosa aoKcopyGuimHa
OMPEJIEJISIETCsST UCXOJHBIMU [0KA3aTeJIsIMU YPOBHST JIEHKOLMTOB
1 TpomGounToB. [IpH  yIOB/JIETBOPUTENILHBIX —[TOKA3aTeJisiX
KpoBu (MeiikolnThl Gosee 2,5 x 10%/1, TpomMGouuThl Gosee
100 x 10%/.1) Ta 3ke 1032 JOKCOPYGHLIMHA BBOAUTCS MOBTOPHO Ha
8-11 i 14-ii neHb Kypea.

Jlosza rnpesHu30/10Ha B 3TOM Kypce MOKeT ObITh MOBbILLIEHa JI0
90—120 mr B cyTkM B TeueHHe nepBbixX 7 aHel. CHUKEHUE J103bl
peKOMEH/IyeTCs IPOBOJUTD C 8-T0 JIHsI MO O MI' B CyTKH JI0 OTMEHBI.

JlresibHOCT MepepbiBa M0C/IE TPOBEIEHHST Kypca Co-
craBiisieT 3—4 Hell. M ONpe/eIsieTcsl CPOKaMH BOCCTAHOBJICHHSI
MHEJI0M033a.

COP (Monserrat, 1985)

Luxnodochamua 300 Mr/m® BHYTPHBEHHO WJH BHYTPb C
l-ro no 5-# aeHb.

Bunkpuctun 1 Mr/m? (Makcuma/bio 2 Mr) BHYTPUBEHHO B
1 -i1 nenb.

[peanuszonon 40 Mr/m? BHYTpb ¢ 1-10 110 5-ii feHb.

[lepepniB 22 nust (cuet oT 1-ro aHs Kypea).

Mini-CHOP (French Cooperative Group, 1986)

Lukaodocdan 300 Mr/m? BHYTPHBEHHO WJH BHYTPb ¢ 1-T0
1o 5-ii IeHb.

Anpuamuuyn 25 Mr/m2 BHyTPUBEHHO B 1 -ii IeHb.

Bunkpuctun 1 Mr/m? (Makcuma/ibHo 2 Mr) BHYTPUBEHHO B
1 -1 nenb.

[pennusonon 40 mr/m? BHYTPS ¢ 1-10 M0 5-if IeHb.

[TepepwiB 22 nusi (cyet ot 1-ro aHs Kypea).

VAD (Barlogie, 1984)

Bunkpuctun 0,4 Mr/m2 B 1 —4-ii ieHb OCTOSIHHO BHYTpH-
BEHHO Uepes JIBYXXO0/I0BOH KaTeTep C MOMOLLbI0 HHy3oMaTa.

Anpuabnactun 9 Mr/m® B 1 —4-ii IeHb NOCTOSHHO BHYTPH-
BEHHO Yepe3 JIBYXXOJI0BOH KaTeTep ¢ MoMollbIo HH(y3omaTa.

JekcameTazon 40 Mr BHyTpb B OJUH MpueM yTpom B | —4,
9—12u 17—20-i1 quu.

Hauasno ciemytoniero Kypca Ha 28-ii ieHb (cuet ot 1-ro aHs
Kypca).

B nxn npruema nekcamertaszona Heo6xoauMa asias ineTa,
npuem Gi0katopos H,-penentopos n aHTaumaHbIX Npenaparos.
BoJibHble Hyxal0TCsi B MPOhUIAKTHIECKOH aHTHOAKTepHaIb-
HOH Tepanuu 1 aeKBaTHON rujpaTaluy (He MeHee 2—3 J1 MOUM
3a CyTKH).

®daynapaduna moHodocdar (Keating, 1989)

Dynapadun 25—30 Mr/m? BHYTpHBEHHO KarneibHo (30-Mu-
HyTHas UHy3usi) | pa3 B cytku ¢ 1-ro no 5-if nenb. [lepepois
28 nueii (110 okoHyaHuu Kypea ). [TpoBoautesi 3—6 Kypcos.

®aynapabuna moHodochar + uukiaodochamun (FC)
(O’Brien, 1998; Flinn, 1998)

®yynapabun 25 Mr/m? BHYTPMBEHHO KamesibHo | pas B
CYTKH B | —3-11 ieHb.

Luknopocdamua 250 mr/m?2 BHyTpHBEHHO Kane/ibHo | pas
B CYTKH B | —3-1i ieHb.

[TepepsiB 4 nen. [1poBoautes 4 kypca.

2-xnopoaeokcuaneHosuH (Piro, 1988)

2-CDA (Knanpu6un) 0,1 mr/xr B 1 —5-it wian 1—7-i geHb
MOCTOSIHHO BHYTPUBEHHO C MOMOLIbIO HH(y3omaTa. Ecin ypo-
BeHb TPOMGOLHUTOB cocTaBJisieT MeHee 60 X 10%/1, To cyTounas
J103a npenapara cHukaetesi 10 0,05 Mr/kr.

[TepepniB 28 nHedt (10 okoHUaHUU Kypca ). O6bIMHO MPOBO-
autes 2—4 Kypca.

Knanpn6un B Toi ske CyTOUHOH /103€ MOXKET Ha3HAYaThCs B
BHJIe 2-4acoBOi MH(Y3UH UJIH TTOJIKOKHO.

Putykcumao (Treon, 1999)

Purykcuma6 (Ma6Tepa) 375 Mr/m? BHYTPUBEHHO KaneJbHo
| pa3 B HezesTI0 B TeyeHue 4 HeL.

129



T. B. banakupesa, H. E. AnapeeBa

[1pu orcyrerBun nporpeccrpoBanus MW, HaunHasi ¢ 12 Hejt.
OT HavaJia Teparuu, cjeyeT NoOBTOPHUTb Kypc.

Putykcumaé + CP (R-CP)

Putykcuma6 (Ma6tepa) 375 Mr/m2 BHYTPHBEHHO KaTle TbHO
B |- ieHb.

Luknodochamua 1000 Mr/m? BHYTPUBEHHO KanesibHO B 1 -
JIeHb.

[pennusonon 100 Mr B cyTKH BHYTpb B 1 —5-ii JIeHb.

MuHuManbHbBIA nepepbiB 3—4 Hell.

KosuecTBO KypcoB He persiaMeHTHPOBaHO.

Putykcuma6 + CVP (R-CVP)

Purykcuma6 (Ma6tepa) 375 Mr/m? BHYTPMBEHHO KareJbHO
B 1-il neHb.

Luxnodochamua 750— 1000 mMr/m? BHyTPHBEHHO KarneJbHO
B 1-il neHb.

Bunkpucrun 1,4 Mr/m? (MakcuManbHo 2 Mr) BHYTPHBEHHO
B |- ieHb.

[pennnsonon 100 Mr B cyTKH BHYTpPb B 1 —5-ii JIeHb.

MuHuManbHBIA nepepbiB 3—4 Hell.

KosuecTBO KypcoB He persiaMeHTHPOBaHO.

Purykcumaé + CHOP (R-CHOP) (Cruczman, 2001)

Purykcnma6 (Ma6repa) 375 mMr/m2 BHYTPHBEHHO KareJbHO
B |- 1eHb.

Hukmodpocdamun 750 mr/m? BHYTPHBEHHO B | -1 JIeHb.

TokcopyO6uimn 50 Mr/m2 BHYTPUBEHHO KaresibHo B 1-ii 1eHb.

Bunkpuctun 1,4 Mr/m? (MakcuMabHO 2 Mr) BHYTPHBEHHO
B 1-il neHb.

[pennusonon 100 mr/cyt BuyTphb B 1 —5-ii 1eHb.

MunumanbHBIHA IepepbiB 3—4 Hell.

KousuecTBo KypcoB He persiaMeHTHPOBaHO.

Putykcumaé6 + 2-CDA + uwukiaodochamun (RCIC)
(Weber, 2003)

Purykcuma6 (Ma6Tepa) 375 Mr/m? BHYTPUBEHHO KareJbHo
1 pa3 B HefeJto B Teuenue 4 Hen. — B 1, 8, 15, 22-ii qHu.

2-CDA (knaapu6un) 1,5 mr/m2 nofKoxkHo 3 pasa B CyTKH B
1 —7-1 geHb.

Luxnodochamua 40 Mr/m? BHyTph 2 pasa B cyTkH B 1 —7-ii
JIEHb.

[TepepniB 6 Hen. [TpoBoauTes 2 Kypca.

Putykcumad + daynapadun (RF) (Treon, 2002)

Daynapabut — cM. Boillie «PiynapaGuH B MOHOPEXKHUME .
[TpoBoautcst 6 Kypcos.

Putykcuma6 — 8 uHdysuit B cranpaptHoil 103e | pa3 B
4 Hen. B Teyenue 31 Hen.

Purykcumad + FC (R-FC) (Keating, 2000)

Putykcnuma6 (Ma6repa) 375 mMr/m2 BHYTPHBEHHO KarebHO
B |- 1eHb.

Gaynapabun W upkaodochaMull BBOAATCS aHAJIOTHUHO
nporpamme FC Bo 2—4-ii ieHb Kypca.

[Tepepni 3 nen. [TpoBoautest 4 Kypca.

DRC (Dimopoulos, 2004)

Jlekcamerazon 20 Mr BHYTPHUBEHHO B 1 -1 JIeHb.

Putykcuma6 375 mr/M2 BHYTpPMBEHHO KamesibHO B 1-ii
JIeHb.

Luknodochamua 100 mr/m? BHyTph 2 pasa B cyTkH B 1 —5-
it e (cymmapuas 1oza — 1000 mr/m?).

[TepepsiB — 3 Hen. [IpoBoauTest 6 Kypcos.

Tanupomua +  gekcamera3oH +  KJIapUTPOMMLMH
(Coleman, 2002)

Tamunomun 50—100—200 Mr B CyTKH BHYTPb MOCTOSIHHO
JUINTENIbHO (He MeHee 3 Mec. /sl OLleHKH 9(PEeKTHBHOCTH Te-
panuu).

Hexcameraszon 40 mMr 1 pa3 B HeJle/110 BHYTPb NapaJiesibHo
TaJIHIOMHULY.

Knapurpomuimn 250 Mr BHYTPb 2 pasa B CyTKH TTOCTOSTHHO
JUIUTEJILHO (Mapasiie/ibHO TIPUEMY TaJUI0MUIA ).
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Tanupomun + npenHn3onoH (Co6CTBEHHbBIE PEKOMEHIALNH,

2002)

Taannomun 50— 100 Mr B cyTKH BHYTPb MOCTOSTHHO JUTHTE b+

HO (He MeHee 3 Mec. sl OLIeHKH 3(P(hEeKTHBHOCTH TEpParnH ).
[pennusonon 50 Mr B cyTku BHYTpPb B 1 —5-i1 JieHb ¢ 10-

CJIelyIOUIMM CHUKeHHeM U oTMeHoil K 10—13-Mmy aHI0 OT ero

Havasia. Kypcbl npoBogdr ¢ uactotoil 1 pa3 B 3—6 Hel. napadi-

JIeJILHO TIPUEMY TaJIHIOMHJIA.

Tanupomun + putykcumab (Soumerai, 2007)
Taaunomun 100—200 Mr B CyTKH BHYTPb TOCTOSTHHO JJIH-

TeJIbHO, He MeHee | roza.

Putykcuma6 375 mr/m?2 BHyTpMBEHHO KarneJbHo | pas B

Heslesto Ha 2—5-ii 1 13— 16-1i HeleIsIX OT Hayasa Teparuu.
CorziacHo peKoMeHalHUsM, NPUHATBIM Ha 3-M MeskyHa-

poaHoM cummnoguyme no MW (3-IWWM), npuBouM KpuTepuu

OLIeHKH Tepanuu (oHu HeoOXOIUMBI /Il CPaBHEHHsT KauecTBa

OTBETOB CpEAM Ppsfia PasiHYHBIX KJUHMYECKHX HCCJIe0Ba-

HUit ). 12!

[Moanwiii orBeT (CR — complete response):

@ ucuesHoBeHue PIgM B chiBOpoTKe U Moue, J0Ka3aHHOE
mMetonoM M®; rucrosioruueckoe 10Kas3aTebCTBO OTCYT-
CTBHS$I OTTyX0JIEBOT0 OPAXKEHUSI KOCTHOTO MO3Ta;

@ OTCyTCTBMe ajleHonaTuu/opraHoMeraanH, NoATBePK/eH-
HOe IaHHBIMU KoMTIbloTepHOl ToMoTpacduu (KT);

® OTCYTCTBHE KJIHHHYECKHX CUMIITOMOB H IPU3HAKOB, HMe-
I0LLUX OTHOLIeHHe K MW,

® CR no/mxen GbITh MOATBEPKAEH MOBTOPHO MeToaoM MP
He paHee yeM yepe3 6 Hea. MocJje ero NMepBUYHON peru-
CTpaltn.

Yactuunbiii otBet (PR — partial response):

® OGoaee 50 % peaykuun PIgM B cLiBOpOTKe IpH onpejelie-
HUH METOJ0M 3J1eKTpodopesa (DD);

® oOosee 50 % yMeHblleHUs afeHonaTuu/opraHomeraanu
10 IAHHBIM (PU3UKaJIbHOTO HeesenoBanust uin KT;

® OTCYTCTBHE HOBBIX CUMIITOMOB HJIH TIPU3HAKOB aKTHBHO-
ctu MW.

Maubiit orBet (MR — minor response):

® OGoaee 25 %, no menee 50 % penykuun PIgM metonom
20;

@® OTCYTCTBHE HOBBIX CHMIITOMOB HJIM TTPU3HAKOB aKTHBHO-
ctu MW.

Crabunusauus 3a6oneanus (SD — stable disease):

@ wMenee 25 % penykuuu PIgM u menee 25 % ysesuuenust
PIgM B cbiBopoTke MeTo0M DD;

@ OTCyTCTBHE MporpeccHpoBanus JuMbaseHonaTnn/opra-
HOMeraJ/iiH, UMTONEHHH W KJIHHHYECKHX CHMITOMOB H/
WJIM IPU3HAKOB, 00YCJIOBJIEHHBIX NTPOsiBJeHUsIMH MW.
[porpeccupoBanue 3a6oneBanusi (PD — progressive

disease):

® OGoaee 25 % ypeandenns PIgM B cLIBOPOTKe MeTOI0M
O, noATBEPKACHHOTO ABAK/IbI B [TPOlI€CCe KOHCTATALHH
JaJbHEHIIIEro MPorpeccHpoBaHus KAMHHUECKH 3HAUNMBbIX
napameTpoB, o6ycjoBjeHHbIX MW (UHTOMEeHHUeCKHH
CHHJIPOM, ajleHonatus/opraHomerannus, B-cHMITOMbI,
CIIB, noniuHefiponaTtus, KpHOTNOOYIHHEMHUST U JIP.).
OueHka oTCcyTCTBYeT WM Hy:xkaaeTcsi B oTcpouke (NE —

not evaluable uiu DR — delayed response):

e Tepanusi anajoraMu HYKJ/I€O3HIOB H/HJIH PUTYKCHMAGOM
3a4yacTyio TpeGyeT OlleHKH OTBETa OTCPOUEHO 110 BpEeMeHH
(crycTst HECKOJIBKO MECSILIEB OT €€ HavyaJsa — CM. HHIKE).
B ciydyae jpocTKeHHs] 3HAUMTEJNBHOTO YJyqIIEHHs WJIH

crabunuzauun MW npu ucnoJ/ib30BaHHH BbIOPAHHOTO Tepanes-

tueckoro pexuma (PR, MR uan SD), 60/bHBIX MepeBoaAT Ha

NojyiepKUBAtollee [UTOCTATHIECKOE JIedeHHe 10 TOH Ke Mpo-

rpamme. CpoKH €ro MpoBeACHUST ¥ HHTEPBANbl OMPEIC/ISIOTCS

MHAMBHIya bHO. B otnnune ot MM, uHTepBasbl NPOBEICHHS

KIMHUYECKAA OHKOTEMATOJIOTHS
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kypco nosuxumuorepanuu (I1XT) kecTko He persiameHTHpO-
BaHbl U, KaK MPaBU/I0, COCTABJISIOT OT 2 10 6 Mec.

Jlo nauana 1980-x rofoB Ha MepBOM 3Tare Tepanuu IMpoKo
UCIOJIb30BaJICS JieliKepaH (X10pOyTHH) B 103e oT 4 10 12 mr B
JieHb (B KOMOMHALMH ¢ KOPTHKOCTEPOUIHBLIMH FOPMOHAMH 10
30—60 mr B cyTkH nnn 6e3 HUX). Beibop cyTouHolt 103bI X/10p-
OyTHHa 3aBUCEJ OT MOKasaTeJiel nepudepuueckoil KPOBH U Bbi-
PaXKeHHOCTH JIEHKO3HOH runepria3ul. Ero cpeiuss KypcoBast
nosa cocrapyisiia 300 mr. Heocratounast ahheKTHBHOCTD JIeii -
KepaHa, Pe3UCTEHTHOCTD K Mpenapary y 60JIbLIMHCTBA GOJIbHBIX
MW, KopoTKHe OTBEThI, HU3Kasl MelHaHa BbIXKMBAEMOCTH (0OKOJIO
5 JIeT) NPHUBEJIH K HCTTBITAHHIO IPYTHX LIUTOCTATHIECKHX CPEJICTB
1 TIPOTPaMM TIPH 3TOM 3a60JIeBaH|HU, XOTs, Mo MHeHHIo S. Ngan
1 COaBT., 9(h(heKTUBHOCTD XJTOPOYTHHA y HEJeUeHHbIX paHee na-
uMenToB cocTasJsieT 6osee 70 % (uncio nadmoaenuit — 23).'22
[To nannbim apyrux aBropoB!?* (22—110 GosibHBIX B pa3HbIX
cepHsix), obIIMe OTBETHI HA Teparuio XJA0pO6yTHHOM (B MOHOpe-
’KMMe WM B COYCTAHUH C KOPTHKOCTEPOUAAMH ) PETHCTPUPYIOTCS
B 31—72 % cayuaes, HX NPOJOJIKHUTENLHOCTD HE3HAUHTEIbHAS,

Haunnyuieit kombuHaumen ajJKuiMpyiolnx npernapaToB B
COUETaHUM C KOPTHKOCTEPOWIAMH OKasaJjachb rporpamma M2
(mespanaH, 1mknodochan, KApMyCTUH, BUHKPUCTHH, MPEHH-
30J10H). Ha co6cTBeHHOM oMbiTe Mbl YOEIUIUCh, YTO TPOTOKOJI
M2 no cpaBHeHHIO C JieliKepaHoM OKa3blBaeTcst GoJiee ycreli-
HBIM Y TMOJABJISIIOLIEr0 YMCaa MePBHUHO HEJeYeHHbIX GOJBbHBIX
(90 us 41 % cootBetcTBenHO). B HacTosiee BpeMs TporpaMma
M2 mmpoko HCrosb3yeTcss HAMH B KadeCcTBe WHHIHAJILHOH
Teparnuu.

CTpyKTYypHbI€ aHAJIOTY MyPUHOBBIX HYKJIE€03U0B. Y Naliu-
€HTOB, UCXOIHO PE3UCTEHTHBIX K MOHOXUMHOTEPAINHH aJIKHJIU-
PYIOLLIMMU IpenapaTamu, K nporpaMmme M2 B ee KJaccHYeCKOM
BapHaHTe, a TaKXKe B TEPMUHAJBHBIX (pazax 60J1e3HH JJ06aBISIOT
JIpyrHe CJI0JKHble KOMOHHALMHK LUTOCTATHIECKUX CpeacTB (M2
¢ nokcopy6uiHoM, COP, mini CHOP, VAD) u crpykTypHble
aHaJsiory mypuHoB (yaapabu, 2-X10poeOKCHAAECHO3NH ).

2-1e30KCUKO(OPMHUILIMH (TIEHTOCTATHH), TMPHHAIEKAIIHH
TaKKe K CEMEHCTBY MypHHOBBIX AHAJIOTOB, MPOSBUJ HHU3KYIO
s dekTHBHOCTL B Teparin MW.!21

B nocseanue 15 siet B Amepuke u Epone duiynapaGun u
2-CDA (knanpuGuH) IIHPOKO MCIOJBL3YIOTCSl KaK B KauecTBe
Teparuk MepBoil JIMHWM, TaK W Y TMePBHYHO-PE3UCTEHTHBIX K
aJKUJIUPYIOIIMM TipeniapaTtam 6osbHbIX MW u npu peuynmse. B
nocJjie/iHee BpeMsl TPeIouTeHHe OTAAeTcs UX KOMOMHALHSIM C
PSJIOM LIMTOCTATHKOB M PUTYKCHMAGOM.

®aynapadun. OTBet Ha Tepanuio QuyrapabuHOM B MOHO-
pexKUMe y HeJleUeHHbIX paHee MallMeHToB, 10 Pa3HbIM JaHHbIM,
coctabJisieT oT 38 10 85 % u 6o/1ee. Pasnuuust 06ycI0BICHbI He-
perpe3eHTaTHBHBIM HAOOPOM B psijie HceaenoBanui. [IpumepHo
y '/, GOJIbHBIX, PE3UCTEHTHBIX K MPELIECTBYIOLIEMY JeUeHHIO
ANKWJNPYIOLMMK  TIPerapaTamMu, TakxkKe ylaercs J00UThbCs
3HAUMMOTO0 3 eKTa, HCMoNb3ysi MOHOTepanuio hJayaapabuHoOM
(o1 30 10 40 %).'21% [Ipn 3TOM NPOJOIKHTEILHOCTL OTBETOB
6e3 MpoBeIeHNs TOJUIE PAKUBAIOLIIETO JJeUeHUsT KosebeTes oT 32
70 41 mec. B GoabmnnceTBe cyuaeB 3¢heKThl perucTpupyoT-
csl B TedeHHe 3—6 Mec. OT Hayaja TepamnuH, pexke — CIyCTs
6—12 mec.

Haubosee pacnpocrpanennast kom6unauus dayrapabuna
C LMTOCTATMUECKUMH TpenapartamMu — 3To (aynapabun +
ukaodocedan (FC) (saBasitorest cuneprucramu ). O611iie OTBETHI
y HeJIEYEHHbIX M TpeuIedeHHbIX GOJIBHBIX COCTaBHIIM OT D5 110
89 %. Memuana BpeMeHH JI0 Haua/a rporpeccHpobanus (time
to progression — TTP) paBusinacs 27 mec.'? B ocHoBHOM Bee
OTBETHI OTHOCHJIUCH K KaTeropun PR. UeTkoro npeacrasienust
006 ONMTUMAJIBLHOH MPOIOMKUTENBHOCTH Tepannu hayaapabuHom
1 0 HeOO6XOIMMOCTH €ro HCMOb30BAHHS HA IEPBOM ITare Jeye-
HUS MOKA He CYIIeCTBYeT.

www.medprint.ru

Knappuoun. Ilepsast jiuHusi (MOHOpEKUM): OOWIMH OT-
BeT — oT 40 10 90 % (5—26 GOJLHLIX B Pa3HbIX cepusx).'?
Bropast aunus (MoHopexkuM): o61wmit otBeT — ot 38 10 54 %
(13—46 GosbHbIX B pasHbix cepusix).'? CpenHee Bpemsi JIo
nosiydeHHsl oTBeTa B 0OeHx rpynmax coctaBuio 1,2—5 mec.
[TpoBoamnoch 2—4 xypca. O6mas 3pQPeKTHBHOCTb Tepannu
2-CDA, no nanubiM D. Weber u coaBr., B rpyrine HeJiedeHHbIX
paHee 60/1bHBIX MW (npoananusuposano 90 ciyyaes) 10CTUTIA
85 %.'27 I1pu 31oM 2-CDA ncnosib3oBascst Kak B MOHOPEKHUME
(1-a rpynna), Tak ¥ B KOMOMHALMSX C MPEIHH30J0HOM (2-5
rpynmna), nukiaodocdaHoM (3-51 rpymmna) U B pesKUMe PUTYKCH-
Mab + kaaapubun + unknodoctan (4- rpynmna) (o nocsenHel
rpynmne — cM. HiKe oT/ie/bHO ). [IpakTniyecku BceM namyenTam
MPOBE/ICHO /1BA BLIOPAHHBIX COTJIACHO COOTBETCTBYIOLIEMY T1PO-
TOKOJIy Kypca ¢ repepbiBoM 6 HeJl. PeaysibraTbl CBHIETEIbCTBYIOT
0 3HAUYNTEJILHOM YBeJIHUEHHH OeCCOOBLITUIHHON BbIXKHBAEMOCTH,
0co0OEHHO B JIBYX MOCJeIHUX rpyrnnax. [ IpeiieueHHOCT, MalMeH-
TOB He BJIMsI/IA HA Pe3yJ/IbTaThl.

[To-BUmMMOMY, He CJjlellyeT pacCuMTbIBATh Ha JIOCTHXKEHHE
s¢dexra ot Tepanuu (ayrapabUHOM U KAAIPUOUHOM y 6GOJIb-
uHeTBa 6osibHbix MW B nepBoit siunuu. Kpome Toro, cylie-
CTBEHHBIX TMPEUMYLLECTB Mepejl aJKMJINPYIOLUIUMH areHTamMu
B OTHOILLEHHH TMPOJIOJKUTENBHOCTH KHU3HH GosbHBIX MW 3TH
npemnaparsbl, BEpPOSITHO, He UMEIOT. 3HAYUTEIbHBIM HEJ0CTATKOM
aHaJIOrOB HYKJIEO3UJIOB SIBJISIETCS X CTOCOOHOCTh HHIYLIHPOBATD
JUINTEJIbHYIO  HMMYHOCYIPECCHIO: 3HAYUTEsIbHOE JITUTENbHOE
cumkenne CD4+ n CD8+ dpaxumnit T-aumdouutos mMoxer
MPUBOJUTL K TMOBbILIEHHOMY PHCKY ONMOPTYHUCTHUYECKHX HH-
texumit. JleTaqbHOCTb HEMOCPEJNCTBEHHO OT MHEJOTOKCHUHO-
CTH, CBSI3aHHOI C HCIOJIb30BAHUEM, B UaCTHOCTH, (hiiynapabuHa,
cocraBJsetr 5 %.123

Cosjlaercst BrieuaT/ieHHe O CylIECTBOBAHHH T€PEKPECTHON
PE3UCTEHTHOCTH Mexy (iynapacuHom u 2- CDA.!%

MoHoka0HanbHae aututena. Putykcumad (Maobrepa) —
XMMepHble MOHOKJIOHAJIbHbIE AHTHTEJA, MOJyYeHHbIE METOOM
FeHHON WHKEeHepHH W 00JIafalolife CrelnPUIHOCTBIO K MO-
BepxHocTHOMY anTtHreny B-kierox CD20. Kak nsBecrno, npu
MW ero skcnpeccust BelpazkeHHast. B mociennee necsituierue
LIMPOKO HCITOJIb3YETCsl KAK B MOHOPEXKHUME, TaK U B KOMOWHALIU-
51X C UTOCTATHIECKUMH Tpenapatamu B 00eHX JIMHHUSIX Tepariu
(HeJsieueHHble OOJIbHbIE M MALMEHTHI B PELMINBE WK C pedpak-
TepHbIMU hopmamu MW ).

Mowopeaxcum (1 uru 2 kypca). B nepBo#i inHum oTBET (Kak
munumym 50 % penykuuu PIgM) sapeructpuposan y 35—44 %
6OJIbHBIX (X KOJIMUECTBO B Pa3HbIX CEPHSIX COCTABHJIO OT 1D 110
34).128130 Cpeyiee BpeMst JI0 MoJlyueHHsl 0TBeTa — 3—5H Mec.
CpeHsist IPOJIOJKUTEIBHOCTD 0TBeTa — 23—27 Mec.

Bropast smnust: otset gocturuyt y 20—48 % GoJbHBIX 1P
MakcuMasibHOM Habope 35 GoJibHbIX. 28150

PeayJ/ibraThl HCC/IEI0BAHNI CBHAETEIBCTBYIOT 00 3(hdek-
THBHOCTH PHUTyKCMMaba B CTaHAApPTHBIX J03ax MPUMEPHO Y
!/, BOJIBHBIX HE3ABUCHMO OT TOTO, JICUHIHCh JIH OHH paHee MK
Het. [ToBTopenue cTaHiapTHOro Kypea uepes 8 Hejl. yBeJHInBa-
JIO TIPOLIEHT OTBETOB KaK MHHUMYM B 2 pasa.'?® Onnako BiusiHie
KOJIMYeCTBA KypCcOB, PaBHO KakK M POJb B HeOOXOMMMOCTH
MOJUIEPKUBAIOLLEH Tepanuu PUTYKCMMaOOM, ellle MpPeACTOUT
M3YUHTb.

[TportuBooryxoJieBbi s peKT puTyKCHMaba pa3BuBaeTcs He
cpasy: olleHKa 9(eKTUBHOCTH Npernapara 3aHUMaeT B CpeHeM
ot 15 5o 60 nHell oT Hauasa Tepamnuu, a HHOTHAA U Gosee. DTO
CBSI3aHO C TPAH3HTOPHBIM MOBbIlLIEHHeM ypoBHs PIgM B cbiBo-
potke y 40—50 % Gonbubix MW B cpennem na 11,5 r/n cnycrs
3—4 nen. or Hauana Tepanuu (3pdekt «IgM flare» — Benbika
[gM). TloBeiuennslit yposenb PIgM MoxkeT mepcucTupoBaTh
B KpoBH /10 4 Mec. OueHnBath 3(QeKT B TeueHHe yKa3aHHOTO
BPeMEHH B MOJOGHBIX CHTYaLHsIX HE MPECTABJISIETCS] BO3MOXK-
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HbIM. MHoOrna jaxke Bo3HHMKAaeT HEOGXOMUMOCTb B TPOBEIEHUH
B JieueOHbIX LEJsiX ceaHcoB riasmacgepesa.'?®13! Mexanuam
9TOTO (DeHOMEHa OCTaeTCsl HesICHBIM. B KauecTBe THMOTE3bI BhI-
CKa3bIBAETCST MPEJNONOKEHHE O BO3MOKHOM OBLICTPOM JIH3UCE
B-sumdouToB noj BivsiHieM puTyKcuMaba ¢ BHYTPHKJIETOU-
HBbIM BbICBOGOKIeHHEM [gM.

Kombunuposannas mepanus. TTockosibky pUTyKCHMAO
(R) He oTHOCHTCS1 K TpyIiNe MHEJOCYPECCUBHBIX Mpenaparos,
OH HCIOJIb3YEeTCs B PA3JIHUHBIX KOMOHHALIUSAX C PSIZIOM LIUTOCTA-
TUUECKUX areHTOB U HMMYHOMOJYJATOPOB Kak B repBoil (PR
nocturaetcst Gosee yeM y 70 % GoabHbIX'*?), Tak M BO BTOPOI
JHuK Tepanui. OCHOBHBIMU M3 9THX KOMOWHALMI TIPUBEIEHbI
HIDKE.

R-CP; R-CVP; R-CHOP. V3 s1ux Tpex KomGHHalHil camast
nonyasipuas — R-CHOP. B pannomusupoBaHHOM Hce/e0Ba-
ann tepamun MW B nepsoit uann R-CHOP vs CHOP (Bkitio-
deHo 48 GoJbHBbIX), Obl1a f0KazaHa GoJbliast 3(PHeKTHBHOCTD
nporpammbl R-CHOP: 91 s 60 % cooTBeTcTBeHHO, HCK/IOUast
JIOTIOJIHUTEJNIbHYIO TOKCHYHOCTh pexkuma. [Ipu 3tom Menuana
TTP 6blna tTaxske GoJbliie U coctaBuia 42 mec. '3

R + kaaapu6un (RCI). Bropas qunus: kak munumym PR
JocTHIHYT Y 59 % u3 13 60.1bHbIX. '3

R + kaagpubun + wukinodochamun (RCIC). Ilepras
JIMHUSE: 0OLME oTBeT — Y 94 % GonbHbIX, y 18 % n3 Hux — PR
(17 GosbHbIX);'?" cpenHee BpeMsi 0 MOJydYeHHs] OTBETa —
2,4 Mec.; CpeiHsist IPOJI0KUTEILHOCTB 0TBeTOB — 58,6 Mec.!%

R + ¢aynapaoun (RF). [leppas munus: 90—95 % 06-
KX oTBeToB y 32—42 GosbHbix MW.'26:136 Bropast sinnust: y
32 60abHbIX CR = 7 %, PR = 74 %; memuana TTP cocrasuJa
17 mec.!¥"

R + daynapabun + uukaodocdamun (RFC): B o6eux
JIMHUSIX B LEJOM 3((EKTHBHOCTb pexkuMma (Kak MHHHMYM,
noctuxkenne PR) cocrasuna 69—70 % y 44 GoJbHBIX BO Beex
cepusix. 126138139 CpefiHsisi MpOIOJIKUTEILHOCTL OTBETOB Oblila
paBHa 8 mec.'®

R + nekcamerason + uuknodochamun (DRC). Tosbko
nepBasi JUHUs: 0O oTBeT mocTHT 83 % y 72 GOosbHBIX
(CR=7 % nPR =74 %). Cpentee BpeMs 10 NOJy4eHHsT OT-
Beta — 4,1 mec. (o1 0,7 1o 14 mec.); 2-n1eTHsist 6e3pelIUBHAs
pobkuBaeMocts — 90 %. dddexr «IgM-flare» nadmonancs y
32 % mauuenToB (npu 3ToMm yeesuuenue yposus PIgM Gosee
yeM Ha 25 % OT HCXOIHOIO OTMEUEHO Y 1/3 13 Hux). 40! Tema-
Tosiornyeckast Tokenunocts [II—IV crenenu 3aperucrtpuposana
v 9 % nauuenTos.

[1pu HeobxoaumocTH focTHKeHUst ObicTporo otsera (CIIB,
BbIpaXKeHHAasl KPHOMJIOOYJIHHEMUS] WM OpraHoOMerajusi, Ipe-
JKJIe BCEro CIVIEHOMErajusi WM 3HAaUHTeJIbHOE YBeJHUYeHHe
BHYTPHUTPYIHBIX JHM(OY3JIOB) CJEIyeT HCIOAb30BaTh Ha
nepBOHAYANILHOM 3Tare JiedeHus: KOMOWHHPOBAHHbIE PEXHMMBbI
¢ putykcumabom. Jlunepom ssasiercst pexkum R-CHOP. K ero
3ac/lyraM OTHOCSITCS IOCTHXKeHHE ObICTPOTo, pedyJbTaTHBHOTO
1 OTHOCHTEJIBHO MPOJIOJIKUTENLHOTO (hdeKTa nocse nposese-
HHUsI OJIHOTO WJIM 4yTb GoJiee KypCoB, OTCYTCTBHE BbIPaXKEHHOH
MHEJIOTOKCHYHOCTH, BO3MOXKHOCTD [JIAHMPOBAHHUSI U MPOBeIe-
HUS B JIaJIbHEHIIEM Y YaCTH NALHEHTOB BHICOKOIO3HBIX PEKUMOB
Teparnuu ¢ MOCJeNyIollell ayToTpaHCIIaHTallHed CTBOJIOBBIX
KJIETOK repudepuueckoil KpoBH. [TocKosbKy Teparusi, BKJIIO-
yarollast aHaJoru TyPHHOB, SIBJSETCS MHEJNOCYIPECCHBHON H,
KaK MOKa3bIBAIOT TOC/EAHHE UCCIEA0BAHNS, YBEJHUNBAET PHCK
TpaHcdopMalK B MHEJIOUCIIIACTHIECKHH CHHIPOM M CHHIPOM
Puxrepa, 12113 ee ncrosib3oBanne B nepBOi JJHHUH J0JKHO ObITh
OrpaHHueHO, 0COOEHHO y MOJIOABIX maineHToB. Pexum R-FC
TpebyeT najnbHeRIINX H3yYeHHH.

Tanupomua. B 2001 —2003 rr. mosiBUIMCH COOGILIECHHUS O MO-
MbITKE JIeYeHHsT B KaUeCTBe «Tepariu CriaceHus» Tak1M rpena-
paToM, KaK TaJIMJIOMU]L, B Ka4€CTBE MOHOTEPATHH U B KOMOUHALIMH
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C MaKpOJIHIOM — KJIAPUTPOMMIMHOM H JieKcameTazoHom. #4116
Tanupomun oTHoCHTCS K rpynne HMMyHOMOJYJ/1sTOpoB. Ero
MPOTHBOOMYXOJEBHI 3(h(heKT cocTOUT B GJI0OKaAe aHTHOTeHe3a
3a cuer cHWKeHust npoayKuun psia uurokunos (VEGE BFGE
MP) u, Kak cjieCTBHE, yTHETCHHUS BBIPAOOTKH CTPOMOH KOCTHO-
ro moara unrepJefikuna-6 u TNF-o.

M. Dimopoulos u coast. coobuman o poctikennn PRy
5(25 %) n3 20 60sbHBIX (TPOAHATUHPOBAHDBI 00€ JUHHH) [IPH
Teparnuu TaJUJIOMHIOM B TeueHHe KOPOTKOro OTpe3Ka Bpeme-
HI/I.HS

CooOb1aercsi o MOMbITKAaX Teparuk TalHIOMHIOM B CO-
YeTaHUH C PUTYKCHMaGoM. ¥ 25 GoJibHBIX (paHee ToJydasan
neuenre 20 U3 HUX) oOWMi oTBeT coctaBul 72 %, MenuaHa
TTP — 38 mec.'"”

BBuay masoro uMciia NpeacTaBieHHBIX B JUTepaType H
COOCTBEHHBIX CJydaeB W HEGOJIBLIOM [0 JUIMTEJNLHOCTH CPOKe
HabJoIeHn# cynnuTh 06 3(h(heKTHBHOCTH Mpenapara B KauecTBe
BTOPOH JIMHUM B HACTOSILLMHA MOMEHT He IpPEACTABJSETCS BO3-
MOXKHbIM.

UnrepdepoH-o He MMeeT caMOCTOSITe/LHOIO 3HAUEHHUS B
sedenun MW. B siutepatype umeroTcst Jiiib HEMHOTOUHC/IEH -
Hble COOOGILEHHSI O €ro MOJIOKUTEJNBHOM BJIMSIHHM Ha MPOLEHT
OTBETOB Y HeJIeUeHHbIX H peppaKTepHbIX K MPEIbIIYLEi Teparnyu
60JbHBIX. 5118149 BeposiTHOCTL MPeojiosie sl TOJHPE3UCTEHT -
HOCTH C MOMOLIbIO HHTEP(hEepOHa-OL Hy?K/IaeTCsl B Jla/ibHelIIeM
NoATBEPKAEHNH. Ero Mcro/sb3oBaHne orpaBaaHo B KauecTBe
CPEJICTBA MOIEPKUBAIOILIEH Tepanuu B MEPHOJL JOCTHKEHHSI
(hasbl HU3KOTO MJIATO WM pemuccrn MW,

Bopresomu6. Haunnas ¢ 2005 r. mo nacrosiiiee Bpemsi B
JliTepaType ornyOJMKOBAHbl Pe3yJbTaThl TPeX CambiX KPYMHBIX
cepuil Tepanuni HHTHOUTOPOM MpoTeacoM — 6OpPTe30MHUOOM —
y 60/1bHBIX MW 06eux JInHUI (B Hecse10BaHus ObLIN BKJIIOYEHD
10, 27 u 27 GoJibHbIX COOTBETCTBEHHO).' 150151 TTanuenTrl ¢
peuuIMBOM U ¢ pecpakTepHbIMUA (hOpMaMK COCTaBJIsIH GOJIb-
1IMHCTBO. BopTe3oMu6 BBOMIICS B MOHOPEXKHME B CTAH/IdPTHON
nose 1,3 mr/m? BHYTpHBeHHO B 1, 4, 8 u 1 -1 mHu 21-1HeBHOTO
Kypca. KosimuecTBo KypcoB He JIMMHTHPOBAJIOCH M 3aBHCENIO OT
BpEMeHH HAaCTyMJIeH st TporpeccupoBatist MW: B cpeiHeM 1npo-
BOJIMJIOCH 6 KypcoB ¢ pazbpocom ot 2 10 74. CymMMHUpYysl JaHHbIE
BCeX TPeX IPyIIl, MOXKHO CUMTATh, 4T0 3(heKT (cHmKenne PIgM
Ha 25 % u Gosiee ) sapeructpuposany 78—85 % u3 64 GoJbLHbIX.
OTBeTbl 6b111 OBICTPLIMU ¢ MeAHaHOH 4yThb 6osiee | mec. OnHako
4acToTa M CTereHb BbIPaXKeHHOCTH MOJIMHERPOTaTHH KaK 110604 -
HOro s(eKra JaHHOU Teparuu OblIH GOJIbILE, UeM Y TALEHTOB
¢ MM u JIpyruMH HHIOJIEHTHBIMH JUMpoMamu. OueBHIHO,
4TO MPH HazHaueHWH GopTe3oMnba CJeLyeT MCIOJIb30BaATh €ro
MaJible I npoMexkyTounbie 103bi (0,5—0,7—1 mr/m2).

B Hacrosiliiee BpeMmsi MPOBOSATCS HCC/IE0BAHHs, Kacaio-
1LIMecst HCMoJb30BaHHsl KoMOUHALMKH 6opTe30MHO + JeKcame-
Ta3oH + putykcumab (pexkum BDR) y 6ombabix MW B nepBoii
avHuK. [IpeBapuTenbHble pe3y bTaThl 1010KeHbl Ha 5-IWWM:
B TPOTOKOJI BKJIOUEHO 23 GOJIbHBIX, OOLIMH OTBET COCTABHJI
96 %, npu 3tom CR — 22 %152

Bbicokonosnas tepanus. CoBpemMeHHasi TEHIEHLHUsI B Te-
panuu MM — ucnosib3oBaHne BbICOKOJI03HOH Tepanuu MeJiga-
JIAHOM C ayTOTpaHCIJIaHTalHel CTBOJIOBBIX KJETOK MepudepH-
4ecKOM KpoBH WM KocTHOro moara (ayro-TI'CK) — orpasunach
M Ha POJICTBEHHBIX €fl HO30JIOTHUECKUX (hopMax (B 4aCTHOCTH,
Ha MW). Panee (2003) 6bliu omy6aHKOBAHBl pPe3YJbTaThl
ayro-TI'CKy 61 namuenrta ¢ MW Bo Beex cepusix B 1ie/1om. 193195
BosbHble B OCHOBHOM OTHOCHJIMCb K KaT€rOPHH PE3HCTEHTHBIX
K mpemuectyomieil Tepanuu. CR cocrapun 0—62 %. B
2008 r. C. Kyriakou 1 coaBT. mpeicTaBU/IN PETPOCTIEKTHBHBIH
anammna 201 6o1bH0ro MW (European Bone Marrow Transplant
Registry — EBMT), kotopeim Gbla BeimosHena ayto-TICK.
Cpeauuil Bo3pacT naLuenTos papusiica 53 rogam. 14 % u3 nux
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ObUIM PE3UCTEHTHBI K T€PBOHAUANLHON Teparnuu W HUMeJH
peunmuB MW, a'y 86 % 6buia pemuccus (CR min PR). O6uias
5-JIeTHSISI BLDKMBAEMOCTh (MepBOH W BTOPOH JIMHUIL) JI0CTHIJIA
66 %, Gespeunausias — 33 %. Y 36 % M3 HUX B AasbHER-
meM pasBujIcs pelpnuB 3abosieBanusi.'®® B Hacrosiiee Bpewmst
ayto-TI'CK ucnonbsyercst B KadecTBe Tepanuu nepBoi JUHHH Y
OrpaHUYEHHOTO YHC/Ia MOJIOABIX OOJbHBIX, 157198

[To panee omy6ukoBaHHbIM AaHHBIM (K 2003 T.), anoreH-
Hasl TPaHCIIaHTaLUs KocTHOro Moara (aso-TI'CK) BbinosiHena
y KpailHe He3HauuTesbHOro uncyaa 6osbHbIX MW Bo BTOpOI
JuHud — He Gosiee 20 ciydaen. 319515 Kak u nipu ayro-TI'CK,
C. Kyriakou u coaBt. B 2008 r. coo61iumiu o peaynbratax peTpo-
criektuBHOrO anammsa 106 6ombHbix MW (EBMT), koTopbim
6bl1a BeinosiHeHa agno-TICK.70 30 % n3 HUX 6bLTH PE3UCTEHTHBI
K MepBOHaYabHOH Tepanny B MOMEHT rposeenus amio-TI'CK,
y 70 % 6bina pemuceus (CR umm PR). Cpeanuii Bospact pas-
nsiicst 49 ronam. Mennana Bpemenu 1o nposesienust anno-TICK
cocraBuna 34 mec. Y 18 % GosbHbIX paHee Obljia NpoBe/eHa
ano-TI'CK. O61ast 5-j1eTHsist BbXKMBAeMOCThb (11epBoOil U BTO-
poit iunuit) noctursia 63 %, 6espeuuausuas — 48 %.

JleTaJbHOCTD OT BBITIOJIHEHHS CAMOH TIPOLIElyPbl COCTABHJIA
npu ayto-TI'CK 8 %, npu amio-TICK — 27—36 %' (npu
YCJIOBUM, 4TO OTOOp TAalMEHTOB MPOBOAWJICS B BO3PACTHON
rpymnre o 60 ser).

Pouib BblcOKO103HOH Tepanuk y 60JbHbIX MW 10J12KHa OBITH
omnpeseeHa o Mepe HaKOTIJIEHUS OTTbITa.

HOBbIE NOAXO0Abl B TEPANNK

Jlnist pedppakrepHbIX popm 1 peruarBoB MW Tpebyercst anbTep-

HaTHBHast Tepanusi. K HOBbIM npenapaTam oTHOCSITCS:

® JIeHAJHIOMU/L (HMMYHOMOLYJISITOP, IePUBAT TaJNUI0MHI/A;
Toprosast Mapka — Pessaumun). [Ipeasapuresbubie He-
MHOTOYHCJ/IEHHbIE COOOIIEHNS CBUAETENbCTBYIOT B MOJIb-
3y ero 3pPeKTHBHOCTH B KOMOUHAILMH C PUTYKCHMaGOM y
60JbHBIX MW;!6!

® asemty3ymab (antu-CDbH2-MoHOKJIOHAJbHBIE aHTHTEJa
(Campath-1H). ¥>xe npoaeMoHCTpHpPOBaHa €ro BbICOKAs
aKTHBHOCTb BO BTOPOH JiMHHH Tepanuu MW;!62

® o6aumepcen (nurudutop bel-2);

® OeHnaMyCTHH (HOBBIH A KUJIUPYIOLUIHH Mpenapar ¢ 10moJ-
HUTEJbHBIMH CBOMCTBAMM aHAJIOrOB MYyPHHOB, HCIOJb-
gyeMmblil B Tepanuu XJIJI U 1pyrux MHAOMEHTHBIX HEXO-

JKKHHCKUX JIM(OM; ToproBast mapka — Tpeanna); ero
KOMOMHALMS C PUTYKCUMaboM HaXOAMTCSl B CTaJIMH U3Y-
HYeHHUs;

® UMaTHHUO (MHIMOGUTOpP THPO3WHKHHA3BI, TOProBas Map-
Ka — [1Bek);

@ nasonanub (MHru6uTop peuentopos VEGF);

9H3acTaypuH (HHTHOUTOP poTenHKHHAa3kl C);

o nepudocun (Akt-uHruGuTOp); H3ydyalOTCS €ro KoMOHHA-
1K1 ¢ 60pTe30MUOOM (SIBJSIOTCS CHHEPrUcTaMu) U 6op-
T€30MHOOM C PUTYKCHMAOOM;

® Kkapduazomub (HOBLIE MHrMOUTOpP mMpoTeacoMm — PR-
171);

® BOpUHOCTAT (MHFUOUTOP FTMCTOHOBOK AL THIA3bI);

® HOBble MOHOKJIOHAJbHble aHTuTeJa K CD22, CD40 u
CD70 (nocnennue nBa — ryMmaHu3upoBaHHble MOHOKJIO-
HasbHble anTuTesa SGN-40 u SGN-70).

[ToreHunanbHo# Mulenblo npu MW MoxkeT okasaTbesl U
HHTepJIeHKIH-6. Dyyliee nmokakeT, Kakoe MeCTo 3afiMyT HOBbIE
npenapatbl B jeueHun MW.

Oco6ast posib B Tepanud MW npuHaaiexxut nnadmadepe-
3y. ¥ GOJIbHBIX C BBICOKOH MakporJioOyJuHeMuer, 0co6eHHO ¢
ssaenusivi CI1B, runepBosieMueil 1 HapylieHUsMU reMoCTasa,
9TOT METOJ[ SIBJISIETCS] HEOTJIOKHBIM U OYeHb 3PQPeKTHBHbIM.%

www.medprint.ru

[1pu npoBenennu JseyeGHOro mniasMadgepesa o0ObUHO He Tpe-

OyeTcs BO3MEILEHUS JIOHOPCKOH TJIadMOK HJH aibOyMHHOM;

3(peKT AMUTCS 10JT0, MHOTAA JI0 TToyroaa. MasecTHsl HabJ0-

JIeHNs1, KOTIa CHCTEeMAaTHUeCKUMH TiIasMadepe3aMu yaaBasaoch

JOGUTBCS TTIOJTHOH KOMIIEHCAIMK 1 MOZIePXKUBATD ee roaMu 6e3

MPUMEHEHHsT XUMHOTpenapartoB.®!"" YuuTbiBasi BLICOKHI PHCK

Pa3BUTHSI BTOPHYHBIX HEJUM(ATHUECKUX OIyXoJeil y GOJbHBIX

MW, a takxKe BepOSTHOCTb HHYKLIMK OCTPOTO MUEI00JACTHOTO

JIefiKo3a MPH IJIUTEJIbHO Te paruy alKUIMPYIOLIUMH Nperapara-

MH, JieueHHe Tia3mMadepe3amu caeayeT HIHPOKO UCIOMb30BATD,

KOIJIa 3TO BO3MOXKHO, JI0 WJIH BMECTO XHMHOTepanuu. Kpome

TOTO, pa3paboTaHa U HCMOMb3YeTCs TEXHHKA yAJIeHUsT KPUOTJIO-

OyJMHOB C BO3BPAaTOM OCTaJIbHBIX GEJKOB MJIa3Mbl B KPOBOTOK

(kproadepes)y 6ombHEIX MW ¢ CITB 1 HMMYHOKOMIJIEKCHBIMH

OCJIOXKHEHUSIMHU, 00YCJIOBJICHHBIMHI KPHOTJIOGYTHHEMHEH.

[1pn HamM4uK ayTOMMMYHHOTO TeMOJIM3a, He KyMHpyeMOoro
FOPMOHAJIbHBIMKM M LIHTOCTATHUECKUMH CPEICTBAMH, TOKa3aHa
CIJIEHIKTOMMUSI.

AnrtubaxrepuasibHasi Teparnusi HHPEKIHOHHbIX 0CI0KHEHUH
MPOBOJUTCS 110 OOLIMM MPaBUJIAM T10Jl KOHTPOJIEM TT0CEBOB KPO-
BH, MOYH, MOKPOTbI U MOAGOPOM aHTHOAKTEPUANILHBIX CPEICTB.
[IpumeHsitoTCs1 BHICOKHE JiedeOHbIe 103bI UIMMYHOTJIO6Y/IHHA (B
cpeanem 0,1—0,4 r/Kr BHyTPHBEHHO B 3aBUCHMOCTH OT CTereHH
BbIPA’KEHHOCTH UIMMYHOJIE(PUIITA ).

C uenbio TPOMUIAKTHKH OCTEONOpo3a, OCOOEHHO TpH
JUTUTEJILHOM MpHeMe KOPTHKOCTEPOHIOB, TTOKa3aHO Ha3HAYeHHe
6uctochonatoB (apeaua, 3omera, OOHApPoOHAT, pe3opba) MO
KOHTpPOJIEM YPOBHSI KaJibLusi, pochopa U aKTHBHOCTH 11I€J0UHOH
thocaTasbl CHIBOPOTKH KPOBH.

CoryiacHO peKoMeHIalusiM 4-ro MeKIyHapOIHOrO CHM-
nosuyma no MW (4-IWWM), ony6sikoBannbiv B 2009 r.,'63 g
KauecTBe Tepanuu nepBoi JUHUMU [PeYIaratoTCst:

@ J11oOble KOMOUHMPOBAHHbIE IPOrPAMMBL:

@ AHAJIOTH HYKJIEO3WJOB + aJKHJIUpYIOLine (KJIaipHu-

6uH uin harynapabus + uukiaopocdan);

@ AHAJIOTH HYKJIEO3UA0B + pUTyKcHMal (KJaipuOHH
uin harynapabu + purykcumad);

@ AaHaJIOTH HYKJEO3UJIOB + aJKUJIHPYIOUIHE + PUTYK-
cumab (KaaapuOuH Wian dayrapabun + uukaodoc-
¢an + purykcumad);

® uukJodochancoaepKallie pexKuMbl + pUTyKCUMa0
(R-CHOP uau DRC);

® MMMYHOMOAYJATOPBI (TAJAUAOMHUA) + PUTYKCHMAO;

@ Teparusi MOHOKJIOHAJbHBIMU AHTUTEJAMH B MOHOPEXKHUME
(nanpumep, 1 naun 2 kypca putykcumatda);

@ Teparnus aHaJoraMH HYKJEO3UJIO0B B MOHOpexKHMe (Ha-
npuMep, KJaaapuOHH uik gJaynapacut);

@ Tepamnus aJKUJIUPYIOIIMMH Tpernapatamu (Hampumep,
XJI0p6YTHH).

Jlis Tepanuy BTOPOil IMHUM ( <Teparusi CriaceHus» ) peKo-
MEeHJYIOTCS:

@ TIOBTOpHAs UJIK aJbTepHAaTHBHAS (HEHCIONb30BaHHAS pa-
Hee) Tepanus nepsoit suHuH. [ToBTOpEeHHe ogHOTO U3 pe-
’KHMOB Tepanuy NepBOH JUHUH UMEET CMbICJI B TEX Cayya-
51X, KOT/Ia TPOJIOJIKUTEJLHOCTL OTBETA HA Hee COCTaB.JIs-
Jla He MeHee 12 mec.;

® OopresomubConepKalile perKUMbl;

TAJUIOMU £ KOPTUKOCTEPOUIDI;

@ Tepamnus MOHOKJOHAJbHBIMH aHTHTeJaMH (aJeMTy3y-
Ma6). DTO MO CYTH TPEThs JIUHUSA TePanuu, Kak roBOpsT
CaMH aBTOPbI peKOMEeH 1alluii;

@ BBICOKOJI03HAs Tepanus MeJsdananom ¢ ayto-TT CK.

B rtex cmyyasx, Koraa BO3MOXKHOCTb TPOBEACHHS B TMO-
caenyouiem ayto-TI'CK npesacraBsisieTcst peasibHOH, Cjenyer
MCKJIIOYNTb WJIM CyLIeCTBEHHO JHMHTHPOBATH Teparuio ¢ Hc-
MOJIb30BAHHEM AJIKHUJIMPYIOLIMX MPenapaToB (3a MCKIIOUECHHEM
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uukgodochana) ¥ aHaJOroB HYKJIEO3WIOB Ha TMEPBOM 3Tare
Jedernss MW, 1OCKOJIbKY BO3HHKAIOT TPYAHOCTH C 3a60pOM
CTBOJIOBBIX KJIETOK TepHpepHIecKoil KPOBH

Taknum o6pasoM, B HacTosILLee BpeMSsI He CYLLeCTBYeT KaKo#i -
TO OJIHOM CTPOTO CrelMpHIecKOH porpamMmbl Ajist Tepanun MW
B MepBOH JiMHUK. Bbi6Op JleueOHbIX MOAXON0B J0JKEeH ObITh
MHAMBHAYAJbHbIM B KaX10M KOHKPETHOM cjy4yae. Eciu cy-
11IeCTBYeT HEOOXOAUMOCTb ObICTPOrO KOHTPOJISI HaJl OMyXOJIbIO,
TMpe/TIOUTEHHE CJIelyeT OT/AaTh IMyPHHOBBIM HYKJEO3WIaM, B
TO BpeMsl Kak y OOJIbHBIX C BbIPAKEHHBIM LIUTOTIEHHYECKHM
KOMIMOHEHTOM 60J1ee MPUTOIHBIM MOKET OKa3aThCsl PUTYKCHMa0
(DRC nan xom6unaumsi putykcnmaba ¢ tanaugomuaom). [lpu
MCXOJHO BhICOKOM ypoBHe PIgM B cbiBopoTKe (pHCK pasBHTHS
CIIB) uenecoobpasto 0 Havyasa JieueHUs1 BBITOJHUTL CEAHCh
Jleue6HOrO MiazmMadepesa, 0COOEHHO eC/H MOCEYIoNIas Tepa-
nust 6yaet BKIoyath B ce6s1 putykenmad (R-CHOP, DRC, RE,
R-FC). Huskuit yposenb PIgM nipu Hasmuuun {uTONEHNH Takxke
TpeOyeT HasHaueHUsi B MEPBYIO ouepelb pUTykcumaoda. Ecau
MW ocnioxuster BXTA wiu nepudepuueckast mosrHelponaTus,
ONsATb K€ BHIOOP Tepamnuu JoJKEH TpearoaraTb BKIOYEHHE
KOMOMHHPOBAHHBIX PEXKUMOB C puTykcuMabom. [lporpamma
VAD wucrosib3yeTcst 1pH HaluuuKi XPOHUUECKOM MoUeyHOi Helo-
CTATOYHOCTH ( pesikue caydan ). [Toxkuble maueHTsl ¢ MeAIeHHO
nporpeccupyomuM popmamMn MW He Hy:KnatoTcst B Tepanuu
«npoaBunyTeiMu»  cxemamn [IXT. Tlpeanourenne ciemyer
OTAaBaTh AJAKUJIHPYIOILMM TpenapaTtaM (XJ10pOyTHH E KOPTH-
KocTepousbl, pexkum M2). ITo Hallemy MHeHHIO, B 3apyOesKHOH
Jreparype npotokos M2 Heo60cHOBaHHO 060i/IeH BHHMAHUEM.
Tem He MeHee MbI JI0 CHX T10p aKTHBHO 1 ¢ 3P(EKTOM MpUMeHsieM
ero Ha nepsoHauasbHoM 3Tane tepanun MW. [Tporpammsl ¢
MCTI0/Ib30BAHHEM PHUTYKCHMaba, aHajoroB HyK/JIEO3WIOB M HMX
KOMOMHALMI B TEPBO JIMHUM TEparnuud BBHIY HEOOJbLIOrO
KoJIMyecTBa COOCTBEHHBIX caydaeB (mopsaka 30) Hy:kpatoTces
B JlasibHel1el npoBepke. Kpome Toro, no Haiiemy MHEHHIO, B
nporpammbl RE, RCI, R-FC u R-CIC uenecoo6pasno Bkjaodath
KOpPTHKOCTepouibl (He MeHee 60 M B CyTKH BHYTPb B TeueHHe
1 HeJl. ¢ MOC/IEIYIOUUM TTOCTENEHHBIM CHUXKEHUEM M OTMEHOH K
15-Mmy [HIO OT HavaJia Kypca), HECMOTPSt Ha TO UTO KOMOUHALHSE
¢arynapabuHa ¢ KOPTHKOCTEPOWJIAMHM  3aMETHO YBEJHYHBAET
4acToTy HH(EKIMOHHBIX OCJI0’KHEHNH (HeoOX01MMa Npoduak-
THYecKast aHTHOaKTepruasbHast IeKOHTAMHHALMS KUIIEYHHKA Ha
tone nposenenust [TXT). MUHUMAJLHBIN OMBIT O MTPUMEHEHHIO
6opre3omuba 1 TATHAOMUAA MTPH PELUANBE UIH pedpaKkTepHBIX
thopmax MW TpebyeT Npoo/izKeHUsT HCCIE0BAHHI.

BbikuBaemocts GosbHbix MW Bapbupyer ot 36 g0
117 mec.,% cocrapJisisi, Mo HalIMM JAHHBIM, B cpeiHeM 82 mec.
(0K0JI0 7 JIET) OT MOMEHTa MOCTaHOBKH JiHarHo3a.®! [1o raHHbIM
JINTEPATYpPhl, MeJHaHa BbIKMBAEMOCTH COCTaBJsET OT O 0
10 sieT B pagsuuHbIx cepusix.!®
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Burkitt’s Lymphoma: Clinical
Characterization, Diagnostic and
Treatment

E. A. Baryakh, T. N. Obukhova, S. K. Kravchenko,
E. E. Zvonkov, A. M. Kremenetskaja, G. A. Klyasova,
A. J. Terehova, A. |. Vorobjov

SUMMARY

Burkitt’s lymphoma (BL) is the most aggressive B-cell
lymphoid neoplasm, which growth fraction approximates
100 %. BL has specific chromosomal abnormalities (1(8;14)
(924;932), rarely — t(2;8)(p12;932), 1(8;22)(q24;q11)).
Three clinical variants of BL are recognized (endemic,
sporadic and immunodeficiency-associated BL), each
manifesting differences in clinical presentation, morphol-
ogy and biology. Extranodal sites are most often involved
with some variation according to the clinical variants. In all
three clinical variants patients are at risk for central nervous
system and bone marrow involvement. BL patients are
staged according to the system of S. B. Murphy. 80 % of
patients present at advanced stages (lll, IV or L3 B-ALL)/
Despite the rapid proliferative rate, BL is one of the most
chemosensitive lymphoid neoplasm. The intensification and
shorter treatment duration of chemotherapy allowed the
remissions in 85-90 % cases and increased 5-year survival
up to 60-65 % (depending on the stage of the disease).
Several pediatric regimens have been quite success-

ful in the treatment of adult cases of BL. New short-term
high-intensive protocols LMB and CODOX-M/IVAC made it
possible to obtain much better results compared with less
intensive protocols. However, these results were worse
than those in children. This fact can be accounted for by the
more frequent bone marrow and CNS involvement and dif-
ferent drug metabolism in adults which increases toxicity of
intensive chemotherapy regimens. 37 patients participated
in the study performed in the Russian Hematological Re-
search Center between August 2003 and December 2008.
The treatment was based on experimental high intensive
protocol BL-M-04. The 5-year disease-free survival was

97 % with 5-year overall survival of 89 %. The use of this
protocol can achieve rapid tumor regression with a short
treatment duration due to chemotherapy intensification and
acceptable toxicity. Unfavorable prognostic factors, which
require intensive treatment include the following: age >

15 years, female sex, elevated serum LDH, bone marrow
and CNS involvement, bulky disease, high International
Prognostic Index (IPI).

Keywords:
Burkitt’s lymphoma, Burkitt-like lymphoma, endemic variant,
sporadic variant.
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KIMHUNKA U TEPANMWNA
FTEEMOBJTACTO30B

Jlumdoma bepkutra: KAMHHKA,

JHAT'HOCTHUKA, JIEHEHHE

E. A. bapsax, C. K. Kpasuenko, T. H. Obyxosa, E. E. 3s60nK08,
A. M. Kpemeneyras, I. A. Karacosa, A. [O. Tepexosa, A. H. Bopoboes

PE®EPAT

Jlumcpoma bBepknutta (JIB) 9dABndeTca Haumbonee arpeccyMBHON
B-kneTo4HOM 0NyX0sbio C BLICOKOW (hpakLumen nponndepupyoLnx Kne-
ToK (Ki-67 okono 100 %) M TUMUYHLIMKM XPOMOCOMHBIMW aHOManMaMm
(t(8;14)(924;932), pexe — 1(2;8)(p12;932), 1(8;22)(q24;911)). Beigens-
0T TPU KNIMHUYECKnX BapuanTa J1b: aHgeMuyeckuin, cropagnyeckum u
accoummpoBaHHbIi ¢ BUY, Kaxabi U3 KOTOpbIX pasnuyaeTcs No Kiu-
HWYECKMM MNPOSABNEHUSAM, MOPM(ONOrnyeckon KapTuHe n Guonoruye-
CKMM 0CcO6eHHOCTAM. Hanbonee 4acto nopaxarTcs dKCTpaHodalbHble
opraHbl. BoBneueHue B onyxonesbin npouecc LUIHC n kocTHoro mosra
TUNNYHO ONSA BCEX Tpex KNuMHu4Yeckux BapuaHToB. CtaguposaHue J1b
OCyLLEeCTBNAETCA B COOTBETCTBUM C knaccudpumkaumen S. B. Murphy.
80 % naumMeHTOB MMEKT reHepanuaoBaHHble cTaguM 3aboneBaHus
(1, IV vnn B-kneTo4HbIn oCcTpbi numMmdobnacTtHbein nenkos (B-OJ1J1),
L3-BapmaHT). HecMoTps Ha BbICOKYIO nponudepaTuBHYO aKTUBHOCTb,
J1b aBnaeTcsa ofHOM U3 Hamboriee XUMUOYYBCTBUTENbHbLIX OMyXOsen.
WHTeHCcndukaumsa xummotepanuu U cCoKpalleHne ee npofosKuTenb-
HOCTW NO3BONUIIM OOCTUYL pemuccumn y 85-90 % 60SbHbIX U yBENU-
YUTb 5-NEeTHIO 06LLYI0 BbXMBAEeMoCTb 00 60-85 % B 3aBUCUMOCTU
OT cTaguu 3abonesaHus. HacTb neguaTpuyeckmux NpoTOKOSOB ycneLl-
HO Mcnofnb3oBanachk y B3pochbix nauneHToB ¢ J1IE. HOBble BbICOKOUH-
TeHcuBHble nporpammbl LMB 1 CODOX-M/IVAC no3sonunu nonyynTb
nyylwine pesynbtatbl B CPaBHEHUUM C MEHEE MHTEHCUBHbBIMU NPOTOKO-
namu. OgHaKo Nony4YeHHble pe3ynbTatbhl YCTynanu TakoBbIM Yy OeTEN.
JaHHyto cuTyaumio o6bACHANM 60ee YacTbiM NnopaxKeHMem KOCTHOro
mo3sra u LUHC, 6onbluein TOKCUYHOCTBIO MHTEHCUBHLIX pexumos MXT.
B NemaTonorn4yeckom Hay4yHom LeHTpe 37 naumeHToB ¢ J1b BKoYeHbl
B uccnegosaHue, nposoaumoe ¢ aBrycta 2003 r. no gekabpb 2008
r. JledeHne NnpoBOANIIOCH MO 3KCNEPUMEHTaNIbHOMY BbICOKOMHTEHCUB-
HoMmy npoTokony J1b-M-04. 5-neTHAA 6e3peumamBHas BbKMBAEMOCTb
cocTtaBuna 97 %, 5-netHasa obwaa — 88 %. [daHHaa nporpamMma mno-
3BONIAEeT [OCTUYb ObICTPON perpeccum onyxonu u cokpaTuTb NpPogon-
XUTENbHOCTb JlIeYeHUs 3a CYeT UHTEeHCUMKaLUM XuMuoTepanuum npu
npuemnemon TOKCUYHOCTU. K HebnaronpusTHbIM MPOrHOCTUYECKUM
thakTopam, TpebyLmM UHTEHCUUKaLum Tepanmm, OTHOCAT BO3pacT
cTapwe 15 net, XeHCKU nos, NoBbILLEHNe aKTUBHOCTWU nakraTtgeru-
OporeHasbl, nopaxeHne KocTHoro mosra u LIHC, 6onbliyto onyxone-
BYIO Macca no tuny «bulky disease», BbICOKUIA MeXAyHapOOHbIN Npo-
FHOCTUYECKNIA MHOEKC.

Kntoyesbie cnosa
numdooma bepkutTa, GepkmutTonogobHas nuMmdomMa, SHAEMUYECKNIA Bapy-
aHT, cropaanyeckuii BapmaHT.

[EMaTONOrM4eCKniA Hay4HbIM LeHTp PAMH, Mocksa
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E. A. bapsax v ap.

BBEJLEHUE

Jlumpoma Bepxurra (JIB) — reteporennas rpynmna npenmylie -
CTBEHHO 9KCTPAHO/AJbHBIX BbICOKOArPeCCHBHBIX B-K/eTouHbIX
JUMQOM ¢ BBICOKOH (hpakimer mposudepupyromux kietok (Ki-
67 okosio 100 %) W TUITHYHBIMH XPOMOCOMHBIMH aHOMAJIUSIMH
(1(8;14)(24:932), U2;8)(p12:q24) mam 1(8;22)(q24;q11)),
pasIMYaIOLIMXCS MO KJIUHUUECKUM MPOSIBJIEHUSIM M MOP(OJIOTH-
YeCKOH KapTHHe.

[lepBoe ynomunanue o6 OIMyXoJiH JIMIIEBOTO cKejeTa (10-
paxkeHue veJiocTell, OpOUTbI) Y TEMHOKOKHX JleTell-a6opHreHoB
U3 Yraujapl otHocuTcst K 1897 . B kadecTBe camocTosiTe/IbHOM
HozoJsornueckoit popmbl JIB BriepBbie Obliia onrcana 1 Bbijese-
Ha aHIVIMACKMM XHPYProM, MyTelIeCTBEHHUKOM U hoTorpadom
Henucom Bepkurrom B 1958 ! Briocsiencrsuu nanuasi popma
6bly1a HasBana supeMuuyHbIM Bapuantom JIB (3JIB). ITosxe, B
1961 r. O’Conor u coaBT. onmucasl THCTOJOTHIECKYIO KapTHHY
ONYXOJIH, OXapaKkTepu30BaB ee Kak JMM(OOJaCTHYIO JUMPOMY
HU3KOH cTerneHu a1 hepeHIIIPOBKHI ¢ HaJHUHeM GOJIBILIOTO YHC-
gaructiouuTtoB. B 1964 r. 6b11a ycraHoBieHa cBs3b J1b 1 Bupyca
Anurreitna— bapp (BIB).2 [1epBoe omucanue cropaanueckoro
BapuaHta (1. e. JID B He3HIEMUUHOI 30He ) oTHOCHTCs K 1965 1.2
B knaccucukauun Panmonopra (1966) JID 6bia Bbiiesnena
Kak Hejdepentpoantas, Tuna bepkurra, B Paboueit dop-
myJupoBke (1982) — 3sokauecTBeHHasi TUM¢OMa U3 MEJKUX
KJIETOK C HepacllenIeHHbIMH siipamMu, Tuna bepkurra, B Kuib-
cko# kmaccudukaunu (1992) — anmdpoma BbICOKOH cTeneHu
3nokauectBeHHoCTH, THNa bepkurra, B BO3-knaccudukammn
(1997) — numdoma bepkurra, B cocraB KOTOPOH OblIH
BKJIOUeHbl L3-Bapuant octporo sum¢obaacTHOro Jeikosa
6epkurTonoaooHas aumepoma (brnJl). B knaccudukaunn BO3
(2008) napsizy c¢ JIb Bbitenena B-kierounast sumdoma, He
KJ1accuuImpyemast, ¢ MpOMEKYTOUHBIMH MPU3HAKAMH MEXKILy
g dysnoit B-kpynHokiaerounoit iuMcpomoit (IBKKJI) u JIB.*

Koinndecku Bbinesisitor Tpu Bapuanta J1b: snnemudeckui,
CrIopaJituecKuil 1 BapuaHT, pa3BUBAIOLMICS Ha POHE BbIpaXKeH-
HOro UMMyHozleduLnTa (accounnpoBantbiii ¢ BUY-undexuneit
WK, PexKe, Pa3BUBAIOLHICS MOC/IE TPAHCIIIAHTALMY OPTaHOB ).

nNnAEMuonorusa

duaemuuecknii Bapuant JIb xapaxrepeH s TEMHOKOXKHX
JieTeii-ab0pUreHoB 3KBATOPHAILHOH ADPUKK M MHUTPAHTOB M3
Adpuku B Hosyto Tsuneto. JIB cocrapaser g0 40—60 % Beex
HOBOOOpPA30BaHUA y jieTell B 3HIeMHUYHOM paiioHe.” Yacrora
Berpeuaemoctd — 1 cqydaii Ha 10 000 neteii. [Tuk 3aGosieBae-
MOCTH TPUXOUTCS Ha 4—8 JieT co 3HAYNTENbHBIM NpeobJiaja-
HHEM MaJIbYuKOB Hajl jieBoukamu (2,5—3:1).° 3aGosieBaemocthb
3J1B cpenu Bapocsioro nacesienust ne npesbiaet 4,4 %.7

[Tpu6ausurensio 95—100 % 3JIB accoumupoBanbl ¢
B3DB.8 MaJisipust BbisiBJisieTcst y GosibIIHHCTBA 60JbHBIX J1B, uTo
M03BOJISIET MPENONOKUTL yuactue Plasmodium falciparum B
narorerese JUM(OMBI B KauecTBe KopaKkTopa.

Cnopanuueckuii Bapuant JIB (¢JIb) — tunuunas mo mop-
(hosIornueckuM, UMMyHO(EHOTHITHYECKHM, LUTOreHEeTHUECKHM
xapakrepuctukam JIB, BbisiBjsieMast B HEeIHIEMHUUHOH 30HE U
MMeloL1ast XapakTepHble kanHuueckre ocobennoctu. B CHIA u
3ananHoi Esporie yacrora Berpeuaemoctu JIB y B3pocibix co-
craBsieT npubauzuteanHo 1 —2 % Beex MboM ¢ BO3pacTHO#
memuanoit 30 sier.® Y neteit na JIb npuxomures 30—50 % Beex
JMMGOM, COOTHOLIEHHE MaJbuMKOB U JieBouek 2,5:1, cpennui
Bogpact 3aboseBux — 10—12 jet. B otsmune ot suneMuye-
ckoro BapuanTa 1os1bko 30 % cJIB accoumnpopanbi ¢ BIB.?

BapuaHT, accouMMpoBaHHBIi C COCTOSIHUEM HMMYHO-
neduuuta, Berpevaetcs B 35—40 % cayuaes Beex JUMGOM Y
BUY-unduimposannbix. ' Okoso 90 % Beex 3a60/1eBLIMX —
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MykukHbL.'? Bospacrhasi meanana cocrapdgsier 35—40 Jer (y
HapkoMaHoB — 29 jieT, y roMocekcyanuctoB — 37—42 roza).
Pexe JIB, accoumupoBanHasi ¢ HMMYHOAE(HUIIMTOM, BCTpeya-
eTCsl y MalHeHTOB MocJje TPaHCIVIAHTALMH OPTraHoB (TOYEK,
nevyeHu, cepiua, Jerkux). Mutepsan Mexiy Tpancrnianraiyei u
MaHudecralieit TUMQOMbI cocTaBJIsieT B cpeiHem 4,5 roaa.'®

MOP®O0JIOrM4ECKASl KAPTUHA

MopcpoJiornueckn BblesIsIIOT iBa BapHaHTa J1b: kiaccuueckuit
v aturmuuHbii, wid b1 TIpu kiaccuyeckoMm BapuaHTte B
THCTOJIOTHYECKOM Tpenapate BblsiB/sieTCsl AU hY3HBIH pocT
MOHOMOP(HBIX MEJIKMX KJIETOK, OIMHAKOBOTO pa3Mepa 1 (popMbl
C KPYIJIbIM MJIH OBaJIbHBIM SIIPOM, 110 pa3Mepy MpeBbIIAIOLIM
s71po Masioro JiumdoiuTa. B sinpe onpesessiioTcsi MHOXKeCTBEH-
Hble (2—5) 6azoduiibHble HyK/I€0J/bl. XapakTepHbl MHOTOUHC-
JIeHHble MMTO3bl. THUMHYHA KapTHHA «3Be3AHOro Heba» (starry
sky), oOycJioBJieHHasT TIPUCYTCTBHEM GOJIBLIONO YKMC/a MaKpo-
¢aros (puc. 1). B uurosiornyeckoM npernapare BbISIBJSIETCS
MOHOMOP(HBIH KJIETOUHbIH COCTAB: KJIETKH MeJIKHE, 110 pa3Mepy
COTOCTaBHMBI C IMM(OLIUTOM, C HEXKHOH CTPYKTYPOH XpoMaTHHA
(6s1acTHOIT) M MHTEHCHBHO 6a30(hHIIBHON BaKyOJH3MPOBAHHOMN
uuTonIa3Mor. XapakTepHo Ha/jnude OOJIbLIOr0 KOoJHYecTBa
MakpogaroB i MHTO30B (puc. 2).

B ornmune ot knaccnyeckoro Bapuanta aas brJl xapak-
TepeH 6oJiee BBIPaXKEHHBIH MOJTUMOPMU3M: KJACTKH CPEIHEro M
KPYIHOTO pa3mepa, pas/inyalorcst 1o gopme 1 pa3mepy siipa.

Puc. 1. Onyxonb 6ptoLLHOI NONocTh, x 5. MMcTonornyeckas kapTuHa «3sesp-
Horo He6a»

Puc. 2. OTneyatku onyxonu 6proLLHON nonocTu, x 100

KIMHIYECKAS OHKOTEMATOJIOTHS



Numdroma bepkurra

B oTae/bHBIX Ciydasix MHCTOJIOTHYeCKash KapTHHA OoJiblle Ha-
nomuHaet Kaptuny npu JIBKKJI, deHomen «3BesaHoro HeHa»
MOJKET OTCYTCTBOBaTh. B LIUTOJIOrMYECKOM TIpenapate THITHUECH
HECKOJIbKO OOJIBIINH KJCTOYHBINH TOJMMOP(HHU3M  (TTPOMEKY-
tounblil Mexky JIb u JIBKKJI): knetku cpemmero u kpynHoro
pasmepa, pa3Hoil popmbl, ¢ GJACTHOH CTPYKTYPOH XpOMATHHA,
MHTEHCUBHOH 0a30(pUAbHON BaKyOJM3UPOBAHHON LIUTOIIA3-
Mo#. MHoro MuTo30B. I1pn Bcex BapuaHtax (HIEMHUYECKOM,
criopagndeckom, BHMUY-accouunpoBanHom) Mopcosiornueckast
KapTHHa OJIHHAKOBA.

WMMYHO®EHOTUN

OnyxoJsieBble  KjeTKH slg+  skcrpeccupyior B-kietounble
anturensl (CD19, CD20, CD22, CD79a), bcl-6+, CD10+,
CD23—, CD5—, CD34—, TdT—; ¢paxuus nponudepupyrommx
knetox (Ki-67) kpaiine Boicokass — nputmmkaercst K 100 %.
Akcnpeccust mapkepoB CD10 u bel-6 moareeprkmaer mnpowuc-
xoxkjieHue KieTok JIB u3 repmunasnbHoro tentpa oJinky.a.'’”
Jns JIB xapakTepHbl BICOKHI yPOBEHb SKCIPECCHU reHa pH3
¥ HU3KHH ypoBeHb reHa bcl-2, oTCYyTCTBHE MOJIEKYJ ajire3uu
(CD54, CD58) u xoymunr-peuenrtopos (CD44), a Tak:ke HU3-
KWl ypOBeHb LUTOTOKCHYECKHX T-1MM(OLHTOB.

LUNTOrEHETUYECKWUE U3MEHEHUA

Tpanciokauun ¢ yuactuem Jiokyca 8q24 soissasior B 100 %
cayyaeB JIbB. Hannuue nanno# Tpancjokauuu — OJIMH U3 IJ1aB-
HbIX JIMaTHOCTHYECKHX KpHTepHeB 3Toro 3abosesanus. B 80 %
C/ly4aeB MPOUCXOAUT TPAHCJOKALMS C TMapTHEPCKUM JIOKYCOM
H-uenu ummynorniotyauna (8;14)(q24;q932), B 20 % — c Jio-
Kycamu JIerKUX Lerneit MMMyHor06yuHa: B 15 % — ¢ lokycom
A-menn 1(8;22)(q34;q11), B 5 % — c sokycom k-menu (2;8)
(p11;924).'8 PeayabraToM npou3ole/iiei TpaHCI0KaLUK BJIst -
eTCst HapylleHHe PeryJIsiLiii TPOTOOHKOoreHa myc. B HopmabHbIX
B-KsieTkax ypoBeHb 3KCIPECCHH IeHa 11yc JKeCTKO OTPEryIHpo-
BaH. B oMyXoJ/IeBbIX K/I€TKaX MPOUCXOJUT YCHIEHHE IKCITPECCHH
Myc 3a CUeT BJIMSHUST MOLIHBIX TeTEPOJIOTHUHBIX 3JE€MEHTOB,
peryJIMpylouIuX KCIPeccuio reHoB WUMMYHOryoOyauHoB. [lpu
TPAHCJOKALMK MYyC BCTpauBaeTcsl B paion rena [gH nmm gL,
TPH 9TOM OKa3zbIBasich B 00J1aCTH aKTHBUPOBAHHbIX B B-KjeTkax
[gH unu Igl-snxaHcepoB, 4To MPUBOAUT K €ro HenpepbiBHOH
sKenpeccuu. Takxke yCH/IEHHE SKCIIPECCHH MYyC MPOUCXOIUT
3a CUET €ro CTPYKTYPHbIX MOBPEXKIEHHH (MyTalMil), UTO BejleT
K HM3MEHEHHIO peryJsilii 3KCNpeccHd M (YHKLMM TPOJyKTa
rena myc. beinok MYC paGotaet Kak hakTop TpaHCKPHIIIUH U
peryJupyeT KJaeTouHyio nposudepatinio, auddepeHinpoBKy 1
aronros.

Ha wmoJsiekyisipHoM ypoBHE CTpPyKTypa TpaHCJOKAUMHA C
yuactuem c-myc reteporenna.'® [1pu 3J1b pas3pbiBbl Ha XpoMo-
come 8 pacroJiaratorcst Ha 60J1bIIOM 10 MPOTSAKEHHOCTH yuacTKe
(> 200 000 m. n.), a Ha XxpomMocoMe 14 pas3pbIBbI MPOUCKOMAT B
npenenax JH-pernona unn B HemocpencTBEHHOH GJM30CTH OT
nero.® Ilpu ¢JIb Touka paspeiBa B rene /gH pacrionaraercst
B oOsnactu S (switch region), a mosomka Ha xpomocome 8 —
BOJIM3U WK HEMIOCPEICTBEHHO HA H’-KOHLE reHa myc.?!

Touku paspoiBa B rene c-myc npu 1(8;14)(q24;q32) u
6oJ1ee penkux 1(8;22)(q24;q1 1) u t(2;8)(p12;924) otsmuaiores.
[pu 1(8;14)(q24;932) pa3pblB Ha XpoMocoMe 8 TIPOUCXOJIUT Ha
yuacTke, MpuJIesKallleM K 5’-KOHILy reHa myc, B TO BpeMsl Kak MpH
1(8;22)(q24;q1 1) n t(2;8)(p12;q24) paspbiBbl pacrosaraioTcs B
o6sactu 3’-KoHua rexa myc.?!

Jlantble JuTEpaTypbl O BTOPMUHBIX XPOMOCOMHBIX aHO-
mausix nipu JIB orpanmnuensl. Bosee yem B 70 % ciyuaes JIb
HaOMIOAAI0TCS IOTIOTHUTEIbHBIE XPOMOCOMHbIE MepecTpoiiki. B
CTPYKTYPHBIE MEPECTPOIKH Hallle APYTrHX BOBJAEKAIOTCs 06/1aCTH
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1q, 6q, 7q, 17p. B Go/blIMHCTBE ColydaeB OnpeiesoTes ayTiin-
KaLlMK /I TPHCOMUH XpoMocoM 1 1 7 1 iesielii XpoMocoMbl 6.7
[Tepecrpoiiku ¢ yuactuem 6q, 7q, 13q ABASIOTCS POrHOCTHYE -
CKH HeOJIaronpUsiTHLIMH.

KIMHUYECKUE MPOABJIEHNSA

JHpemMu4eckmnii Bapuant
[Ipu 3J1b nauGosee 4acTo NopaxkarTCsi KOCTU JIMLEBOIO
CKeJieTa — BEPXHSIS M HMXKHSSI 4eIoCTH, opOHTa, a Takke

MSITKHe TKaHH JiMLa. Y OGOJIbLIMHCTBA GOJIbHBIX C MOPaKEeHHEM
yeJsIIoCTel OMyXoJib Pa3BHUBAETCSl B 06J1ACTH a/1bBEOJISIPHOTO OT-
POCTKa BEPXHEH UeJIIOCTH, TIPUBOIS MOCTENEHHO K PACIIHPEHHIO
ajibBeOoJIbl U noTepe 3y6oB, B Hauasie MOJISIPHBIX H [TPEMOJIsIp-
HbIX, 3aTeM W JApyrux. [1pu noparkeHun 4eiocT cpeir paHHUX
PEHTIeHOJIOTHUECKUX HAXOJI0K OTMEUAIoT KOCTHbIe 00pa3oBaHHsl
JIOXKHO pasBHBamolMxcs 3y6oB. B nasnbHeiiiieM mpu peHtre-
Horpatuu BBISIBJISIIOTCS CMellleHHsl 3y0OB M MHOXKECTBEHHble
YUaCTKH paspspKeHHsi B 3TOH 06J1aCTH, PH 3TOM HCIMOJb3YeTCs!
TePMUH «aHapxusi 3y6oB». TUIMTMUHBIMM PEHTI€HOJNOTHUECKUMH
NPOSIBJIEHUSIMH SIBJISIIOTCS] HApYLIEHUsT KOCTHOH TpaGeKyJIsipHOl
CTPYKTYpBbI, MOSIBJIEHHE OUAroB OCTEOJMTHYECKOH JeCTPYKIHH,
MHOK€eCTBEHHbIE eheKThbl HAIKOCTHHLLbL. 2

Jlpyrumu, 4acto BOBJIE€KAEMbIMH OpPraHaMHu SIBJISIOTCS siHY-
HHUKH, SIUUKH, LUTOBHHAS yKeJsle3a, CJIIOHHbIE JKeJe3bl, MOUYKH,
MOJIOUHbIE KeJ1e3bl.?

[Topaxenune [IHC B ne6iote 3a6osieBanust BoIsBASIOT Y 30—
34 % nereii: neiiposteiikos (40 %), KpannasibHas HefiponaTus
(32 %) u unrparymop cnunuoro mosra (40 %). 3HaunTesbHO
yallle BOBJIEUEHHE MO3rOBbIX 000JI0UEK M YeperHO-MO3TOBbIX
HepBOB HalbJtofaeTcsl y OOJIbHBIX C [MOpPaXKEHUEM JIHLEBOro
ckesieta. M3ospoBanHoe nopaykeHue roJJOBHOIO MO3ra B BHJIE
uHTpaTymMopa 1pu 3J1b Berpevaercst kpaitHe pejiko, Kak npaBH-
J0y nereit ¢ BUU-undexumeit.?® Bopjeuernne KOCTHOrO Mo3ra y
neteii naé/onaetcs peako (8—10 % ciydaes), y B3pOC/IbIX —
3HaunTe bHO ualle (25 %).2

Cnopagnyecknii BapuaHt

Jlns ¢JIb xapakTepHo nopax<eHne TOHKON KHILKH (4allie ee
TEPMUHAJBHOTO OT/ieN1a ), GPBIKEHKH, a TAKKe XKeJTy/IKa, TIeUeHH,
TOJICTON KHMIIKH, OPIOLIMHBbI ¥ 3a0pIOLIMHHOTO [POCTPAHCTBA.
TunuuHo BoBsieueHue B onyxoJeBbii npotecc [IHC, sauunnkos,
sinueK, JUMoy3noB — abIoOMMHAIbHBIX W 3a0pIOIIMHHBIX,
ropasjio pexe nepudepuieckux.’” Crerpcuueckoe nopaxeHne
KOCTHOTO Mo3ra Habonaetcst B 20—35 % cayuaes, Heiiposieli-
k03 — B 20—25 %.? Kak npasusio, 3a6oJ/ieBanue nposiBJsieTcs
OBbICTPHIM yBeJIMUEHHEM KMBOTA 3a CUET HHTEHCHBHOIO pocTa
OMyXOJIM M HapacTratoliero acuura. B GoJsblMHCTBE ciyuaes
nopakeHue opraHos GpPIOLIHOM MOJOCTH MPEACTABIEHO MACCHB-
HBIM OITyXOJIEBBIM KOHIJIOMEPATOM, BOBJIEKAIOLIUM HECKOJBbKO
BHYTPEHHHUX OPraHOB, peXe HMEIOTCS MHOKECTBEHHble 0va-
rOBble MOpPaXKeHHsl MeUeHH, MoueK, MOPKENYI0YHOH IKese3bl,
KHIIeuHNnKa. B0o3MOXKHO pasBUTHE KHILIEYHOH HEMpPOXOIMMOCTH
KaK 3a CUET OIyX0JIEBOTO MOpaXKeHHs! KUIIKH, TaK U 3a CUeT ee
CHABJIEHHs], a TAKXKe JKeJIyJI0UHO-KHIIEUHOr0 KPOBOTEUeHH s Ha
doHe crieuduuecKoil HHPUILTPALIMU JKeTyaKa W/ UIH Killey-
HuKa.?’

B Esporne nopaxenue LIHC BoisiBastior y 20—25 % 6041b-
wbx,’ B CLIA — y 15 %.% Bosseuenne LIHC (ocoGenno B
BHJIe HelpoJieiiKo3a) vallle orpejiesisieTcst pH crelrdruecKoi
MHQUILTPALMY HOCOTJIOTKH M MPHIATOUYHBIX MadyX Hoca, Mo-
paxKeHusix OpOMTHI, TOHA/, KOCTHOTO MO3ra, MOJIOUHBIX 2KeJe3
1 KocTel, 0coOeHHO JiMLeBbIX. K ApyruM npuunHam, yBesudu-
BatolnM yactoTy BoBjeueHus LIHC, oTHocsaT nefikemusarutio,
HasuKe GoJiee OJIHOrO IKCTPAHOMAJILHOTO ovara nopaxkeHus.”
[lepBuuHOe BoBJIeUeHME CTUHHOTO Mo3ra npu ¢JIb BeTpeuaercs
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3HAUMTEJbHO peke, yeM mpu 3JIB. OnucaHbl eMHHYHBIE Ha-
OJ110/IeHHs1 MFHTPaTyMOpa CIIMHHOTO Mo3ra y ieTeil u B3pocJbix. B
peaKHUX ciydasix npu ¢J1b nopaatorcst KOCTH JIMLEBOrO CKeJleTa
(BepXHSSA M HIXKHSS YeJIOCTH, 0pOHTa) M MATKHE TKAHU JIUIA.
Kak npaBuJio, 60/1bHbIE TOCTYNAIOT B CTALMOHAP B TSIKEIOM
WK KpailHe TSXKeJIOM COCTOSIHMH, OOYCJIOBJIEHHOM OOJIbLIOH
OIyX0JIeBOH Maccoi, MHTOKCHKALMeH, HCTOLLEHHEM BIJIOTh J10
KaxeKCHH, 3J1eKTPOJIMTHBIMU HapylleHusiMu. Hepenko ocHOBHOH
TeparneBTHUecKol npobseMoil y 6oJibHbIX JIB cTanoBuTCS mpo-
rpeccupyollas octpast nodeuHasi HepocratouHoctb (OITH).
HauGosiee uacTble TNpUUMHBI €€ Pa3BUTHS: CriellUduIecKoe
nopakeHue 1noyek, HapylleHHe ypoJHMHaAMHUKK 3a cueT claBJie-
HHSI MOYETOYHHKOB OIYXOJIEBBIM KOHIJIOMEPATOM OPIOLIHOH
N0JI0CTH, 3a0pIOLIMHHOIO MPOCTPAHCTBA WJIM MaJsoro Tasza ¢
pa3BUTHEM TOCTPEHANBLHOH aHYPHUH U MOUeKHCIast HepponaTus.
[IpakTnuecku Bcerna ectb B-cumnTombl. XapakrepHo GbicTpoe
noxynenue (Ha 10—15—20 kr 3a Mecsill), BIJIOTb 10 KAXEKCHH,
BbIpaXKEHHas! OTJIMBOCTD, JIMXOPAJIKa 10 PeOpUIIbHBIX LUpp.°

Knunnyeckne ocobeHHocTn 60nbHbIX ¢J1b (co6CcTBEHHBIE
Habnwogenns)

C 1995 no 2008 r. B 'HLL PAMH na6.onanock 72 60Jib-
HbIX C IMTOTEHETHYECKH MOJITBEPKIEHHBIM Juar{ozom cJ1b.
XapakrepucTrKa 60JIbHBIX TIpeCTaBJeHa B Tabur. 1.

Takum o6pazom, XapaKTepHbIMH KJIMHHYECKHMH OCOOEH-
Hoctsmu JIB sBAsitoTCSA MOJIONOH BO3pacT MalMeHToB, MpeuMy-
I€CTBEHHO MYXKCKOH TM0JI, HaJuuhe B-cuMnTOMOB, KOpPOTKHH
anamHe3 3a0oJjieBaHMsl, TeHepalU30BaHHbIE CTAAUM, IKCTpa-

Ta6nuua 1. Xapaktepuctuka 60MbHbIX ¢ nuMdomoit Bepkutta

Yucno
MapameTtp 601bHbIX
(n=72)
Mon Myxckoit 51 (71 %)
JKeHckmit 21 (29 %)
COOTHOLLEHINE MY>KYUH/KEHLLMH 2,51
Bospact MuTepsan, rogp! 14-69
Megawnana, rogbl 27
Cragns | 5(7 %)
Il 9 (12,5 %)
i 25 (35 %)
v 14
(19,5 %)
B-0/1J1 19 (26 %)
AHamHe3 3a-  [lanasoH, Mec. 0,5-3,5
Gonesanus Megauara, Mec. 15
lMopaxeHne KOCTHOroO Mo3ra 22 (31 %)
Mopaxexue LIHC 17 (24 %)
lMopaxeHne KOCTHOTO MO3ra 1 LieHTPanbHOM HePBHOI CUCTEMbI 9 (12,5 %)
Tokanuaauus 9kcTpaHopanbHas  KuwevHnk 27 (38 %)
MeyeHb 23 (32 %)
Moykm 12 (17 %)
XKenynok 17 (24 %)
MomxenyaoyHas xenesa 12 (17 %)
ANYHUKM 8 (38 %)
JlnueBoii ckenet, poTo-, HOCO- 12 (17 %)
rnoTka
KocTu 8 (11 %)
Anykn 4 (8 %)
HopanbHas Mepudbepnyeckmne UM OY3nbl 15 (21 %)
MegnactuHanbHble numdoyansl 6 (8 %)
CeneseHka 12 (15 %)
Acunt 25 (48 %)
Mnesput 11 (15 %)
CpasneHne MO4ETOYHNKOB 10 (14 %)
OcTpas no4e4Has HefoCTaTO4HOCTb 12 (17 %)
B-cumnTombl 42 (81 %)
Mosbiwenne aktusHocTy JIAT 43 (83 %)
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HOZIaJIbHBIE TIOPAXKEeHHs, YacToe BOBJIEYEHHE KOCTHOTO MO3ra
1 LIHC, uto cooTBeTCTBYeT J@HHBIM JPYrHX HccseoBaresei.’
Hauin nannble CBUAETENBCTBYIOT, UTO GOJLILIMHCTBO 60/bHBIX JID
Ha MOMEHT yCTAaHOBJICHHSI IMArHO3a HAXOAATCS B TSZKEJIOM HJH
KpafiHe Ts2KeJIOM COCTOSIHHM, UMEIOT reHepai30BaHHble CTaINH
3a060J/1€BaHus], B-CUMNTOMBI, 3JIEKTPOJUTHBIE HApyLICHHSs, He-
penxo BeisiBasiercs OITH. Kax npasuso, nopaxenue opraHos
OPIOLIHOM TTOJIOCTH MPEICTABIEHO MACCHBHDIM OMYXO0JIEBBIM KOH-
IJIOMEpPATOM, BOBJIEKAIOIIMM HECKOJBbKO BHYTPEHHHX OPraHOB,
pexKe UMEIOTCS MHOXKECTBEHHBIE 0UaroBble MOPaKEeHUs TTeUeHH,
TIOYEK, TOJLKEJYI0UHOH yKeJie3bl, KullleyHrka. OTMeueHo yacToe
nopazkeHne KuieuyHnka y my»kunt. O6patiaet Ha ce6s1 BHUMaHHeE,
uT0 JIB 2KeHCKHX MOMOBBIX OPraHoB (SIMYHUKOB, PexKe — MaTKH )
B GOJILITHHCTBE CIyYaeB BBISB/SETCS Y MAlHEHTOK AeTOPOIHOTO
Bo3pacta. [TofoGHble HabI0/IeHUST Mbl HE BCTPETHIIN B JIMTEpATY -
pe. Hacrora BoB/ieuenust KoctHoro moara u LIHC y 6onbhbix JIB
B Poccun cooTBETCTBYET IaHHBIM, TPUBOIUMbBIM €BPONEHCKUMU
uccaenoparessivi.’ [Topaxkenne [IHC (ocoGeHHo B BUje Helpo-
JIeK03a ) yallle BhISIBJSETCs TPH CreluruecKoil MHQUILTpaLiu
HOCOIJIOTKH M MPUIATOYHBIX Ma3yX HOCA, MOPAKEHHUsIX KOCTeH,
0COOEHHO JIMLEBbIX, TOHaJ, KOCTHOro Mmo3ra. Hauu naHHble
TaKyKe CBUJETENLCTBYIOT O BBICOKOH uacToTe BoBseyeHus: LIHC
y myxkuuH. [Ipu ¢JIB y B3pociibix KpafiHe peKo BBISBJSAIOT T0-
pakeHwHe JIMLIEBOTO CKeJieTa (BepXHel U HIXKHEH YeTiocTH, 0p6H-
Thl), MAMKHX TKaHeil Jiu1ia,* Bajibaefieposa KoJibLa, poTo- H/Hiu
HocorsioTkH.*! OJIHAKO, M0 HALIMM JIAHHBIM, TaKas JOKaJIu3allust
onyxoJii umeeT Mecto y 17 % 60JIbHbIX.

BUY-accoynnpoBatHbiii BapuaHTt

Jlis BapuaHTta, acColMHPOBAHHOTO C HMMYHOAE(hHLHATOM
kak npu BUY-undekunn, Tak 1 nocsie TpaHcniaHTallu COJTHI-
HBIX OPraHoB, XapaKTepHbI reHepa/ii30BaHHast TUMQaieHOaTHs!
(puc. 3), BoBJIeUeHHE CeJIE3EHKH, YacTOe MopaxKeHHe KOCTHOTO
moara (30—38 %), namuune B-cumnromos. HeiipoJieiikos aua-
rnoctupyeres y 13—17 % 60/1bHbIX. >

Puc. 3. BHewHun Bug 6onbHoro ¢ BWY-accoummpoBaHHOW numdomon
BepkutTa

[Tpu passepuyroit BUY-undexunn (CI1M/1e) nopaxenne
HHC na6monaetrcs y 70 % B3pocibix.** Onucanbl eJIMHUUHbIE
HabJ1I0/IeHUST TOpaAXKEHUsI JIMLEBOTO CKeJleTa.

CTAAVNPOBAHUE NUM®OMbl BEPKUTTA

Jlnst onpesiesieHHst pacnpoCcTpaHeHHOCTH OITyX0J1€BOTO 1pollecca
HCMOMB3YIOT Kaaccugukaimio S. B. Murphy:

[ cmadus: onna KCTpaHOAA/bHAS MK HOJAJBHAS OMyXOJb
63 JIOKaJIbHOTO PACPOCTPAHEHHST, HCKJIOUAIOTCS OTTYXOJIH Cpe-
JIOCTeHHUS1, OPIOLLHOMN MOJIOCTH U 3MULYPAJILHOTO [IPOCTPAHCTBA,

KIMHIYECKAS OHKOTEMATOJIOTHS



Numdroma bepkurra

I crmadus: HojanbHash WM SKCTPaHOAA/IbHAsS OMyX0Jb ¢/
6e3 mopaKeHusl PErHOHAPHBIX JHUM(OY3JI0B MO OIHY CTOPOHY
Juadparmel, 3a HCKJIIOUECHHEM OIMyXO0JIH CPeIOCTeHHsI, GPIOIIHON
MOJIOCTH (KpoMe HIeoleKaabHOH 061aCcTH) U SMUIYpaJbHOTO
MPOCTPAHCTBA,

[l cmadus: HomalbHAs WKW SKCTPAHONANbLHAS OIMyXOJib
10 06e CTOPOHbI JMacparMbl, Bce MepBUUHbIE BHYTPUIPY/IHbIE
ONyXOJIH (MeMacTHHAJbHbIE, TJIeBPasbHble), BCe OOLIMPHbIE
BHYTPUOPIOLIHBIE OMYyX0JH (Hepe3eKTabeJsbHble ), BCe Napachu-
HaJIbHbIE U 3TIHlypaJibHbIE OMYXOJIH, HE3aBUCHMO OT JIPYTHX MeCT
nopakeHHust;

IV cmadus: moGast n3 Nepeunc/IeHHbIX Bblllle ¢ MHULHAJb-
HbIM opaxkennem LIHC /WM KOCTHOTO MO3ra (61acThl MeHee
20 %) u/un My IbTHGOKANBHOE MOPAYKEHHE CKeeTa;

B-OJIJI (no tuny L3): nopaxeHne KoCTHOTO Mo3ra (6J1acThbl
6oaee 20 %).

Juddepenunanbrasn nuardocruka JIB nposoautesi B nep-
Byto ouepenpb ¢ JIBKKJI ¢ Bbicoko#i nposindepatiBHOl aKTHB-
HocThlo. CyllecTByeT Tak HasdblBaeMasi cepasi 30Ha — rpyrnna
mumdom ¢ npusHakamu Kak JIBKKJI, tak u JIB. B 6osbiiiHeTBe
9THX CJIydaeB yCTaHOBJIEHHE JMarHo3a 6e3 LUHTOreHeTHUeCKOro
TMOATBEPKICHHS HE MPEICTABIISIETCS BOSMOKHBIM.

Hctoputo nporpammuoii Tepanuu JIb MoyKHO pasiesuTh Ha MSTh

MOC/IEI0BATENbHBIX STATIOB:

® MoHOTepamnus uKaopochaHom;

@ euenue o cxemam B-OJIJI — mporpamme Xenbliepa u
ee aHaJIoroB;

@ Tepamnusi o NporpaMmam «30J10TOro CTaHgapTa» JeueHus
aumpom — CHOP u CHOP-nopo6HbIMK Kypcamu;

® 5H—7-mecsunble GjaokoBble cxembl (NHL-BFM, Hyper-

CVAD);
® KOpoTKHe (3-MecsiuHble) BHICOKOMHTEHCHBHBIE MTPOTOKO-

a6l (CODOX-M/IVAC, LMB).

[TepBbie nonbiTky JeueHust JID Gblty MpernpruHATH B KOHIE
60-x romoB mpomuutoro Beka J[KOHOM 3HTJIEpPOM, HCMOJb30-
BaBIIUM i JiedeHust 3J1b MoHoTepanuio 1ukiaodochaHom B
no3e 40 Mr/kr ¢ unTepBasoM Mexy BBefeHusaMu 2 nea. [1pu
[—1II craguu 2-neTHsisi o6uiasi BbikuBaemoctb (OB) He mpe-
Boiasna 45 %, Bee Godbhble ¢ 1V cramueii/B-OJ1J1 noru6mau s
tedeHue 4—6 mec.** Jleuenue no nporokosam OJLJI okazasnoch
MaJsI03(PEKTUBHBIM, KPATKOCPOUHbIE PEMUCCHU JTOCTUTAJUCH Y
20—60 % GOJIbHBIX, 3-JeTHSIsS 6e3pellUIMBHAs BbIXKUBAEMOCTD
(BPB) ne npesbimana 30 %.%% B nanpueiiem npeinpuHuMa-
Jlach nonbiTKa uenosibzoBath puJ1Ib CHOPu CHOP-niono6HbIe
Kypcbl. C TIOMOIIBIO J@HHBIX MPOrpaMM yIaBasoch TOGHThCS
JIMILIDL KpaTKoBpeMeHHoil pemuccun y 40—50 % Gonbubix.?’

Hamn tax:ke TmoaTBepskieHa TMoJHAs Hed(P(EKTHBHOCTh
tepanuu no nporpamme CHOP 'y 6osbHbIx JIB. B GosbiiiiHCcTBE
C/lyyaeB MallMeHTaM MCXOAHO OBl YCTAHOBJEH HENpaBHJBbHBIN
quarnos — JIBKKJI u mpoBeneHo JjieueHune mo «30JI0TOMY
cranpapty» JuMmcpom — mnporpamme CHOP. B nanbheiiiem,
npu nporpeccud 3abosieBaHusi GOJIbHbIE KOHCYJIBTHPOBAHBI B
['HILL PAMH, rne npu nepecmotpe npenapaToB U MpoBeIeHUH
JIOTIOJTHUTENIbHBIX ~ UCCJIeNOBAaHMH juarHoctupoBaHa JIB. Y
Bcex 14 GosbHbIX Tepanusi o nporpamme CHOP u CHOP-
nof06GHBIMU KypcaMu Obliia Hea(deKTHBHA: KpaTKOBpeMeHHast
pemuceust gocturnyta y 2 (14,5 %) naumenTos ¢ nocsieyionum
paHHUM PELIMBOM, YACTHYHBIN OTBET B BU/IE HE3HAUUTEIBHOTO
cokpatenus onyxoan Habmogancs y 2 (14,5 %) 60JIbHBIX,
nporpeccust 3a6osesanus — y 10 (71 %) (ta6a1. 2). Takum 06-
pasom, JanbHeiillee ucnosb3oBanue nporpammbl CHOP npen-
CTaBJISIJIOCh Helles1ecooOpa3HbIM B CBSA3H C €€ KpaliHe HU3KOM
9 (HEKTHBHOCTBIO.
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Ta6nuua 2. XapaktepucTuka 60JbHbIX Y pesynbTaTbl IEYeHNs Mo nporpaMme
CHOP 1 CHOP-nopo6HbIMU Kypcamu

MapameTtp Huneno 60nbHbIX
(n=14)
Mon Myxckoit 9
JKeHckuit 5
Bospact [nanasoH, rogsbl 14-42
Menuana, rofp! 28,5
Cragns | 0
Il 3
Il 3
IV 5
B-01N 3
B-cumnTombl 10 (71 %)
Mosbiwenne aktusrocTy JIAT 14 (100 %)
OTBeT Ha Tepanuio Mporpeccus 10 (71 %)
Pemuccus, pannnit peunans 2 (14,5 %)
YacTuyHblin 0TBET 2 (14,5 %)

B nanbHeiiiiem jieuenue pa3BuBasioch 10 MyTH HHTEHCH(H-
KallMd XMMHOTEPArin W COKpallleHHsl ee MPOJ0JIKUTENBHOCTH,
4TO Kap/IMHA/JIbHO H3MEHHUJIO PE3YJILTaThl JIeUeHHs], O3BOJIHB J10-
ctnub pemucenu y 85—90 % GOMbHBIX M YBEJHUUTDL 5-JIeTHIO
OB 110 60—85 % B 3aBUCHMOCTH OT CTajlii 3a60JieBaHHst.38!
BriepBble KOpoTKHE MHTEHCHBHBIE CXEMbl MOJUXMMHOTEPAIHH
(TTXT), BrtouaBie hpaKkLOHHPOBAHHOE BBEICHHE LIMKJIO(OC-
thana, ncocdamui, BUHKPUCTHH, METOTPEKCaT, J10KCOPYOULIHH,
LMTO3ap, a TakxkKe aJleKBaTHYIO MPOPUIAKTHKY HelpoJieiikosa,
ObI/IH PUMEHEHbI B [TeIHaTPHUUECKON MTPAKTHKE. DTO MO3BOJHUIO
JocTHUL pemuccun y 88—92 % neteit, a y 50—87 % noayuuth
ytesibayto BPB, B 1. u. u npu [II—1V craguu 3aGoneBanus. >
Tepanus no nporpamme NHL-BFM-90 nana BoamokHOCTb 10-
cTHYb 6-J1eTHIO GeccoObITHITHYI0 BbKHBaeMocTb npu R, RIT u
RIII rpynnax puckay 100, 96 1 78 % naumenTos cooTBEeTCTBEH-
Ho."® CorocTaBumble pe3yJ/ibTaThbl MOJy4eHbl OTEYeCTBEHHBIMH
JIeTCKUMHU rematosioramu. ! S, B. Murphy npeyioxuia yist ue-
noJsib3oBaHus y gereil pexkum Hyper-CVAD: nosnble pemuccru
yaanoch goctiub y 93 % nauuentos. 4-netusis BPB cocraBuna
79 % y nauuentos ¢ JIB (I—1V cramus) u 65 % — y 60JIbHbIX ¢
L3 B-OJ1J1.4" CraHoBHJIOCH OYEBHAHBIM, UTO HHTEHCH(HKALHST
Teparuk M03BOJISIET MMOJyYHUTh HAMJydllide pe3yJbTaThl, He
YBEJIMUMBAET YHCI0 PELUNBOB, B T. 4. y OOJIbHBIX ¢ paKTOpaMu
MJI0XOr0 MPOrHo3a. DTO MOATBEPIKIANN PE3yJsbTaThl JieueHHs!
fetefi mo nporokosam LMB u CODOX-M/IVAC w apyrum
BbICOKOMHTEHCHBHbBIM MporpamMmmam. -4

Hcrosib3oBanne aHaOTHUHBIX MPOTOKOJIOB Y B3POC/bIX
[103BOJIMJIO J0CTHYL peMuccud y 63—79 % nauuentos, HO
2-nethsia BPB u OB cocrasasan 50—65 %, a y naumeHToB
¢ L3 B-OJIJT — 30—50 %.%*4 B 'HLL PAMH npu neyenun
6osbHBIX 110 TIpoTokoy NHL-BFM-90 (1995—2003 rr.) no-
JIydeHbl aHAJIOTHUHBIE pe3yJIbTaThl (Tabl. 3).

5-qethsist BPB coctasuaa — 80 %, 5-aernsii OB — 50 %
(puc. 4). Cpenu nmepBHUHO-pedpaKTEPHBIX MALUEHTOB MPeos-
Jagand 60JbHBIE C MOpaXKeHHeM KOCTHOro mosra no tumy L3
B-OJIJI.

Takum o6paszom, noJyueHHble pe3yJbTaThl YCTynaju Ta-
KOBbIM y JieTeli. JlaHHyto cutyaluto oObsicHsiM GoJiee 4acThbiM
nopaxenueM KocrHoro moara 1 LIHC, GoJibliieil TOKCHYHOCTBIO
uHTeHCcHBHBIX pexkuMoB [1XT. B To ke Bpems I. Magrath mno-
JIy4uJ1 OJIMHAKOBBIE PE3yJILTAaThl PH JIEUEHHH JIeTeil M MOJIOJIBIX
B3pocbix Kypcamu CODOX-M/IVAC, 2-netnsia BPB cocrasu-
na 92 %.% CriejlyeT OTMETHTD, UTO CPEIHHIT BO3PACT B3POCIIbIX
NalMeHToB Obl 25 JIeT 1 TOJIbKO 3 6oJbHBIX UMesH [V cranmio
3aboneBanus u B-OJIJI. Jledenne mo mportokony LMB mo-
3BOJIMJIO MOJTYunTL pemucchn y 89 % sapocanix ¢ [—11I cTaguefi
3abosieBanusl (Bo3pacTHasi Mequana 26 jiet) u 3-jertioro bPB
y 71 % naupentos. PesysbraThl jeuenus no npotokoay LMB
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Ta6nuua 3. Pe3ynbtathl neveHns 60bHbIX ¢ numdomoit Bepkutta no
nporpamme NHL-BFM-90

Yuneno 60nbHbIX

Mapametp (n=12)
Mon Myxckoi 12
YKeHcknit 0
Bospact [lnanasoH, rogpl 14-42
MeamaHa, rogpl 22
Craaus | 1
Il 1
1l 4
[\ 1
B-0/N 5
B-cumnTombl 9 (75 %)
MoBbiweHue aktuHocTy JIAT 9 (75 %)
OTBeT Ha Tepanuio CmepTb OT ocnoXHeHni NXT 2
Pemuncens, panunii peunans 3
Pemuccus 6
[MporpeccupoBaxmne 1
1 L L L 1 L 1 n 1 1 1 1
1 L
08 | | — : -
bPB
0,6 r
04 r
OB
0,2 r
0 — |-

T T T T T T T T T T T

0 10 20 30 40 50 60 70 80 90

Mecsaubi

Puc. 4. 5-neTHAA o6LLas 1 5-neTHsasa 6e3peumamnBHas BbDKMBAEMOCTM 60MbHbIX
¢ numdomon BepknTTa, nony4asLumnx Tepanuio no npotokony NHL-BFM-90

Cxema 1. Mporpamma NHL-BFM-90

MNpendasa + 6 6noko.: A-B-C-A-B-C  (5-6 mecaueB)
MNpendasa

1. Uwnknodocdan 200 mr/m2 1-5 gHn

2. [lekcameTa3oH 20 mMr BHYTpb 1-5 gHK

Bbnok A
[ekcameTta3oH 10 mr/m2 B/B 1-5 pHY ~<——
BUHKPUCTWH 2 Mr 1 AeHb
Ndochamma 800 mr/m2 1-5 gHu
MeTtoTpekcaT 1500 mr/m2 1 geHb
Lintosap 150 mr/m2 4-5 gHn
Benesua 100 mr/m2 4-5 gHn

ouvAwN =
I NI

Cxema 2. MogunédurumnposaHHas nporpamma J16-M-04

MNpendasa + 4 6noka: A-C-A-C (3 mecsaua)
MNpendasa
3. UwuknodpocdaHn 200 mr/m2 1-5 gHn
4, JlekcameTa3oH 10 mr/m2 B/B 1-5 fH®

Bbnok A
[ekcameTta3oH 10 mr/m2 B/B 1-5 gHK
BUHKPUCTWH 2 M 1 AeHb
Ndochammg 800 mr/m2 1-5 gHu
Metotpekcat 1500 mr/m2 B 1 geHb
Lutozap 150 mr/m2 4-5 gHun
Benesua 100 mr/m2 4-5 gHun
Jokcopy6uumH 50 Mr/m2 B 3 geHb

NouhswN =

nereidl U B3pocbix ¢ [—III cranuuit Oblin comnoctaBuMbL, MpU
IV cramuu 3-setnsas BPB y nereii cocrapuna 76 %, y Bapoc-
JILIX — TOJIBKO 56—57 %.*

Takum o6paszom, mpu IV cramun 3aboseBanus u B-OJIJI
He yaBaJoCh MOMYYHTh XOPOIIUX Pe3ybTaTOB, YTO CBHACTEJIb-
CTBOBAJIO O HU3KOH 3(PPEKTUBHOCTH AAHHBIX MPOTOKOJOB /IS
nauuenToB ¢ nopaxenuem LIHC u nefikemusauueit u o Heo6xo-
JIUMOCTH MOHMCKA HOBBIX MOJXO/I0B K JIEYEHHIO STHX GOJIBHBIX.

B cBsA3u ¢ HemocTaTOYHOH 3(PPEKTHBHOCTBIO MPOTOKOJIA
NHL-BFM-90 (5-netnsin BPB — 80 %, 5-netusia OB —
50 %), ocobenno y nauuentos ¢ B-OJ1J1 (5 us 5 noru6an),
B asrycre 2003 r. B THL] PAMH Buenpen HOBbI# Hcc/eoBa-
TesbCKu# mpotokoa Tepanuu JIb — Jlumdoma Dbepkurra-
Mocksa-04 (JIb-M-04). OcHOBHO# 11e/bI0 CO3/1aHUsT TIPOTO-
KoJla CTaJIo MoBbllleHHe 3PPEeKTUBHOCTH JiedeHust 6oJbHBIX JID
3a CueT MHTEHCH(UKALUK TEepanmuu U COKPALIEHHS ee MPOOJ-
YKUTEJIBHOCTH. 3@ OCHOBY B3SIT MOJIU(ULIUPOBAHHBIH TPOTOKOJI
NHL-BFM-90, BeTBb BLICOKOIO PHCKA, € 1030i METOTpeKcaTa
1500 mr/m2 TIporokos NHL-BFM-90 (BeTBb BEICOKOTO PHCKa )
npeacTasJsieT co60 MOC/AE0BATEIbHOE TPOBEEHHE D-JHEB-
HO# npesidasbl LHKA0PochaHOM U 1eKCaMeTa30HOM U GJIOKOB:
A-B-C-A-B-C. B 60k A BXoumaT rnpenapaTbl: MeTOTpeKcar,
BHHKPHCTHH, udochaMul, Beresu, IUTo3ap, 1eKcaMeTasoH; B
6s0k B — MeToTpekcar, BUHKPUCTHH, LHKJI0(ochaH, 10KCO-
pyoulmH, nekcamerasoH; B 6Jok C — 1uro3ap, BUHOJIACTHH,
JIeKCaMeTa30H, Benesn/.

B cBsi3u ¢ BbIcOKO# XUMHOUyBCTBUTEAbHOCTBIO JID mpesro-
Jlarasiochb MPOBOAUTE 4 6J0Ka: 2 WHIYKUMOHHBIX U 2 KOHCOJIHU-
aupytotinx. JlanbHeras XUMUOTepanust MpecTaBasIach He-
1esecoo6pasHoli: OHA He MoBbIlIaNa 3PPEKTUBHOCTH JICUEHHUS],
HO yBeJINUMBAJIa KOJIMUECTBO OCJOKHEHHUII B 1€ PUOJ LIXTOTIEHHH.
Bouio peueno uHrencuduunpoats [1XT neppoit nunum, oco-
6eHHO HHIYKLHOHHBIX KypPCOB, C BBEJEHHEM MaKCHMAJIbHO BO3-
MOKHOTO YHCJIa TIpenapaToB, He 06JaNaloliuX MepeKpecTHOH
PE3UCTEHTHOCTBIO. YUHTBIBAs JIaHHbIe O HAUOOJIbIIEH UyBCTBH-
TEJILHOCTH OMYyXOJIH K BBICOKHM J03aM METOTpeKcaTa W IUTO-

Brnok B Brnok C
JokcopybuyuH 25 me/m2 1,2 OHU 1. [ekcametaszoH 10 mr/m2 B/B 1-5 oHun
BUHKpUCTWH 2 Mr 1 geHb 2. Bene3up 150 Mr/m2 3-5 gHun
Memompekcam 1500 m2/m2 1 0eHb —— 3. LluTo3ap 2 r/m2 2 pasa B fieHb 2-3 iHU
[lekcameTaszoH 10 mr/m2 B/B 1-5 AHK 4. BuH6nactuH 10 Mr 1 feHb
Linknodochan 200 mr/m2 1-5 gHu
Bnok C
1. [ekcametaszoH 10 mr/m2 B/B 1-5 oHun
2. Bene3up 150 Mr/m2 3-5 gHun
3. MertoTtpekcaT 1500 mr/m2 1 geHb
4. BuHOGnactnH 10 Mr 1 geHb
5. LuTo3ap 2 r/m2 2 pasa B fieHb 2-3 fiHK

WHTepBan mexay Kypcamu 21 feHb, NtoMmbanbHas NyHKLMA C MHTpaTeKanbHbIM BBeAeHVe uuTo3apa 30 Mr, MeToTpekcaTa 15 Mmr,

[lekcameTaszoHa 4 mr B 0 feHb Kaxkaoro 651oKa
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3apa, pelleHo HCMOJb30BaTh TH Mpenapathl B paze HHAYKIHH
C 11€JIbI0 MOJTYYHTh MaKCUMAJIbHBIA LMTOPELYKTHBHBIH 3(deKT.
st noctikenust pemuceru npumensiin 6s0ku A u C iporokosia
NHL-BFM-90. C ueJbio uuteHcudukauu Tepanun K 6Joky A
n06aBasIM J0KCOpyOuLyH, K 610Ky C — metotpekcar. baok C
KJIACCHUECKH HCIOJb3YETCs [IPU OTCYTCTBHM OTBETA Ha JiedeHHe,
Mbl BHEJIPUJIH €10 B T€PAINHIO MepBOil JIMHUH, KOT/Ia OMyXoJIeBble
KJIETKH HauboJlee UyBCTBUTEJIbHBI K XMMHOIIpenapaTam, He J10-
Kulasicb (POPMHUpPOBaHHST MEPBUYHON pe3ucTeHTHOCTH. Kypchl
KOHCOJIMJIALMK  PEMHUCCHH OblJIM aHAJIOTHUHBl MHIYKLHOHHbBIM
(cMm. cxemy 2). Takum o6pasom, 6710k B 6wl HCK/II0UeH U3 Mpo-
ToKoJ1a, a 6ok A u C HHTeHCH(UUHPOBAHBI MpenapaTamu,
BXoasMMH B 6s1ok B. MHuTepBan mexay 6J0KaMH ocTascst
npexuum — 21 nenb.%% C aprycra 2003 r. o geka6pb 2008 1.
B [TPOTOKOJI BKJIIOYEHO 37 TalneHToB. XapaKTepHcTHKa 60JbHBIX
1 peayJibTaThl JieueH sl pecTaBeHbl B TabJ1. 4.

Y 34 (92 %) naumentoB Gblia JOCTUTHYTA PEMUCCHSI T0-
cne 1—2 6/10K0B; 33 HaxXoAATCsl B MEPBOH MOJHOH PeMHUCCHH
CO CpeIHUM nepHoioM HaOmoneHus 27 mec. (4—68 mec.). ¥V
1 GOoJILHOrO JHATHOCTUPOBAH PAHHUH DPELUAMB Uepe3 Mecsiiy
nocjie 3aBeplieHdst JieueHus. Tpoe GOJBHBIX TOrHOGJIH  OT
OCJIO?KHEHHH XUMHMOTEPANUHM B TEPHOJ HHIYKUHH PEMHUCCHH:
| nauuenT ymep oT TpaBMaTHuecKo# cy6aypasbHON reMaToMbl
na done rpomGotmronennn 40 X 10%/;1, | — 0T MOIHHEHOCHOTO
rpuGKOBOrO Cercuca B Mepuoj HHIYKIHH peMHCCHH, | — oT
CHHETHOMHOTO Cercuca B TIEpHOjie arpaHyJoluTo3a mMocie
BTOpOTO OJ10Ka Tepanuu. O611as MpoA0KUTENLHOCTD JIeUeH s
coctaBuaa 3—3,5 mec., b-qetnsis BPB — 97 %, 5-neTHsis
OB — 89 % (puc. 5).

JleTasbHOCTL B Mpolecce XMMHOTepanuu coctasuaa 8 %
(3 GOJIbHBIX ), BO BCEX CaIy4asix B MHAYKLMH peMuccuu. [emarosio-
ruyeckasi TOKCHUHOCTb KypcoB cootBetcTBoBasa III—1V crene-
HHU. Bee Kypebl conpoBoK/Iaanch pa3BUTHEM MUEJIOTOKCHUECKOTO

Ta6nuua 4. XapakTepucTuka 605bHbIX 1 PesysbTaThl ieHeHust Mo nporpaMmme

NB-M-04
Mapametp Yucno 60nbHbIX
(n=137)

Mon Myxckoi 23

JKeHckuit 14
Bospact [lnanasoH, rogpl 15-69

MenauaHa, rogpl 29
Cragus | 2

I 3

I 15

v 6

B-01N 1
B-cumnTombl 30 (81 %)
MoBblweHne aktusHocTy JIAT 29 (78 %)

OMH 14
OTBET Ha Tepanuto CmepTb 0T ocnoxHeHuii MXT 3
Pemucens, panhnit peunans 1

Pemuccus 33

arpaHyJioluTo3a, CPeJHUN Nepuojl KOTOPOro COCTaBu/ 6 aHeH
(1—23 mnst). Mindekuuonmoie ocaozknenus cornpoboxaani 90 %
JledeGHBIX 6J10KOB: Juxopanka — 65 % Kypcos, Mykoaut III—IV
crernenn — 48 %, HeKpoTHueckasi sHTeponatuss — 14 %,
cencue — 11 %, nuesmonusi — 11 %, napanpokrur — 6 %,
Juxopajka 6e3 ouara undexuun — 21 %. [To KonmyecTBy HH-
(heKIMOHHBIX U TEMOPPArHuecKUX OCJ0KHEHHH, BO3HUKAIOIINX
B repuoi uurtorneHun nocjie 6okoB A u C, CylIeCTBEHHbIX
passinuuii He BbisiBieHo. HanGosibiiasi reMaToiornyeckasi ToK-
CHYHOCTb HabJito[ajach B MEPHOL MPOBEJEHHs MIEPBOro Kypca
XUMHOTEpanuu — G6JioKa A, U4TO CBSI3aHO C MCXOJHO TSKEJIbIM
COCTOSIHHEM MallMeHTOB MPH MOCTYIJIeHHH. DOJIbIIMHCTBO TsizKe -
JIBIX OCJIOXKHEHUH (CercHe, TTHEBMOHUS ¢ OCTPOM IbIXaTesbHOM
HEJI0CTATOYHOCTBIO, BUPYCHBIH MEHMHrO3HIEMAINT U T. 1.) BO

Jlnmdpoma bepknTTa
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Puc. 5. 5-netHaAa 6e3peumamBHas 1 o6LLas BbXMBAEMOCTb 60MbHbIX C IMMpOoMo BepknTTa, nony4asLumnx neyexHune no npotokony J15-M-04
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Ta6nuua 5. Pe3dynbtaThl TEpanmu B3pocnbix 605bHbIX ¢ IMMdoMoi Bepkutta

MpoTtokon Yucno 60nbHbIX Bospacrt, roabl MonHas pemucens, % BEPB BCB OB NcToYHnK
MegnanHa  [OuanasoH % rogbl % rogpl % rogpl
Stanford 18 25 15-75 78 71,3 1 HO 66,8 2 37
MD Anderson 81-01 1 84-30 44 32 17-72 80 60 5 HO 52 5 52
Vanderbiit 20 445 21-69 85 60 5 HO HAO 53
ProMACE-MOPP 17 36 19-90 64,7 61 15 HAO 35 15 54
ProMACE-Cytabom 8 HO HO 100 86 15 HO 88 15 54
ACVBP 52 34 HO 85 HO 47 5 53 5 55
LMB 81, 84, 86, 89 65 26 17-65 89 HO 7 3 74 3 56
LMB 81, 84, 86, 89 51 33 HO 83 HA 61 2 66 2 57
NHL-BFM 83 24 33 15-38 63 50 8 HA 49 8 38
NHL-BFM 86 35 36 18-65 74 7 4 HO 51 4 38
POG 8617 8 35 19-64 100 HO 75 2,3 HAO 58
CODOX-M/IVAC 26 25 18-59 92,3 HA 84 1 HA 59
CODOX-M/IVAC 14 47 HAO 86 72 1,9 HO HO 60
CODOX-M/IVAC 52 35 15-60 75 HO 646 2 72,8 2 59
Hyper-CVAD 26 58 17-79 81 63 3 HO 49 3 41
R-Hyper-CVAD 20 52 27-77 89 86 1 HAO HA 61
CALGB 54 44 18-71 80 50 4 HO 51 4 62

HI — HeT AaHHbIX; BCB — 6ecco6bITUHAR BbKMBAEMOCTb.

BpeMsl MPOBEJICHHUs MEePBOr0 Kypca XUMHOTEPANHU U B MEPHOJ,
arpaHyJIolIMTO3a pa3BHBa/oCh y nauueHToB ¢ IV cramueit u
B-OJIJI.  [lomoJHUTENIbHBIMUE ~ OTATOIAIOIIMMH  (haKTOpaMH
SIBJISIIUCh KaXEKCHsl, MPe/LIeCTBYIOLIHE MOJOCTHbIC ONepaltH,
Ha/sMune crnetrduueckoro nopaxenus nouek 1 OITH. ¥V 6osib-
HbIX C COYeTaHHEeM HeCKOJbKHX HebJarornpusiTHBIX (DaKTOPOB
yale pasBHBAJNCh yrpoxKaiollife *KU3HH HHpeKInHu. B mepuon
MPOBECHHS MOCEAYIOIHX OJ0KOB KOJIHYECTBO HH(EKIIHOHHBIX
OCJIOXKHEHUH ObIIO COMOCTABUMO C TaKOBBLIM y MalMeHTOB ¢ [—
III cramnen.

[emopparuueckue oc/10:KHEeHHs! B BUJIE HOCOBbIX, IeCHEBBIX,
MAaTOYHBIX KPOBOTEUEHHIl, MeTeXuil U SKXMMO30B HaOJI0faIHCh
y 50 % naumentos c IV cramueit u B-OJIJI B nepuon arpaty-
JIOLIUTO3a TocJie MepBoro 6J10ka 1 TpeGoBa/lu MPOBeICHHUs 3a-
MECTHTEJbHON Tepanun — TpaHcdysHil CBe:Ke3aMOpOKEeHHON
MJIa3Mbl, KOHIIEHTpaTa TPOMOOLMTOB, 3SPUTPOLUTHOH MaccChl
WM OTMBITBIX 3PUTPOLMTOB. B nanbHeiiieM y GoJblIMHCTBA
O0JIbHBIX MEPUOL TPOMOOLMTONEHUH He Obl1 JJIUTEIbHBIM U He
COTIPOBOXKAAJICS PA3BUTHEM FeMOpPAruiecKuX OCJA0KHEHHI, He-
00XO0IMMOCTH B TpaHChy3usix Ju6o He ObL10, Tu60 TpeGoBaIUCh
1 —2-kpatHble TpaHcdy3nu 4 —8 103 KOHIIEHTpaTa TPOMOOIIUTOB
B TeUyeHHe BCEro Mnepuojia arpaHysolnTosa. ¥ 2 G0JbHbIX Ha
tone nposenenus nepsoro kypca IXT B nepuoy pacnana ory-
XOJIH PasBWJICA Pa3BEPHYTHIH CHHAPOM JIHCCEMHHMPOBAHHOIO
BHYTPHCOCY/INCTOTO CBEPThIBAHHUS, TOTPeOOBABIINI MAaCCHBHOH
reMOKOMIMOHEHTHOH 3aMeCTHTEIbHOH Teparyh.

[1pn nanmaun OITH na moment navana ITXT konnuecto
OCJIOXKHEHHH PE3KO BO3pacTasio: yBeJIHYMBAJIACh TOKCHYHOCTD
Teparnui 3a cyet 6oJ1ee ANTEbHON LU PKYJISLIHHA XUMUOTpenapa-
TOB, 3aMeJIsIach JIMMHHALUS MeToTpeKcaTta u3 KposH (y 10 u3
14 60J/1bHBIX ), TPUBOJSALLAS K TSKEJOMY MOPAKEHUIO CJAU3HCTBIX
000J104€eK, 3HAYUTEJLHO YIUHAJICS MEePHOJ arpaHy/oLuTO3a
nocJie 1epBoro 6JI0Ka; BO3PACTAJNO KOJUYECTBO TSKEJbIX HH-
(bexumonHbIX ocsoxkHeHn#. M3 14 6ombubix ¢ OITH 1 naupeHt
yMep OT MOJTHHEHOCHOTO FPUOKOBOTO ceTcrca, 5 — HaXOAUINCh
B peaHMMallOHHOM OTAeJEHUH. TsKenblil MyKOSHT pasBHJICS Y
12 GosbHBIX, cencue — y 6, HEKpPOTHUYECKast SHTeponaTus —
y 6, MHEBMOHHSI C OCTPOMH JbIXAaTEJNbHON HEIOCTATOYHOCTbIO H
HEeO0OXOAUMOCTBIO HCKYCCTBEHHOH BEHTHUJ/ISLMUU JIETKUX — Y 3,
MEHHHTUT/MeHHHTO3HIehatuT — y 3 nalueHToB. [y6okast
TpoMOoLMTONEeHHsT Habuoaanach y 9 GOJIbHbIX, pa3BepHYThIi
remMopparuueckuil cunapoMm — y 3. IlpuBeneHHble JNaHHble
CBH/IETEJIBCTBYIOT O TOM, YTO MPH MCXOIHOM CrelH(HIECKOM
nopaxkenuu novek, naanuun OITH B MomeHT Havasa xumuore-
pamuu He cJelyeT BBOAMTb METOTpeKcaT AaxKe B pPelylpoBaH-
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HBIX JI03aX B CBSI3H C BLICOKUM PUCKOM PA3BUTHsI YTPOXKAIOIIUX
JKU3HHU OCJI0’KHeHUI. B ciydae 6bictporo paspetnenust OITH (B
nepBble JHU Mpeada3bl) BO3MOXKHO HCIOJIb30BAHHE METOTPEK-
cata B pelylHPOBaHHBIX J103aX, MEPECUHTAHHBIX Ha CKOPOCTDH
KJIYyOOUKOBOH (DUJILTPALIMH, C TIepeHECeHHEM CPOKOB BBEJICHHS
¢ 1-ro aHst Kypca Ha 5—6-1i IeHb.

Jleuenue no npotokosy JI6-M-04 npoBoauIoCch B TeueHHe
3 MeC., UTO 3HAYUTEJILHO KOpPOU€e MPOJAOJKUTETLHOCTH GJIOKOB
NHL-BFM u Hyper-CVAD 35384243 4 conoctaBuMO M0 ATHTEb-
HocTH ¢ iporpammamu LMB n CODOX-M/IVAC.?5%7 Jlocratou-
HO CJIOXKHO TPOBOJIUTH CPABHUTEJLHYIO OLIEHKY 3(PPEKTHBHOCTH
M TOKCHYHOCTH PA3JIHUHBIX MMPOTOKOJIOB Tepanuu JID B cBs3u
C OTCYTCTBHEM PaHIOMH3MPOBAHHLIX HCCJIEIOBAHUIN, aHaJM3a
KaK pPeTPOCHEKTHBHOTO, TaK W TPOCIEKTUBHOIO MaTepuasa, ¢
passiuieM B BbIGOPKE MALMEHTOB (YMC/IO GOJIbHBIX, CPEIHUI
Bo3pacrt, uncsao naurentoB ¢ [V cragmeit u B-OJIJT u 1. 1.).
Tak, npencranennsie D. Hoelzer (B-NHL 86) u D. Thomas
(Hyper-CVAD) peayJibraThl JieueHH st MallMeHToB CTapiiero Bo3-
pacra (menuana 34 u 58 jset coorBercTBeHO) ¢ B-OJIJT (L3)
snaunTesnHo xyxke: OB coctassier 49—51 %,%4! yTo cBsizano
C HaJIMYHEM Y JAHHOH TPYMIbl GOJIbHBIX OCHOBHBIX (DaKTOPOB
MJIOXOr0 TPOrHo3a — crapiiero Bodpacra‘®*! u BoJjedeHust
KocTHOro Moara*! #4547 (1a6y1. 5). B Haulem nccsnenoBanuu cpej-
HUI Bo3pacT 60JbHBIX — 29 JIeT, 4To, HECOMHEHHO, 00J1erdano
NpoBeJieHHe KOPOTKOH BBICOKOMHTEHCHBHON Teparnuu. B To ke
ppems 32 (86 %) naumenta UMeJH reHepaJu30BalHble CTaluu
za6osepanus, 11 (30 %) — B-OJIJ1, 29 (78 %) — nosbileH-
Hyio aktuBHocTh JIJII, 14 — OITH.

Toxkenunocth npotokoda JIB-M-04 conocraBuma ¢ TaKoBO#H
kaaccuuecknx 6saokoB NHL-BFM-90 (BeTBH BhICOKOTO pHCKa
(AA-BB-C-AA-BB-C), n03a metotpekcata — 5 r/m?). B
cpaBHeHuHU ¢ iporpamMmamu Hyper-CVAD u CODOX-M/IVAC
npotokos JIB-M-04 o6najaer MeHblleH TeMaToJOTHIECKOH
TOKCUYHOCTBIO (KOpOYE MepHOJ arpaHyJioluTo3a U TPoMGO-
LUTOMEHUH) U YACTOTOH HH(MEKIMOHHBIX U [eMOpparuyecKux
ocsioxkHeHn#. Tak, MPONOJLKUTENbHOCTL arpaHyJ/IoLUTo3a MpH
siedenun 1o nporokosy Hyper-CVAD cocraBuna 17 pueit (ot
12 no 28),*! no nporpammam LMB u JIb-M-04 — 8 u 6 nHeit
coorBercTBeHHO."" DebpusibHasi JMXOpajka, CTOMATHT, MHEB-
MOHHSI, CENCHC OCJIOXKHSIIM COOTBETCTBeHHO 86, 52, 321 11 %
Kypcop npotokosa Hyper-CVAD, 90, 53, 16 u 14 % kypcos
niporpammbl CODOX-M/IVAC 1 65, 44, 8 u 8 % 610K0B mpo-
tokosia JIB-M-04."" UHdeKkupoHHbie 0CJI0MXKHEHHST COMPOBO-
#amu 83 % 6a0kos LMB, mykosut III—1V crenenn — 34 %,
TsKeJIble MH(EKIMH (cerncuc, mueBMonust) — 32 %, JIUXOpajika
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6e3 ouara nndekuun — 50 %.* Muorue Hec/ieoBaTe M TaKkkKe

OTMeuaJii, YTO0 HaubOoJbllee YUCI0 TOKCHIECKHX OCJ0XKHEHHH

BO3HHKAJI0 BO BPeMsl IEPBOTo Kypca XUMHOTEpartH, 4To CBsi3a-

HO C HCXOHO TSPKEJBIM COCTOSIHHEM 60JbHBIX. MHAyKIIHOHHAS

JICTAJbHOCTb TPH JICYEHHH TI0 yKa3aHHBIM BBIIIE MPOTOKOJIAM

BapbUpOBAJa B LIMPOKMX Npejetax — oT b jio 40 %,%84041 g

Halem HeeneoBaHun — 8 %.

M3 npeacraBiieHHbIX Pe3yJILTATOB BHUIHO, YTO OCHOBHbIE
TepaneBTHUeCKHe MpobseMbl HabJOJANMUCh HAa MEPBOM Kypce
XUMHOTEpANUK: paHHee Hauyaso U GO'JblIasi MPOJOJIKUTENb-
HOCTb MMEJIOTOKCHUECKOTO —arpaHyJ/oLHUTo3a, MOBBIIIEHHOE
YHCJI0 HH(EKIIMOHHBIX U TeMOpPparnyecKixX oCJa0KHEHHH, GoJiee
yacroe, 4eM Ha MOCJeIylolMX 6J0KaX, Pa3BUTHE TSMKENbIX
GaKTepHabHbIX, TPUOKOBBIX H BUPYCHBIX HH(EKIHHA. ¥ MHOTHX
60/IbHBIX BO3HUKA/A HEOOXOAUMOCTD B MPOBEIEHUH e MOAHAJH -
3a, paclIMpeHHOH COMPOBOAUTENLHON Tepanuu (UCrnoab3oBaHue
aHTu6aKTepuasbHol Tepanun 2— 3 aunui, npumenenue [-KCP,
NpOBeJIeHHe MACCHBHOH MH(Y3HOHHO-TPAHCPY3UOHHOH 3ame-
CTUTEJILHOMN Teparnuu y 4acTH 6OJbHbIX ).

[Tono6Has cutyais 6blia 06yCI0BIeHa UCXOIHO TSKEJbIM
CoCTOsIHHEM GOJIbIINHCTBA MAIUEHTOB, CBA3aHHBIM C:
® OoJIblIOH omyxoJieBOH Maccoi, yacto no tuny bulky

disease;

@ TeHEepaJM30BAaHHBIMU CTagusAMHU 3aboJieBaHUs (0KO-
g0 50 % 60abHLIX uMeloT [V cTajmuio 3a6oJieBaHUS U
L3 B-OJLJ);

® HHTOKCHKalHed;

MCTOLIEHHEM BIJIOTh 10 KAXEKCHH;

@ HapyulenueM GYHKIHHM TNOYeK /MM YPOLMHAMHKH 32
CUeT CrelM(HUUeCKOro opaKeH st MoYeK WK CIAaBJICHUS
OMYXO0JIeBBIM KOHTJIOMEPATOM MOUYEBBIX MyTeH ¢ Pa3BUTH-
em OITH;

@ HaJiMuHeM B aHaAMHe3e PacClIHPeHHbIX MOJOCTHBIX orlepa-
LLUH.

K coBpemeHHbIM TI0/1X01aM B JieueHnH JIB MOMHUMO HHTEH-
cucpukaiyu [TXT oTHOCHTCS coueTaHHOE MPUMEHEHHE PUTYKCH-
Ma6a 1 xumuorepanuu (nporoxkossl R-NHL-BFM u R-Hyper-
CVAD). UcnonbsoBanue panubix cxem [1XT nmossoJsieT 1ocTHyb
pemucenn y 86—90 % GoabHbix, 3-jeTHsia OB cocrabaser
86—90 %.5667

Tpancnnantayns koctHoro mo3ra (TKM) u cTBOMOBbIX KNETOK
kposu (TCKK)

JlnnTenbHOE BpeMsl paccMaTpUBAJ/ICs BOMPOC O HEOOXOMH -
MOCTH BBICOKOJI03HO! KOHCOJIMJALIUK Y MALHUEHTOB B MepBOH U
nocJie/IylolMX peMUCCHsIX. ¥ JleTelt Obll1a JoKazaHa Helesecoo-
6pasnocthb ayro-TKM/ayro-TCKK. [Tokasanus k ayro-TKM/
TCKK y B3pocsbix gosroe Bpemst 06cyxaaauch. [1o naHHBIM
EBpornefickoro MexayHapogHOro perucTpa, npu TpaHciaHTa-
I[IMM KOCTHOTO MO3Ta B MEPBO peMHUCCHH B TedeHHe 2 JIeT KUBbI
72 % GOJBHBIX, UTO COMOCTABUMO C Pe3yJLTaTaMu, MoJydae-
MBIMH TIPH TIPOBEIEHUH HHTEHCHBHON XuMHoTepanuu.%% [Tpu
TPaHCMIAHTAIlWM BO BTOPOH PEMHMCCHH U TIO3KE PE3yJbTaThl
OblH MeHee obHanexkuBatonine: 2-1etHsis OB He npesblinana
32 %'70

[Ipu nepBuuHONl pedpaKTEPHOCTH, CBHUAETENLCTBYIOUIEH
0 KpaiHe HeOGJIaronpusiTHOM MPOTHO3€, BO3MOXKHO, METOA0M
BhiGopa saserca amnorentas TKM/TCKK. Onuako onucasbl
JIMUIb eIMHHYHbIE HaGJIoaeHUs s(dekTuBHOCTH aio-TKM vy
MepBUUHO-PE3UCTEHTHBIX OoJibHbIX JIB. Jljsi oKoHUaTeJbHbIX
BBIBOJIOB HEOOXOJMMO MPOBEJieHHEe OOJbIIMX MHOTOLEHTPOBDBIX
UCCJICIOBAHUH.

Jleyenne BUY-uHghnynpoBaHHbix
B nocnennue roipl TOCTHTHYT 3HAUHTEIbHBIN MPOrpecc B
sevennn BMY-nosutusHbix naunentos ¢ J1b. [1pu npoenenuu

www.medprint.ru

MHTEHCHBHBIX Tiporpamm xumuotepanuu (Hyper-CVAD, CO-
DOX-M/IVAC) Ha doHe aKTHBHOI NPOTHBOBUPYCHOI Teparium
MPOLIEHT IOCTHXKEHUST MOJHBIX peMHCCHEl 1 ytnTesibHast BPB co-
MOCTABUMbI C TAKOBBIMU Y NALMEHTOB 6e3 nMMyHoedHriuTa. !

Xupypruyeckoe neyenne

Hcropuueckn xupyprudeckoe nedenue JIb cunranoch He-
00XOUMbIM H 3(h(HEeKTUBHBIM C 11€J1bI0 YMEHbIIIEHHS OTTYX0JI€BOH
Macchl.”” B jasibHeililieM GblLI0 MOKA3aHO, YTO MPOBEJEHHE
paJMKaJbHbIX XHPYPrHUECKUX orepaluil (pe3eKlus KeJyjika,
racTpIKTOMHUS, reMuKoJKkToMUs1) rnpu JIB naxe npu yno-
BJIETBOPUTEJIBHOM ~COCTOSIHMM TalUMeHTa Helleaecoo0pasHo.
YUUTBIBAs BBICOKYIO XMMHOUYBCTBUTEJILHOCTb OIMYyXOJH W ee
MOJIHBIA perpecc Ha (hoHe MHTEHCHBHOH XHMHOTEpANuH, Bbl-
MoJIHEHHEe TPaBMaTHUYHBIX onepauui He onpasaaHo. Kpowme
TOTO, JJUTENbHBIH BOCCTAHOBHTEbHBIH MOCJE0NepallHOHHBIH
€PHOJ U OLICTPbLIHA MOBTOPHBLIA POCT ONYXOJIH IPUBOJAT K I10-
Tepe BpEeMEHH M YXY/ILIEHHIO COCTOSIHUS MalleHTa Ha MOMEHT
Havasia [1XT. Heo6xonumMo orpaHnuuBaThcsi MaJOMHBA3HBHBIMU
M MaJoTPaBMAaTHUHbIMH BMELIATEJNbCTBAMU JUISl  TOJYUYEHHUS
OMOINCUIHHOrO MaTepHaJia ¢ AMarHoCTHIECKOMN LeJIbIO.

NPOrHO3

[IporrocTnuecku He6aronpusiTHHIME (hDaKTOPaAMH SIBJISIOTCS:
BO3pacT crapiue 15 Jet, }KeHCKHI MT0J1, MOBBIILICHHE aKTHBHOCTH
JUIT, IV crapus 3a6oneBanus u L3 B-OJIJ1, nopaxkenue [ITHC,
TSDKEJIOe COCTOSIHHE Ha MOMEHT Hauajia Teparuu, GoJibliasi
onyxosieBast Macca (bulky disease), Bbicokasi cTeneHb pucka
COTJIACHO MeKJIyHapoJIHOMy rporHoctudeckomy unaexcy (IPI),
TpomOouuTonenusi Mmenee 100 x 109/1, anemnst — Hb < 1001/,
JIOTIOJIHUTENIbHbIE HeOJIaronpUsiTHble XPOMOCOMHbIE aHOMAJIHH:
BoBJeueHne 6q, 7q, 13q.22 K HeGnaronpusiTHbIM MPOrHOCTH-
yeckuM akropam y BUY-unduuuposanubix nauuentos ¢ JIb
OTHOCSATCS: BO3pacT craplue 35 JjeT, yposenb CD4 < 100 ka/
MJI, TeHepaslU30BaHHbIe CTaIuu 3ab60JieBaHUs, BHYTPUBEHHOE
ynoTpe6JyeHne HapKOTHKOB.
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Rituximab maintenance therapy of
B-cell lymphomas
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SUMMARY

The chimeric anti-CD20 monoclonal antibody rituximab

has been increasingly used as maintenance therapy in
different types and has so far produced very encouraging
results. Rituximab is attractive for maintenance therapy for
a number of reasons. We conducted a systematic review of
main aspects of rituximab maintenance therapy, discussed
in more details its indications and raised several important
unanswered questions.
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KIMHUNKA W TEPANWA
FTEEMOBJTACTO30B

[Tonnep:xkuBatoLias Tepanusi pUTyKCUuMabom
npu B-KAETOUHBIX HEXO/PKKUHCKUX JIMMoMax

I.C. Tyman

PE®EPAT

MoHoknoHaneHble aHTN-CD20 aHTuTena (putykcrumab) obnagarT psagom
CBOWCTB, KOTOpbIE AeNaloT UX KpariHe npuBfekaTebHbIMU ANS UCMONb30-
BaHWS B Ka4eCTBe MOAAEPXMBAIOLLEN Tepanun y 60MbHbIX C pasfnyHbl-
MUK BapmaHTamu B-knetouHbix numdom. B ctatbe npusegeH nogpobHbIn
aHanM3 COBPEMEHHOWN NuTepaTypbl MO OaHHOW TemaTtuke, NpeacTaBfieHbl
OCHOBHbIE MONOXEHWSA NOAAEPXKUBAIOLLIEN Tepanun pUTykcnumabom, abeo-
TOTHbIE Y BO3MOXHbIE MOKa3aHWA K ee NPUMEHEHMIO, (DapMaKoKMHETMYe-
CKMe acneKTbl N HepPeLLUEeHHbIE BOMPOCHI.

KntoyeBble cnosa
B-kneTo4Hble nuMdoMbI, Noaaep KMBatoLLIad Tepanusa pUTyKCHMaoomM.

BBEJIEHUE

Hexomxkunckue — sumdombl  (HXJT)
0ObeMHSIOT ~ GOJIBLIYIO  IeTepOreHHyIo
TPpynmy  ONyXoJEeBbIX  3aboJieBaHUH,
KOTOpble  OTJIMYAIOTCS  KJIHHMYECKHM
pazHooGpa3neM, pasHbIM OTBETOM Ha
Teparnuio ¥ MNporHozoMm. B Hacrosiee
BpeMsi B EBporefickoM coto3e 3aperu-
crpupoBano 230 000 6Goabubix HXJI,
NpH 3TOM exxerojiHo B EBporie BrepBble
3aboJsieBaet sumdomamu okoso 70 000
yesiopek. Ilpumepro 85 % HXJI umeror
B-kserouHoe npoucxoxkieHue, M3 HHUX
Gonee 30 % npuxomares Ha audysHyIo
B-kpynHoknerounyio sumcpomy (IBKJT),
2-e mecto no uacrote (20—25 %) 3anu-
MaeT cposnmikynspras aumpoma (PJT).
MexnynapoaHasi ~ KoorepaTHBHast
rpynna no uayuenuto Jjumpom (NHL
Classification ~ Project) mnpoBena B
cepenurte 1990-x ronoB 6osbliIol NoMy-
JISILLMOHHBIN aHAJIN3 TIPOJIOJIKHTEIBHOCTH
»ku3Hu npuMepHo 1500 GosbHbix HXJL.!
Okazagnocb, uto npu JABKJI 5-netnsis
Bb)KUBAEMOCTb GOJIbHBIX HE TIpPeBhIIlIaeT
50 %, IpH 3THX Ke CpoKax HabJIofeHHs]
BbIKMBaeMoCTb 60JibHbIX PJT cocrapisier
npumepro 70 %. Heo6xoaumo oTMeTHTS,
4TO STH MoKazaTesu 06LIeH BbIXKUBAEMO-
CTH B LIeJIOM OCTaBaJIMCh HEU3MEHHBIMH Ha

MPOTSKEHHH HECKOJILKHUX JIECSITHIIETHH J10
BCTYIJIEHHS] OHKOJIOTHH B 3Py TapreTHoi
Tepanuu. [IpumMeHenue nepsbIx Tepanes-
THYECKMX MOHOKJOHa/bHbIX aHTH-CD20
aHTuTes (puTyKcMMaba) B KOpHe H3Me-
HUJIO CHTYalLHIo B JICUCHHH B-KaeTOuHBIX
auMcpom. KomOunauusi putykcumaba ¢
xumuotepanueit (R + XT) npu pagnuunbix
BapuaHrtax B-kjieTouHblx uMcom, a TaK-
JKe TIpUMeHeHHe ee B MOHOPEXKHMe IpH
DJI 3HauUTENBHO YJIYULIHJIN TT0KA3aTEe !
obulel 1 6e3peLUIMBHON BbIXKHBAEMOCTH
0O0JIbHbIX.

B nacrosiniee Bpemsi Mbl  pac-
noslaraeM pesyJbTaTaMi CPaBHUTENBHOTO
anammza (R + XT vs XT) no kpaiinent
mepe 10 KpymHBIX KOHTPOJHPYEMbIX
MCCJ/ICIOBAHUH, B KOTOPLIX TPOJAEMOH-
CTPUPOBAHO OYEBHJIHOE [PEUMYLIECTBO
MMMYHOXUMHOTEPATTHH Mepejl XUMHOTePa-
nueil Ha JoOGOM 3Tarne TeueHus: 6oJie3HH
(taba. 1).

[Ipencra/iennble KJIMHHYECKHE HC-
CcJIeI0BaHMsI KacaloTcst HanboJiee pacnpo-
CTpaHeHHOH nomnyJsiuuu 6osbHbIX JIBKJI,
@®JI ¥ MaHTHHHOKJIETOYHOH JIMMGOMOH
(MKJI). Tlocnemnuii BapuaHT panee
KJTaCCH(ULMPOBAJICS KAK HHIOJEHTHAsI
aumMdoma B CBSI3H C TeM, 4To psit GOJIb-
HbIX, KaK U npu OJI, umesn AauTesbHyto
BbIKMBAEMOCTb  0€3  TIpeJleCcTBYIOLIEe

POHL um. H. H. bnoxuxa PAMH, Mocksa
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Ta6nuua 1. KoHTponunpyemble nccnefoBaHns ¢ npuMeHeHnemM putykeumasa (R + XT vs XT) npy B-knetouHbix numdomMax

Bapuant HXJ1 Otan HXJ JNeyenve Pesynerathl AsTOp
(0] MepBuyHbIE R-CVP vs CVP TTP: 27 vs 7 mec.; p < 0,001 Marcus et al.?
on MepBuyHbIE R-CHOP vs CHOP OR: 88 vs 72 %; p < 0,001 Hiddemann?®
[o]]] Peunans R-CHOP vs CHOP OR: 85 vs 72 %; p < 0,001 van Oers*
O+ MKN Peunauns R-FCM vs FCM OR: 79 vs 58 %; p = 0,001 Forstpontner®
[BKI [MepBuyHbIE R-CHOP vs CHOP Med EFS: 44 vs 13 mec.; p < 0,001 Coiffier
[BKI MepBuyHbIE R-CHOP vs CHOP 3-netHss EFS: 79 vs 59 %; p < 0,001 Pfreundschuh’
[BKI MepBuyHbIE R-CHOP vs CHOP 3-netHss EFS: 54 vs 46 %; p = 0,04 Habermann?®
MKN MepBuyHbIe R-CHOP vs CHOP Med EFS: 21 vs 14 mec.; p = 0,01 Lenz®
(0] [MepBuyHbIE R-MCP vs MCP 4-netHss 0S: 87 vs 74 %; p = 0,01 Herold™

TTP — Bpems fio nporpeccupoBadus; OR — o6wwmit oteeT; Med EFS — meamaHa 6eccobbiTitHoli BbhkiBaemocT; 0S — o6Liast BbbkiBaeMocTb; MKJT — mMaHTUiAHOKNETOYHas

numgoma.

Tepanuu (B mpeacraBiaeHHbIX npoTtokosax OJI u MKJI nHorna
paccmMaTpHBaMCh BMECTE ).

OnHako, HeCMOTpsl Ha 0GHAEKUBAIOLLHE HEMOCPEJICTBEH-
Hble Pe3yJIbTaThl HMMyHOXUMHOTEPATHH, U30€XKaTh PELUIMBOB Y
onpeiesienHoi rpynnbl 6osbHbIX JIBKJT He ynaercs. [1pu ®JI B
MPUHLUIIE OCTAETCS OTKPBITBIM BOTIPOC O BO3MOZKHOCTH MOJIHON
IpaUKaLHK OMYXOJIH, @ 3HAUUT, PELIUINBbI G0JIe3HN HEH30EXKHbI
(KpvBasi BBDKHBAEMOCTH He BBIXOAMT Ha mjarto). Mcxoms us
3TOT0, OCHOBHOM LIeJIbI0 HCC/leloBaTe el sIBsieTCs1 pa3paboTKa
CTpaTEerH, Mo3BOJSIIOLIEH M0 BO3MOXKHOCTH YUIMHUTb MEPHOJL
JI0 TIporpeccHpoBatust 3a6oseBaHusI.

[TonbITKH ~ AMUTEJNBHOTO  MOJAEPXKAHUST  JAOCTHTHYTOTO
s¢dekTa Npu HHIOJEHTHBIX JUMPOMAX MpepUHUMAJHCh He-
onHokpaTHo. Ha nepBbix nopax B KauecTBe Mojyiep:KuBarolie
Teparnuy paccMaTpUBaJUCh XUMHONpPeNnaparbl B MOHOPEXKHME
WIH B Pas/UuHbIX KOMOWHALMsIX. Tak, B OJIHOM HMCClIeJ0BaHUH
111 60/1bHBIX ¢ HHIOJNEHTHBIMH JIMM(POMAMH B [TOJHOH PEMUCCUH
oCTaBaJIMCh MOJ1 HAOJTI0IEHUEM HITH KaxK/ible 6 HeJl. Ha MPOTsKe -
HUK 18 Mec. rosiydasn XMMHOTEpPAINHIO C BKJIIOYEHHEM MPOM3-
BOAHBIX HUTpo3oMouesuHbl (BCNU/BCVP).!! B apyrom mnpo-
ToKoJie!? rocste HHKLHOHHO# Teparnu 1o cxeme CVP GoJibHble
noJiydastu 6o xJ0paMOyLIHI B TeueHHe 2 JieT, 160 0CTaBaiCh
MPOCTO 101 HabJMO/IeHHeM. B 3THX JIByX HCC/I€/10BaAHUSIX, HECMO-
Tpst Ha GoJiee MO3HUE CPOKH PA3BUTHSI PELUAMBOB Y GOJIbHBIX,
TMOJIy4aBIINX MOJZIEP2KUBAIOLIYIO Teparuio, yBeJandeHust 001Iel
BbIDKUBAEMOCTH TIOJIYUHTh He yjasoch. Kpome TOro, BbICOKHII
MPOLIEHT KYMYJIITHBHOH TOKCUMUHOCTH M MOTEHIHabHAsT yrpo3a
pa3BUTHSI BTOPBIX OIyXoJied MpH JUIMTEJNBHOM MPOBEIEHHH
XMMHOTEpAIUK TlepeBellnBali HEKOTOpble MpPEeHMyllecTBa B
Oe3pelIMBHON BbKMBAEMOCTH GOJIbHbIX.

Ha cmeHny noiep:kuBaioiieMy JieueHHI0O XUMHOIpenapa-
TaMM TMPULIJIH HHTEPMEPOHBI, KOTOPbIE MPOJEMOHCTPHPOBAJH
BBICOKYIO MPOTHBOOIYXO0JIEBYIO aKTHBHOCTb MPH HH0JEHTHBIX
aumpomax. OnHaKo MosydeHHble JaHHble Pa3JIMUHBIX KIMHH-
YECKHX TMPOTOKOJIOB OblIH BeCbMa MPOTHBOPEUHBBI, 4TO MO-
CJTY?KHJIO OCHOBAHHEM /151 POBeeHHs 6OJIBbIIOTO MeTaaHa/M3a
pesysbratoB 10 paHIOMHU3HPOBAHHBIX HCCJIEIOBAHNH C BKJIIOUE-
Huem okoJ10 1900 6osbHbIX DJI, MosyuaBLIMX MOIEPKUBAIOLIEE
JleueHne HHTepepoHoM B nepBoil pemuccuu.'® Oxasasocs,
YTO MPEUMYILECTBA B BbKHBAEMOCTH OblIM MOJyUYeHbl TOJLKO
B TOH MOMYJSILMK GOJIbHBIX, KOTOpble roJydain HHTepdepoH
He TOJIbKO B MOIEPKUBAIOLLEM peXHUMe, HO M B KOMOHHALIMH
¢ XUMHOTepanuell Ha stane uHayKuuu. Kpome toro, GoJblioe
YHUCJIO OCJIOXKHEHHI U TsKeJlast IePeHOCUMOCTb MHTepdepoHa,
0COGEHHO TIOXKHJIBIMM  GOJIbHBIMH, 4acTO CJIY’KUJIH MPUUHHON
0TKa3a OT JJAHHOTO BH/1A JIeUEHHSI.

B konie 1990-x romoB B JuTepatype BrepBble ObIIN OMy-
6JIMKOBaHbI 0OHA/IEKHUBAIOLLME PE3YJILTAThl 1O TPUMEHEHHUIO PH-
TykcuMaba B euenun peruanBoB PJI (31 uentp, 166 60abHBIX).
O61u1ast 3¢ PeKTHBHOCTE MOHOTEPATTUH PUTYKCUMAaGOM COCTaBH -
na 48 %, Meauana BpeMenH 10 nporpeccuposanus — 13 mec.™
BriocsiesicTBMM  CTAHOBUTCS  OYEBHAHBIM, UTO PUTYKCHMaO
00J/1a1a€T PSIIOM CBOMCTB, KOTOpbIE Je/1al0T JAAHHbI Mpenapar
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KpariHe TpHUBJIEKATEJbHBIM /ISl MCIOJb30BAHUS B KauecTBe
nojzepKuBatolieil  Tepanun. Bo-nepsbiX, puTykcumal mpH
MHHMMAJIbHBIX H KPATKOCPOUHBIX, JIETKO KYTTHPYEMbIX TOGOUHbIX
spdexTax He obManaeT Mo3AHEH KyMyIITHBHOH TOKCHUHOCTBIO.
Bo-BTopeix, auturen CD20 nepcuctupyer Ha KjeTKax pesu-
JlyasibHOH JIMM(OMBI, B JIATEPATYPE MOKHO BCTPETHTH TOJILKO
e/IMHUYHbIE CJlydau OMucaHus oTcyTcTBUs sKcmpecenn CD20
NpU peluuBax JHM(pOM TI0c/ie paHee MPOBEIEHHOH Teparuu
pUTYKCHUMa60M. DPPEKTHBHOCTb MOBTOPHOTO JIeYE€HHUsT JaHHBIM
npenapartom coctapasiet B nesom 40—50 %. Hakone, na one
noaepKkuBarolieil Tepanuu aHTH-CD20-aHTHTEIaAMH MOXKHO
JIOCTHYb  yJIyullIeHHs] KadecTBa TMPOTHBOOIMYXOJEBOr0 OTBETa
(mepexos yaCTHYHON PEMHUCCHH B MOJHYIO) H KOHTPOJHPOBATD
MHUHHUMaJIbHYIO OCTaTouHylo GoJsiedtb. VI, moxkasnyii, He MeHee
BaXKHBIM SIBJISIETCS YJlyullleHHe KauecTBa KU3HH GOJIbHBIX, T. K.
pelKnMK aMOyJIaTOPHBIMKM KypcaMu yiaeTcst NojyiepKath J1J1-
TeJIbHble PEMHCCHHU W 0Olllee YIOBJIETBOPUTE/ILHOE COCTOSIHHE
nauueHToB 6e3 MPU3HAKOB aKTHBHOCTH GOJIE3HH.

Yro cerofHs Mbl 3HaeM O MOJJIEP:KUBAIOLIEH Tepanuu
putykcuMaboM, Koraa u npu Kakux apuantax HXJI scpcpexTus-
HOCTb €€ He BbI3bIBAaeT coMHeHHi? OTBETOM Ha 3TH BOIMPOCHI
MOTYT CJIY’KHTb pe3yJibTaThl psiia KPYMHBIX KOHTPOJHPYEMBbIX
MCCIe/IOBAHNH, KOTOPBbIE 3aBeplleHbl WM TIPOAOJ/IKAIOTCS B
Hacrosiiee BpeMsi. AHAIM3UPYsl UX, Mbl TIPEJICTAB/IsIEM BallieMy
BHUMaHHIO OCHOBHBIE TIOJIOXKEHHST MOJJIEPKUBAIOLILEN Tepariu
putykcumatoom (I1TP).

NOAAEPXWUBAIOLLASI TEPAMUA MOCJIE MOHOTEPANUN

PUTYKCUMABOM

[ITP nocne MoHOTEpanuu pUTYKCHMAaOOM H3ydyasach B 3 KJIH-
HUYECKUX HeesenoBausix. Hanbosiee Kpyrnioe — 3To NPOTOKOJ
SAKK 35/98 (Swiss Group for Clinical Cancer Research), B
KOTOpBIH 6611 BKoYeH 151 Gombroil JI (51 — mnepBuuHbIii)
C TOJIHOH, YaCTHMUHOH peMHCCHel WJM cTabuiau3alell nocje
4 e)XeHeNe/bHBIX BBEIEHHH pHTYKcHMaba (MHIyKIMOHHBIN
stan).'’” Jlanee naiuueHTbl OCTaBaJnCh MOJ HAGJIOAECHHEM WJIH
noJlydasii puTyKcumab Kaxble 2 mec. (Bcero 4 BBeieHHs).
Menyana 6eccoObITHIHON BLIKHBAEMOCTH OKasaJjach B 2 pasa
BbIllIe B rpymnrne 6osbHbIX, noaydaBmux [TTP (23 vs 12 mec.;
p = 0,024), npuuem y nepBUUHbLIX MALKEHTOB 3TH NMpPEUMYILIe-
cTBa OblIK 0coOeHHO oueBUHbI (36 vs 19 mec.; p = 0,009).

B iByx pyrux uccsienoBanusix, 7 uHULIMHPOBAHHBIX aMePH -
kaHckuMu ydenbiMu (Minnie Pearl Cancer Research Network),
GoJibHbBIE TIOJTydaIn 4 exKeHe/leJIbHbIX BBEEHHsI PUTYKCHMMata
Kak/ible 6 Mec. Ha npoTskenun 2 Jyiet. B nepsoii paGote B aHa-
JIU3 GbLIH BKJIOUEHBI 62 nepBHYHbIX GoabHbIX (61 % — OJI u
39 % — XJ1J1). Ha hone [1TP y 42 % GoabHBIX GbLIO OTMEUEHO
JlasibHeriiee yaydileHne KauecTBa MPOTHBOOIYXOJEBOTO OT-
BeTa, a K KOHILY HcceoBanus o61ast 3(h(heKTHBHOCTD JIeUeHHsT
cocrapuna 73 % 1npu yacToTe nosublx pemuccuit 37 %. B
IPOJIOJIKEHHH K TTEPBOMY TTPOTOKOJIY Ta 2Ke IPyIIa yu4eHbIX Mpo-
BOJIUT MCCJIe/IOBAHHE C yUACTHEM MMALMEHTOB C PELUIBAMU HJIH

KIMHUYECKAA OHKOTEMATOJIOTHS



Moanepxusatowan Tepanua putykcumabom B-knetounbix numcom

petdpakrepHbiM TeuenreM DJI. [Tocse sppeKTHBHON HHIYKIUH
purykcuma6om 90 GoJbHBIX ObIIH PaHIOMH3MPOBAHbI M0 Ha
[ITP, 160 Ha moBTOpHOE JiedueHHe PUTYKCHMaOOM B ciyuyae
nporpeccupoBanus 3aboseBanus. HecMoTpst Ha TO UTO 3HAUM-
TesibHO Gostbliiee ynea0 6ogbHbIX B rpynmne [TTP no cpaBHenuto
C TOBTOPHBIM JIUEHHEM OCTaBa/lMChb B PEMUCCHH, JTOCTOBEp-
HOTO yJIydllleHHs1 3-jleTHel o0llel BbRKMBAEMOCTH JOCTHUb He
ynanoch (72 vs 68 %). B nacrosiiiee Bpemsi npojospKatoTes
JIBa KPYMHbIX paHIOMHU3HpoBaHHbIX HccaenoBanus (RESORT
1 RWW) no uzgyuennio sppekruBroctu I1TP no cpaBHenuio ¢
HaGJloleHHeM H/1JTH TOBTOPHBIM JIeUeHHeM PHTYKCHMAGOM MpH
nporpeccupoBaHuy 3aboseBanus y 60abHbIX DJI.

O60611as moJyueHHble AaHHbIE, MOYKHO 3aKJIOYHTh, UTO
[ITP nocsne HHAYKIHMOHHOW MOHOTEpAnUu pPUTYKCUMaOOM Y
6osbHBIX PJI, KaK MEepBUUHBIX, TAK U C PeLUAMBAMH 3a00J€eBa-
HUSl, YBEJIMUMBAET B CPEIHEM MeIMaHy BbIKMBAEMOCTH 6e3 Mpo-
rpeccupoBanus Gosiee yem Ha | rox, npuuem 6e3 Kakux-jau6o
MPU3HAKOB JIOMOJIHUTEJIBbHOI TOKCHYHOCTH.

NOAAEPXUBAIOUIASl TEPANNA MOCJE XUMUOTEPANUN

Eastern Cooperative Oncology Group (ECOG 1496) uHu-
uuupoBasa Godiblioe uccaenoBane B 1998 1'% no ugyuenuio
s¢ppexruBHocTu [1TP y 305 nepBHUHBIX GOJBHBIX ¢ HHIOJEHT-
HbIMH JTuMdoMam (78 % umesn [I1—1V crammio ®J1). Bosbuble
noJlyda/ii Ha HHIYKIMOHHOM 3Tarie JedeHue rno cxeme CVP u
nocJie 10CTHKEHUS 3(pdeKTa ObTH paHIOMU3UPOBAHBI MO0 Ha
Habuto/ieHne, MO0 Ha 4 exKeHe/le/IbHbIX BBEIACHHUS pUTYKCUMaba
Kaxaple 6 mec. B Teuenue 2 jiet. Okasasnoch, 4To 6eCcoObl-
tuiinast (BCB) u o6uas BerkuBaemocTs (OB) GosbHbix PJI,
MOJIy4aBUINX TOJIEPKUBAIOILEE JIeueHHe, ObUIH J0CTOBEPHO
BbIILIE [0 CPABHEHHIO CO CPOKAMHU YKU3HH MaLMEHTOB, KOTOPbIe
oCTaBaJiuCh MpocTo nof HabuoneHuem: meanaHa BCB cocra-
Busa 61 u 15 mec. coorBerctBenno (p = 0,0003), 3-neTHsis
OB — 91 u 75 % cootsetctienno (p = 0,03). Takum o6pasoM,
npuMenenre T1TP y Gosabhbix PJI criocobeTByeT yaMHEHHIO
CPOKOB peMHccHH 6e3 KaKol-1160 JA0MOJHUTENHLHOH TOKCHUHO-
cTH OoJiee ueM Ha 4 rojia o CpaBHEHHIO C NALKEHTAMU, KOTOpPble
TOJILKO HAGJIOAAIOTCS TToc/Ie 3(D(DEKTHBHON XUMHOTEPATIHH.

[Toxoxkue pe3yJibTaTbl GbIJIN MOJIyUeHbl AME PUKAHCKUMHU YUe -
ueiMu (US Intergroup Trial), koTopble npoBesn Gosiblioe paH-
JIOMH3UPOBAHHOE HCC/IeIOBaHKE, BKIIoUalolllee 632 nepBUUHbIX
10KHJIbIX 60JbHBIX JIBKJL.® BosibHble noJydasny HHILyKIMOHHOE
sedenne o nporpamme CHOP ni R-CHOP. [lanee 415 na-
LIUEHTOB T10CJI€ JIOCTHIKEHUST PEMUCCHHU ObLJIM PAHIOMU3HPOBAHDI
Ha Haosonenue (n = 208) uaun I[1TP (n = 207). [Ipeumyiiecrsa
B BCB npu npoBesieHuH Mo/ie pXKUBAIOLIETo JiedeHns1 GbIJIH Mo-
JIydeHbl B TIOMYJALHUI OOJBHBIX, KOTOPbIe B MHILYKIUH T10Jy4aJn
CHOP (p = 0,0004), Ho ne R-CHOP (p = 0,81). 2-netHsist
BCB 6osbHbIX cocraBuaa cootBerctBeHHo 77 (R-CHOP), 79
(R-CHOP+IITP), 74 (CHOP+IITP) u 45 % (CHOP).

Takum o6pazom, nepuutbiM GosbHbIM PJI u JIBKJI, koTo-
pble Ha 3Tane MHAYKLHH MoJydaad TOJbKO XMMHOTepanuio 6e3
putykcumaba (CVP wan CHOP), naznauenue I1TP sBasiercs
BIIOJIHE OMPABIAHHBIM M T103BOJISIET 3HAUUTEJBHO YBEJHUHUThH
JUTUTEJIbHOCTD JIOCTHIHYTBIX PEMUCCHI.

NOAAEPXUBAKLIAA TEPANKNA NOCNE

UMMYHOXUMUWUOTEPANUN

JIBa KpymHBIX paHAOMH3HPOBAHHBIX UCCJEI0BAHNS M3ydasH -
textuBHOCTb [ITP y 60/1bHBIX ¢ peliiAMBaMH HITH PE3UCTEHTHBIM
teyennem PJI. [Tepsriii mpotokos, uuuKrpoBanuslii European
Organization for Research and Treatment of Cancer (EORTC
20981), nmpemycmatpuBal MHAYKLHOHHYIO Teparnuio Mo cxeme
CHOP unu R-CHOP, szatem, nocjie 10CTHKEHHS TTOJHOH HJIH
YacTHYHOH peMHccHH GOJIbHbIE OCTAaBAJIUCh TMOJ HAOJIO/IEHHEM
WJIH TI0JTy4aJIi BBEIEHHE PUTYKCUMa0a Kax</ible 3 MeC. Ha MPOTsi-
»enun 2 jet.* I[TTP no cpaBHeHwIo ¢ HabJ/I0eHHEM IOCTOBEPHO
yJydllaeT BbDKHBaeMoCTb 6Ge3 MporpeccupoBanust (Meanana
51,56 us u 14,9 mec.; p < 0,0001) n 3-nerrioro OB 60/bHBIX
(850577 %; p=0,0111). Heo6X0a1uMO OTMETHTb, UTO B OTJIH-
qie OT MepBHUHBIX 60JbHBIX B permBe PJI noanepxuBatoiiast
Tepanust 3HaunTe bHO yayuniaet BCB kak B rpynme naiueHTos,
nosydasiiux CHOP (mennana 42,2 vs 11,6 mec.; p < 0,0001),
tak U R-CHOP (menuana 51,8 vs 23 mec.; p = 0,0043).

Bropoit npotokos repmanckoil rpynmbl (German Low
Grade Lymphoma Study Group — GLSG) Bk/t0uas 60JIbHBIX ¢
peunpuBamu OJT u MKJL.5 BoJsibHbie cHauasia noJydasiu jedeHne
no cxeme R-FCM wmu FCM (Bckope 3TOT pyKaB paHIOMH3alHH
OblJ1 32KPBIT M3-3a HECOMHEHHOTO MPEHMYIIECTBA HMMYHOXH-
MHOTEparuu), 3ateM OblJIM paHIOMH3MPOBaHbl Ha HaGJIOEHHE
(n = 91) umu IITP (n = 85). Kak u B nepBoM HCC/IEIOBAHNH,
6blIO TIOJyUeHO focToBepHoe yayuiienne BCB B ciydae mpo-
Benenus [1TP (p < 0,001) B rpynine 6ombhbx PJT.

Takum 06pazom, Npu peLUANBAX UK PE3HCTEHTHOM TeUCHHH
®JI nonpepxxuBatolias Tepanus pUTYKCHMAOOM 3HAUMTENLHO
yJydllaeT oT/ia/ieHHble Pe3yJIbTaThl IeYeHHst He3aBUCHMO OT THIa
unaykunonHoro jedenust (R + XT wiu XT) u MoxkeT cuutaTbest
CTaHJI@PTOM JIeUeHHs! 3TOH NoMyJsiiii 60/1bHBIX. OCHOBBIBASICH
Ha 3THX JIAHHbIX, PPAHILY3CKUMH yueHbIMH ObLIO HHHUIMMPOBAHO
HOBOe KJMHHMYecKoe HceaenoBanue (Primary Rituximab and
Maintenance — PRIMA) no usyuenuio sdpdexrusnoctu [TTP
nocjie UMMYHOXMMHMOTEpANHKU y TEpBUUHBIX O0JbHBIX DJI.
PeaybraThl 9TOr0 HCCIeI0BAHHUS MOKA He OMyOJHKOBAHbI, U K
HeMy MPUKOBAHO BHUMAaHHE BCEX HccyeoBaTesel. PesynbraTel
PRIMA 1103BoJIsIT, € OJIHOI CTOPOHBI, OTpeIesUTh HanboJee 3¢-
(heKTHBHBII pezKUM XUMHOTepanuu rnepoi suuud (R-CHOP vs
R-CVPus R-MCP vs R-FCM), ¢ npyro#i CTOpoHbl, NOATBEPAUTh
HeoOXOIMMOCTb MojyleprKUBatoLiero Jjevyenus nocie R + XTy
nepsuuHbX 60JbHBIX PJI. B Hacrosiiee Bpemsi npojo/nKaercst
6 KpyMHBIX KOHTPOJIUPYEMBIX MCCJEI0BAHUI 110 U3YUEHHIO 3(-
cexrusroctu [1TP npu OJI (Taba. 2).

Appextusrocts [1TP nocse nHayKIMOHHON HMMYHOXHMHO-
tepanuu (R + XT) uzyuaercst u npn MKJI. ITepoe ne6oubitioe
uceaenoBanue!? kacaercst nepBrudHbIX GosibHbIX MKJT, KoTOpbIE
nocJsie MouipoBantoro pexxuma R-Hyper-CVAD nostyuasin
[1TP B Teuenue 2 net. 2-netsas BCB u OB 6o/bHbIX cocTaBrmm
591 77 % cooteercTBenHo. [losyuennble yI0BIETBOPHTENbHBIE
pe3yJILTaThl IeMOHCTPHPYIOT BO3MOXKHOCTb MPOJUICHUST peMHC-
cuit 6e3 jonoJiHUTeIbLHON TokenuHocT Ha (one TTTP. Bropoe
KoHTposinpyemoe nccsenoBanne GLSG® Bkiouano GoJibHBIX ¢
peunmuamn MKJI, koTopble ObLIH PaHLOMH3HPOBAHHO pac-

Ta6nuua 2. ViccnenosaHus Nogaep>XXuBatoLLelt Tepanun pUuTykeuMaoom npu onnvKynsipHbIX TMMdOMax, KOTOpbIe NMPOAOIXATCA B HACTOsILLEe BpeMs

HaseaHue nccnepgoBaHus MNaumeHTbl MNTP nocne R + XT
PRIMA MepBuyHbIE MHnaykums: R-CHOP vs R-FCM vs R-CVP vs R-MCP. Moaaepxka: MTP vs HabntoaeHne
0SHO/GLSG [MepBu4HbIe MHaykums: R-CHOP vs R-MCP vs R-FCM. Moaaepxka: MTP vs uHtepdepoH

Italian Multicenter Trial IMepBuyHble (60-75 ner)

TP nocne MoHoTEpanuu pUTyKcUMatom

RESORT MepBuyHbIe
Wait & Watch [MepBu4HbIE
SAKK 35/03 lepBuyHbIe/peunamnsbl

Nnpykums: 4R-FND + 4 R. Moppepxka: MTP vs HabntoaeHne

Vnaykums: 4 R. Moaaepxka: MTP go nporpeccuu vs R npu peunanse
Habntonexne vs 4 Rvs 4 R + TP
MHpykums: 4 R. Mopnepxka: R kaxable 2 mec. (4 roga) vs R kaxable 2 mec. (5 ner)
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npeneseHsl Ha Habumonenue unn [1TP mocse cxembr R-FCM.
OkagaJgioch, uto [1TP craticTnueck 10cTOBE pHO YATHHSAET CPOK
PEMHCCHI y 3TO TONyJsUHH GoNbHBIX (45 vs 9 % nauuenTos
OCTaBaJIUCh B PEMHUCCHH B T€UEHHUE 2 JIeT).

NOJAAEPXXMBAIOLLAS TEPANUA NOCIE BbICOKOA03HOM

TEPANUU C TPAHCNTAHTALMENA AYTONOIMYHbIX
FEMOMOJITUYECKUX CTBOJIOBbIX KNETOK

B HecKo/IbKKMX HCCIIeIoBAaHUSIX MPOJEMOHCTPUPOBAHO YyJIyullleHHe
BCB y 6ombhbix HXJI, nosydaBumx ITTP B Teuenue roja nocsie
TMPOBEJICHHST BBICOKOIO3HOH Teparuy ¢ TpaHCrIaHTallel ayToso-
THYHBIX FEeMOTIO3THUECKHX cTBOJIOBBIX K1eToK ( BJIT ¢ ayro-TI'CK).
BuactHocTH, TpoaHa/M3upoBaHbl pesyJibTathbl 27 G0JIbHBIX C el -
JuBaMu paznmutbix BapuantoB HXJT (12 ®J1, 8 IBKJI, 3 MKJI,
3 ummyHourTombl M 1 iumdoma Bepxurra).2’ Bouio nokasano, 4to
JUTHTEJIbHOE €XKeMecsIYHOe BBEJCHHE PUTyKcHMaba (B cpemHeM
0KO0JIO | Toj1a) mepeHoCUTCst XOPOIIO U MO3BOJISIET KOHTPOJHPO-
BaThb MUHUMAJIBHYIO pe3uayasbHyto 060Je3Hb (Bce 12 G0MbHBIX ¢
OJT naxomsites B pemuccun npu Meauane HaosozneHust 30 mec.).
B npyroi#i pa6ore C. Haioun u coaBt.?! npeacraBusii pesysisrarhl
npumenenust [1TP nocne BAT ¢ ayto-TI'CK y 6osbhbix JIBKJI.
OkasaJioch, uTo 1pu Meavane HabJonenust 4 roga BCB GosbHbIX
HECKOJIbKO Bbillle B ciydae nposenenust [ITP xors crarucru-
YeCKH 3HAUMMbIX PasJuumii noayunth He yaanoch (80 vs 71 %;
p = 0,098). HeGosbiioe uncyio HaGMOAEHHE K HACTOSIIIEMY
BPEMEHH He T03BOJIIeT CAeaTh J0CTOBEPHBIX 0006IICHHI OTHO-
cutenbHoO Lenecoo6pasnoctu [TTP y nanHo# nomyasimm 601bHBIX,
OTBET Ha ITOT BOMPOC MOXKeT ObITh MOJy4eH Moc/e 3aBepLIeHHs
KPYIHBIX KOHTPOJIUPYEMbIX HCC/IeI0BaHUH (Tabi1. 3).

Ta6nuua 3. ViccnefoBaHus ¢ NopgaepXvBatoLLei Tepanvein putykcumasom
npu arpeccuBHbIX BapnaHtax HXJ1, KoTopble npofomkatTca B HacTosLee

Bpemsi
Ne npotokona’,  MauuneHTbl Xapaktepuctuka nccneposaHms
dasa

NCT00209209, IIl Mepsuynbie  TTP nocne nnaykumu (R-CHOP vs R-FC) y noxunbix
6onbHbix MK

NCT00400478, Il Mepsudnble  TTP vs HabmoAeHe Y 60MbHBIX C arpecCUBHbLIMU
HXN

NCT00081146, Ill Peunamsbl R-ICE vs R-DHAP nepea BAT ¢ ayto-TICK y 6051b-
HbiIx [IBKIT ¢ nocneaytoweit MTP unn HabntogeHnem

NCT00078949, Il Peunansbl GDP vs DHAP nepega BAT ¢ ayto-TICK y 60nbHbIX

c arpeccusHbiMu HXJ1 1 nocneaytowei MTP uamn
HabnofeHnem

“ Homep npoTokona, 3aperncTpupoBaHHbIi Ha caiTe: www.clinicaltrials.gov.

OAPMAKOKWHETUYECKNE ACNEKTbI NOAAEP)XXWUBAHLLEN

TEPANUN PUTYKCUMABOM

B wnacrosiiee Bpemsi B Poccuiickoit Penepauuu B Kauectse
pexknuma [TTP 3aperucrprposana cxema ¢ BBeJleHHeM npenapara
KaxKple 3 Mec. B TeueHue 2 jeT. Jta cxeMa uMeeT (hapMaKkoKH-
HeTHIecKoe 060CHOBaHHE.

N. L. Berinstein u coast. B 1998 r. mokasanu B nccneno-
BaHUU ¢ ydacTHeM naudenToB ¢ HXJI, KoTopbiM HazHauajcst
putykcumat B Buie 4 uHdysuil 1 pas B Hezeso, UTO ¢ KaXI10M
nocJsielytoliell HH(y3Hell MeproiL MoJyBbIBeleH!s! Tpenapara
yBeJmuuBasics (76,3 4 nocsie neppoit ungysuu u 205,8 4 — mo-
CJle UETBEPTOH ), TIPH STOM Me/IMaHa KOHIIEHTPALIMK PUTYKCHMata
uepes 3 Mec. MocJie OKOHUAHHs Tepanuu coctapsina 20,3 Mxr/
MJ1. ABTOpbI M3ydaJii B3aHMOCBSI3b MEXKJly KOHLEHTpaLHel npe-
naparta M oTBeTOM Ha Jeuenne. MiMn GblI0 MOKA3aHo, UTO YeM
Bbillle KOHIIEHTPAlUsl PUTYKCHMAaba B KPOBH, TeM BhIlLIE 4aCTOTA
oTBeTa: y 62 GosibHBIX, OTBETHBLIMX Ha Teparuio, MeJdaHa
KOHLIeHTpALMH TiperapaTa coctapuia 25,4 Mxr/ma, ay 42 neor-
BETHBIIMX — 5,9 MKr/MJ1.23

OcHoBbIBasich Ha 3THX AanHbiX, N. Lucio u coaBTt. npoesiun
HCC/IeIOBAHKE, LE/bI0 KOTOPOro GbLIO ONpPEeNeHTh ONTHMAb-
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HbIH peyKUM BBeIEHUs pUTyKCcHMaba B KauecTBe TIOfIe P2KUBAIO-
uteil repanun y 6oabHblx HXJI. LlesneBoil koHueHTpauueil Obli
BLIOpaH ToKasateab 25 Mkr/wmi. [1o 1aHHbIM aBTOpOB, Moce
MPOBEIEHUST UHIYKIIHOHHOH MOHOTEpANuy B BUJIE 4 exKeHeleb-
HBIX UH(Y3UH U151 OIe psKaHusT HEOOXOAMMON KOHIIEHTPALIUK B
KpoBHU TpebyeTcs BBeJeHHE Mpenapara Kaxkasle 3 mec. Menuana
BbIKHBaeMOCTH 6e3 MporpeccupoBaHus coctasuia 19 mec. npu
MeaHe HabJoeHH 25 Mec., o61iast uactota otBeta — 59 %,
4 4acToTa MoJiHoro oteeta — 27 %.2*

Takum o6pazom, GbLIO MOJTYUEHO (PapMAKOKHHETHUECKOE
o6ocHoBaHHe ontuMasbHoro pexuma [1TP: sddekruBHas
KOHIIEHTPAIMsl B KPOBH COXpaHsieTCsl TIPU YCJOBUH BBEJICHHE
pUTyKcHMata He pexke KaKIbIX 3 Mec.

B despane 2009 r. L. Vidal u coaBr.? ony6/ukoBaJju
JlaHHble GoJibllioro Metaanaamaa (1143 6oJbHBIX) MO U3YUeHHIO
s¢pdpexTuBHoCTH M GesomacHoctd npuMenenus [TTP nmpu ®JI.
[To nauHbIM 5 KPYMHBIX HCCAEN0BAHUI ¢ yuacTHeM 985 naiyeH-
toB (R. Forstpointer, 2006; M. Ghielmini, 2004; J. Hainsworth,
2005; H. Hochster, 2005; M. H. van Oers, 2006), nomepxu-
Batollasi Teparusi pUTyKCUMaboM J0CcToBepHO yBesnunBaer OB
6osibHBIX. O6006111a51 Bce HUMEIOLIHeCs TaHHble, MbI Mpejiaraem
BallleMy BHIMaHHIO OCHOBHbIE [T0JI0YKEHHUS T10 TIOJIIE PrKUBAIOILIEH
Teparnnu PUTYKCHMaboM, KoTopble 6a3nupyloTes Ha 0630pe Beelt
JIOCTYITHON Ha CEerofHsILIHHI IeHb JJUTEPaTyphl.

A6comotHbie nokazanus K [1TP:
® nocje UHAYKIHOHHOH XT — y nepBHUHBIX 60JMbHBIX OJI;
@ T10cje MHAYKIIMOHHOH MOHOTepanuu pPUTyKCHMaGoM —

y MePBUUHBIX GOJBLHBIX, GOJBHBIX ¢ PELUAUBAMH U PE3H-

CcTeHTHBIM TeueHrueMm DJI;
® Yy Bcex GosbHBIX ¢ peruanBamu PJI HezaBucumo oT THNA

uuaykunonnoro jeuenus (R + XT nin XT).

Bo3moxHble nokazaHus k [1TP:
® rnocJse ummyHoxumuorepanuu (R + XT) — y nepBuuHbIX

60JibHBIX DJI;

@ 1ocJe xumuotepanuu (CHOP) — y nepBHYHBIX MOMKHJIBIX
6ousbHbIX JIBKJI;
® TnocJje ummyHoxumuorepanuu (R + XT) — y 60JbHBIX

MKJT,

@ nocJje BJIT c ayto-TT'CK — npu peunnuax OJI, JIBKJI,

MKJL

Pexxum u 1iuTesbHOCTL BBEIEHUS
® 375 mr/m? Kaxable 2—3 Mec. B TeueHHe 2 JIeT HIIK
® 375 Mr/mM2 exeHee bHO 4 BBECHUS KasKible 6 Mec. B Te-

yeHue 2 JeT.

HEPELLEHHBIE BOMPOCbI N IPYTUE ACNEKTbI

NOAAEPXXMNBAIOLIEA TEPANUN PUTYKCUMABOM

OntumasbHblil pexxum U aautenabHocts [TTP ocraiotes B Ha-
cTosilIlee BpeMsl MPeIMETOM IUCKYCCHH 1 JI0 KOHIIA He H3Y4eHBbI.
B pasHbix HCcaeoBaHMSIX  pacCMaTpPUBAJIUCh  Pa3jHUHbIE
PEXKUMBI, KOTOpble MO 3S(PQPEKTUBHOCTH He YCTynajad Jpyr
JIPYTY: OIHO BBeJIeHHE Kakjible 2—3 Mec. 10 2 JleT WK 4 exe-
HeJle/IbHBbIX BBEIEHHST KaxKIble 6 Mec. Ha MPOTSXKEHUH 2 JieT.
OcraeTcsi HeOMNpee/IeHHON TAKXKe U JAJIUTEJIbHOCTD TPUMEHEHHUST
puTyKcuMata: J10CTaTOUHO JIM 2-JIeTHErO Tepuojia JieueH st Wl
Tepanusi J0JrKHAa ObITb TIPOJOJDKEHA 0 Pa3BUTHS pelUIUBa?
BoJiblIMHCTBO HecseioBaTesiell Bee 2Ke TMpeylaratoT JieueHue
10 2 JieT, ecsid GOJIHON He HAXOIHUTCS B paMKaxX KJIMHHUECKUX
HCCIe/I0BAHUH.

TokcHYHOCTb M MoTeHUUaNbHbINH puck npu [TP takxe
OCTAIOTCSl TPEIMETOM TIPUCTANLHOTO BHUMAHHSI YueHbIX. Tak,
corsiacto aaunbiM L. Vidal u coasr.,? TITP yBesmuuBaer OB
6OJIbHBIX, JIazke HECMOTPST Ha GOJIBLILYIO YaCTOTY HH(MEKIMOHHBIX
ocJ0KHEHNH. Psit Ipyrux aBTOPOB Tak:Ke YKa3blBAIOT HAa BbICO-
KUl pUCK PA3BUTHSI HEUTPOTIEHUH MPH JUTUTELHOM MPUMEHEHUH

KIMHUYECKAA OHKOTEMATOJIOTHS



Moanepxusatowan Tepanua putykcumabom B-knetounbix numcom

purykcumata.? Jlensenusi 3pesioro B-kierouroro nysa B psije
CJlydaeB MOXKET aCCOLMMPOBATLCS € yBEJMUYEHHEM Uhcia BUPYC-
HbIX MH(EKUHH (IIMTOMErasoBHPYChl, SHTEPOBUPYCHI, BUPYCHI
renaruta). Hanbosee moasep:KeHHBIM HH(EKIUAM SBJSIOTCS
paHee JieueHHbIe 6OJBHBIC, B YACTHOCTH MoJy4aBiine (iyrapa-
OUHCOAEpKALLHE PEXKHMBbIL.

[MoreHunanbhbie komo6uHauuu [TP ¢ apyrumu areHramu
MHTEHCUBHO H3Yy4aloTCsl B HAacToslllee BpeMsi. B uacTHoCTH, UH-
TEPECHBIM SIBJISIETCS] BO3MOXKHOCTL MPUMeEHeHHUsT 6GopTe3oMuba
(Velcade) niu nenanunomuna (Revlimid) B kom6unanuu ¢ TTTP.

KauecrtBo xwusuu npu [1TP crano npeamerom oTnesbHOTrO
usyuenusi. B pabore M. Witzens-Harig u coast.?® nokasato, uto
KauecTBO »KHU3HH 60JbHBIX DJT 1 MKJI, nonyuasuinx [TTP wiu
HaXOSILLMXCSl IPOCTO MOJL HAOJIOAEHHEM, HE Pa3J/inyaJsoch.

WM nakoHel, B 3aBeplleHHe XOTeJNOCh Obl OTMETHTB, YTO
[ITP ysyuuiaer 3MOUMOHAJIbLHYIO COCTABJISIIOLLYIO KauecTBa
JKU3HH, MOCKOJbKY MO3BOJISICT GONBHBIM HE MACCHBHO JKAATD
pasBUTHs CJEAYIOLIEro, Mo CyTH HEeH30eXKHOTro, PelUIuBa,
a JlaeT UM OlllyllleHHe KOHTPOJsi Haj OO0JIe3HbIO U TpUAAeT
60’JIbILYI0 YBEPEHHOCTh B CBOEM [UIMUTEJILHOM GJ1aronoJydnH.
[ITP yuiuHsieT CpOKH pEMUCCHH, NT03BOJISIET O0JIbHBIM aKTHBHO
paboTaTh U BECTH MOJHOLUEHHbIH 06pa3 xKU3HH — KU3HU 0e3
OO0JIC3HH.
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Cardiac damage after modern
chemo- and radiotherapy in patients
with lymphomas

E. I. Emelina [1], K. V. Shuykova [1], G. E. Gendlin [1],
G. I. Storozhakov [1], S. V. Lepkov [1], E. A. Dyomina [2]

SUMMARY

In modern oncology the combined schemes of treatment
include anthracyclines and radiotherapy. We studied Hodg-
kin’s and non-Hodgkin’s lymphoma patients before and after
treatment. Anthracycline cardiomyopathy develops in 20 %
of cases after treatment.

Radiation-induced heart disease includes a wide spectrum
of cardiac pathologies, such as coronary artery disease,
valvular heart disease, electrical conduction abnormalities,
cardiomyopathy. Improvement of the techniques of treating
lymphoma patients increases life expectancy and recur-
rence-free survival rate of oncological patients. Now we can
wait increase of complications of late outcome including the
cardiological diseases due to increase of number lymphoma
of patients after treatment. This fact sets a new problem for
doctors working in any area: on-time revealing and treating
complications which develop after the termination of therapy
of these patients.

Keywords:
anthracyclines, radiotherapy, chemotherapy, cardiotoxic-
ity, cardiomyopathy, Hodgkin’s lymphoma, non-Hodgkin’s
lymphoma.
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OCNOXHEHWA TEPANMUNMN
FTEEMOB/NTACTO30B

[Topaxkenue cep/uia npu JJeUeHUH COBPEMEHHbIMU
MPOTUBOOITYXOJIEBLIMH MPeNapaTaMy U JiyueBble

MOBPEeXKIEHUs cep/ilia Y O0JIbHBIX C IMMpOMaMU

E. H. Emeauna 1, K. B. lllyiikosa 1, I'. E. [endaun [1],
I. H. Cmopoacaxos 11, C. B. Jlenkos 1], E. A. [lenuna [2]

PE®EPAT

B coBpeMeHHOM OHKOMOT MM LLIMPOKO NMPUMEHSIFOTCH KOMOUHUPOBaHHbIE CXe-
Mbl JIeHEHUS, BKIHOYAIOLLUME aHTPaALMKIIMHOBbLIE aHTUOUOTUKU U NYHEBYHO
Tepanuio. Hamu 6binn o6cnenoBaHbl 605bHbIE C MMMAOMOM XOMKKMHA U
HEXOMKKUHCKMMW NuMdoMamMu A0 1 nocne neveHuns. Ha ¢oHe nevexus
aHTpaumknuHamn B 20 % cny4YaeB pa3BMBaeTCs aHTPaUMKNIMHOBasA Kap-
anommonatus. o BO3OENCTBUMEM NyYEBOW Tepanun Ha obnacTtb cpeno-
CTEHMS Yy 4acTu 60MbHbIX BO3MOXHbI MEepuUKapauT, KapauoMmmonartus, Ha-
pyLLEHNA pUTMa cepaLa, KOpoHapHas naTonorus, UAMeHeHNs KnanaHHOro
annapara.

YCOBEpPLUEHCTBOBAHME METOOMK JIeHEHUS YBENMYMBAET MPOLOIMKUTESNb-
HOCTb XW3HW U 6e3peuUnamBHYIO0 BbDKMBAEMOCTb OHKONOMMYECKUX GOMb-
HbIX. 3@ CHET 3TOr0 YBENNYMBAETCH KONMMYECTBO 6OSbHBIX, Y KOTOPbIX pas-
BMBAIOTCS OCJIOXKHEHWS MOCHEe NeYeHuns:, B T. 4. U kapauosiornyeckune. 1ot
hakT, B CBOIO O4epedb, CTaBUT Mepen Bpadamun Apyrux cneumanbHoCTeln
HOBYIO 3afa4yy — CBOEBPEMEHHOE BbISBIIEHME U NeHEHME OCNOXHEHUN,

pas3BMBalOLLMXCA MOCe OKOHYaHMA Tepanmm gaHHOM rpynnbl OOJbHbIX.

KntoyeBble cnosa
aHTpaUMKINHLI, NyYeBas Tepanus, XuMmoTepanus, KapanoToOKCUHYHOCTb,
KapanommonaTus, nuMdoomMa XomKK1Ha, HEXOIKKMHCKas numdpoma.

BBEJAEHUE

B ocHoBe f0CTHKEHUH COBPEMEHHOH OH-
KOJIOTHH JIEXKUT TIPUMeHeHHe 3P eKTHB-
HbIX KOMOHHALMH XUMHOTEpareBTHYe CKHX
npenapaToB H JiydeBoil Tepanuu. B 1o xe
BpEMsi HEKOTOpPble M3 3THX CPEJICTB, a
TaKKe JiyueBasi Teparnus y 4acT 60JIbHbIX
NPUBOAAT K PA3BUTHIO PA3JIMYHBIX OCJIOXK-
HEHUH.

B nacrositiiee Bpems1 B CBsI3H € ycoBep-
1LIEHCTBOBAHWEM METOJIOB JIeUeHHs! YBeJIH-
YUBAETCsl TPOLOJIKUTENBbHOCTb KU3HM U
0e3pelIMBHAsT BbIXKUBAEMOCTb OHKOJIOTH -
yecKux 0osibHBbIX. OIHAKO C yBeJHUeHHEM
MPOJIO/KUTEBHOCTH »KU3HU MAlLHEHTOB H
CPOKOB HaOJIOICHNS 32 HUMH YBEJIHUMBA-
eTCsl U KOJIMYECTBO TMO3JHUX OCJIOXKHEHHH
KaK JIydeBOH, TaK W MOJMXUMHOTEpPAIHH.

ITOT aKT, B CBOIO OYEPE/lb, CTABUT Mepes
BpauaMH pas/HuHbIX CrelHaNbHOCTeH HO-
BYIO 3a/1auy — CBOEBPEMEHHOE BbisIB/IEHHE
1 JledeHue OCJIOXKHEHHUH, pa3BUBAIOLIMXCS
roc/ie OKOHYaHHsi Tepariy OHKOJIOrHue-
cKHX 3a6oseBaHnH. BaykHbIMI TO60YHBIMH
3 eKTaMu SBJISOTCS KAPAUOTOKCHUHOCTD
HEKOTOPbIX XMMHOIPENapaToB M JiyueBble
nopazkeHusi cepaua. B stux ciydasx npu
YCIELIHOM JIEHEHHH OCHOBHOTO 3aboJie-
BaHHsI BO3HHKAET BEPOSITHOCTb PA3BUTHSI
KapAMOMHONATHH TOKCHYECKOT0 XapaKTepa
WJIH CBSI3AHHO C JIyueBbIM MOpaXKeHHeM, a
yaille BCJIeJCTBHE U TOTO U JIPYroro, 4to He-
PEIKO OKa3bIBAETCSl MPUUHHON He TOJILKO
CHHIKEHHsI KauecTBa XKHU3HH OOJIbHBIX, HO U
YMEHbLIEHHS! €€ MPOIOJKHTEILHOCTH.
[Topaxkenne cepaua BO3HMKAeT T10OJ
JIEFICTBUEM aHTPALMKJIHHOBBIX aHTHOHO-

[1110Y BMO PrMY mm H. W. Tiuporosa Pocaapasa, kacheapa rocnmtansHoi tepanun Ne 2, TKB Ne 12, Mocksa

121 POHL v H. H. broxuta PAMH, Mockga



Mopaxexue cepaya npu NPOTMBOONYXONEEBOI Tepanun nuMtom

THKOB (JIOKCOPYOHIIMH) U JIPYTHX XHMHOTEpaneBTHYECKHX Tpe-
naparos, 006JafAIOLIMX KAPAHOTOKCHUHOCTBIO (MHTOKCAHTPOH,
5-cropypaums, 1pkaopochamun, wudochaMua, MCIIATHH,
9TOTO3WJ, aMcakpuH, Tpactyaymaé u jap.). Cuuraercs, 4To
AHTPALMKJIUHBI BbI3bIBAIOT THOEIb KapAMOMHOLMTOB, MOBbI-
11asi ypoBeHb CBOOOAHBIX PAAUKAJIOB, AKTUBHPYS TPOMOOLUTHI,
MOBbLILLIAA CeKpeLUIo rucraMuia U npoaykuuto C-13 ruapok-
CHMeTaboJIMTOB. DTO MHrHOMpYeT (epMEeHTAaTHBHYIO aKTHB-
HOCTb B CapKoJIeMMe, YTO MPUBOJIUT K M3MEHEHHIO TPOyKLHH
SHepruu, noJyyaemoil npu pacteriennn AT®. Kpome Toro,
JIOKCOPYOHILIMH MPUBOJMT K BBICBOGOXK/IEHHIO (hakTOpa HEKpo3a
OMyXoJiel-OL 1 HHTEpJIEHKHHA-2, COCOOCTBYIOUINX Pa3BUTHIO
TOKCHYHOCTH. 2

AHTpauMKJIMHOBASs KapAMOMHONATHsl BO3HHKAeT B He-
60JIbLLIOM MPOLIEHTE CIIyHaeB MPH NPUMEHEHHH JOKCOPYyOULIMHA B
cymmapnoii 1ose 400 mr/m?, a B oze 700 Mr/m2 — Gosee uem y
20 % GosbHbIX. [ToueMy y HeKOTOPbIX NALHEHTOB, MOJyUaIONIHX
HEBBICOKHE J103bl JOKCOPYOMIMHA, pa3BHUBAETCS KapIHOMHO-
natusi, a y JPyrux, KOTopble MOJy4aloT KpaiHe BbICOKHE JI03bl,
OHa He Pa3BMBAETCs, JI0 CHX MOp HesICHO. BripoueM, HeKOTOpbIe
(hakTOpbI pUCKa B HACTOSsILIIEE BPEMST MIEHTH(MHLMPOBAHbBl — 9TO
BBICOKAs! UaCTOTa BBE/IEHHsI Mpenapara u 3aboJieBaHust cepiia B
aHamHese.?

B 3aBucUMOCTH OT MpOSIBJEHHUS TEPBBIX MPU3HAKOB T10-
paxkKeHHust cepjilia pPas/andaloT HECKOJIbKO THIOB KapJHOTOKCHY-
HOCTH: OCTpasi, MOJ0CTPast, MPOSIBJISIOLIASICS] BO BPEMsI JIeUeHHs,
a TakxKe XpOHHYECKasl M TO3AHSAS XpOHWUeCcKast KapAHOTOKCHY-
HOCTb, CHMIITOMBI KOTOPBIX HaOGJIIOAIOTCS TOCAe OKOHYAHHS
tepanuu. Hanbosblinii HHTepec B HACTOsIIIEE BPEMS MPECTAB-
JISIET BbISIBJIEHHE TPYTIbl GOJBHBIX ¢ BHICOKMM PHCKOM Pa3BHTHSI
XPOHUUECKOH U 1103/IHeH XPOHUUECKOH KapAMOTOKCHYHOCTH.

XpoHnyecKast KapIHOTOKCHYHOCTb [POSIBJISIETCSI YaLLle BCETO
CUMIITOMAaMH XpOHHYECKOH cepiieuHoil HenocTtaTouHocTH (XCH)
B TeueHHe MepBOro rojia noce okoHuanus jgedenus y 0,4—23 %
6osibHbIX. [loamHsisi xpoHuueckast KapAHOTOKCHYHOCTb MOXKET
06HAPYKUTBCST CIYCTSI TOJIbl U JlaKe LieJible IECSTHIIETHS Moc/e
OKOHYAHWS JeueHHs aHTpauykanHaMu. OOGBYHO OHAa HOCHT
CyOKJIHHMYECKHUH 1 TIPOTPECCHPYIOLINH XapaKTep U 4acTo pa3BU-
BAeTCs y MALMEHTOB, MOMyYa0lMX OTHOCHTEIbHO HU3KHE J103bl
aHTpaLUKInHOB — MeHee 480 Mr/m2.!

KarHnueckne mpuaHaku XpoHHUECKOH KapAHOTOKCHIHOCTH
HecTaHAapTHHL. HanbGosee yacTBIMH CHMITOMAMH  SIBJISIIOTCS
CHU2KEHHE MepPeHOCUMOCTH (hM3HUECKOH HArPY3KH, OJIbILIKA MPH
Harpyake. COrJIaCHO TpPHHSITBIM pPeKOMeH/alUsIM, GOJIbHblE C
pa3BUBLIEHCS] CUMITTOMATHKOH JIOJKHBI 110JIy4aTh CTaHAAPTHYIO
tepanuio XCH. ¥V 65—87 % GOJLHBIX NPOUCXONUT YJIydlle-
HHE COCTOSIHUS, HO (DYHKILIMSI JIEBOTO »KeJyl0uKa, M0 JAaHHbIM
J. S. Moreb u D. J. Oblon (1992), BoccranaBmBaercst peako.*
B 1o e Bpems S. E. Lipshutz u coast. (1996) cuuraior nosHoe
BbI3JIOPOBJIEHHE BO3MOXKHBIM.> DapmakoJsioriueckoe JiedeHne
MOXKET YJY4IIHTb KaueCcTBO H3HH H CHHU3UTb KOJHMYECTBO
OCJIOXKHEHNH, OIHAKO aHTPALMKINHOBAS KapIHOMUONATHS TIJIOXO0
MO/IAeTCsT JICUCHHIO U OTIPE/IeIsieT MJI0Xol nporHo3. Heemotps
Ha akTuBHyto Tepanuio XCH, cmepTHOCTB coctaBsset oT 27 10
61 %. [Tpu BO3HHKHOBEHHU XPOHUUECKOI KAPAMOTOKCHUHOCTH B
TeueHue MepBbix 4 HeJl. 1Moc/ie OKOHUYaHHUsT XUMHOTEPariu Npo-
rHO3 HanboJiee HeGIaronpUsITHbIN. >

MATEPWAIbI U METO[Ibl

3a nepuox ¢ 2003 o 2006 r. Ha Kadenpe rocNUTAILHON Tepa-
mun Ne 2 TOY BITO PIMY um. H. M. ITuporosa Pocsnpara
obcnenoBaHo 112 mamuentoB ¢ suMdonposnudepaTHBHBIMH
3abosieBaHusIMH, mosydaBiuux jJedenre B [Y POHLL um. H. H.
Baoxuna PAMH, kotopoe BK/IHOYAJIO aHTPALMKIHMHOBbIE AHTH-
OGUOTHKH B COCTABE CXEM XHMHOTEPANNH U JIy4eBYIO Teparuio Ha

www.medprint.ru

cpenocrenne. B uecsenoBanie BOIIIM MAlMEHTHI € JUM(OMOH
XOPKKHHA U HEXOPKKMHCKHMH JIAIM(OMAaMH, Y KOTOPBIX IHarHO3
ObT TOATBEPKACH THCTOJOTHYECKH, HMMYHO(PEHOTHITHYECKH
WM HMMyHOMOopdorucToxumudecku, ¢ [—IV craamneit 3a6osena-
Husi. Kpurepuem BKIOUeHUsT B UCC/Ie0BaHUE ObLIO TPUMEHEHHE
AHTPALMKJIHHOBBIX aHTHOMOTHKOB B CXeMax XWHMHOTeparuu
OCHOBHOT0 3a060J1eBaHHUs1, KDUTEPUSTIMU UCKJIOUEHHST — HaJIHUHe
B aHaMHe3e 3a60JIeBaHUI CepaeuHO-COCYUCTOH CHCTEMBI H
caxapHoro ana6eTa, HCXOMHON (hUGPUILIALUE TIPEACE PIUH.

M3 112 BriOUeHHBIX B MccaenoBanne 44 naumeHnTta OblIu
o6cJieIoBaHbl B MOMEHT YCTaHOBJIEHHS JMarHosa JuUMomnpo-
JudepaTBHOrO 3a60JIeBaHUsT U Ha3HAUEHHS] aHTPALMKJIHHOB,
31 W3 HUX — W Tocse 3aBeplieHust xumuorepanuu. Kpome
Toro, 68 60JIbHBIX 06CTEI0BAHBI TOJIBKO B OTAANCHHOM TepHOJIe
nocJie OKOHYaHHMs XMMHOTepanuu B cpok ot 1 roma go 30 Jqer
(Menuana 4 roja) B COCTOSIHUM JUIUTEJNbHONH PEMHUCCHH BMeCTe
¢ 24 nauueHTaMH, y KOTOPbIX PEMHCCHSI IOCTHUIHYTa 3a BPeMst
HaOJII0/IeHNsT, OHK COCTaBMJIM rpymnmy U3 92 GosbHbIX. [pymmoi
CpaBHEHHUS MOCJYKUIIH TaHHBbIE 5 30POBBIX JIUIL B BO3PACTE OT
20 1o 65 set (30 >KeHIHH 1 29 My»KUHH ).

Bceero o6enenoBano 90 GosbHBIX ¢ MarHO30M JuMdoMa
XOPKKHHA U 22 — ¢ HEXOLKKUHCKUMHU JIHM(OMaMu. Y 60JIbHBIX
¢ M oMol XOMKKMHA YCTAaHOBJIEHO TPH TMCTOJIOTHUECKHUX Ba-
puaHTa: HOMYJISIPHBIA CKJIEPO3, CMEIIaHHO-KJETOUHbIH BapUaHT
1 IUMQouHOe ucTollleHue. [pyrnna 60MbHbIX ¢ HEXOLKKMHCKUMU
JIUM(OMAMHU, COTJIACHO KJacCU(DUKALUY JTUM(OUIHBIX OMyX0J1ei
REAL, ac 2001 r. — kaaccudukaun BO3, Britovasa nameH-
TOB C JIMarHO3aMu U y3HON B-KIeTOUHON KPYITHOK/IETOUHOH
JuMQoMbl (18 6osIbHBIX ) U aHATIIACTHYECKOH KPYTHOKJIETOUHOM
auMdoMbl (4 60/1bHBIX ). B nrHaMuKe HabJ101a/10Ch 7 MAUEHTOB
¢ iMarno3oM B-kiieTouHoil KpynHoKAeTouHOH JiuMoMbl. [pynma
00C/1e/I0BAHHBIX TOJIBKO B IT€PUOJL peMUCCHH BKJtovasa 11 6osib-
HBIX, MOJTy4aBIINX paHee JeueHue Mo noBojy B-kieTouHo# Kpyr-
HOKJICTOUHOH JIUM(OMBI, H 4 — MO0 TOBOIY aHATJIACTHUECKOH
KPYTHOKJIETOYHOE JIMM(POMBI.

B nccsienoBanue Botitu GoJibHbIE B Bo3pacte ot 16 10 65 Jier,
U3 HUX 39 MyxKuMH W 73 KeHlMHbI. MenuaHa Bo3pacta Bcex
o6cJ1e0BaHHbIX 60JbHBIX cocTaBuia 31 rox (16—65 Jet), Myx-
yuH — 27 siet (16—>55 jer), xkenumn — 31 rox (16—65 sieT).

Menuana Bo3pacta GoJbHBIX ¢ JUM(OMOH XOLKKHHA,
06CJIeIoOBaHHBIX JIO JiedeHHsl, cocTapsiia 26 jet (16—65 set),
6O0JIbHBIE C HEXOPKKMHCKUMH JIMM(OMaMK ObIJIH CTATHCTHYECKH
3HauuMo crapiie — 45 et (29—55 set) (p = 0,012).

[pynna naineHToB, 06CAEIOBAHHBLIX B MEPHOJ PEMUCCHH,
BKJtouasia 45 »KeHUWH W 23 MyxKunHbl. Mejuana Bo3dpacra
60sbHBIX — 31 rox (18—65 siet), Bozpacra MykuuH — 26 JeT
(18—>55 ser), kenuwn — 31 rox (19—65 Jer).

Bcem nanpeHtam XxumuoTeparisi OCHOBHOIO 3a00JjieBaHuUs
npoBouaack 1o craHnaptHbiM cxemam: ABVD, BEACOPP,
CHOP. Cxema ABVD Gblnia npumenena jyisi jiedennsi 46 naiu-
entos, BEACOPP — 55, CHOP — 11 nauueHros.

[Tporpamma Jsiedenusi cocrosisia 60 M3 6 LUKIOB CXEMBI
ABVD, nu60 u3 8 unkinos BEACOPP, nu6o us 6 uuxkiaos CHOP.
CymmapHasi 103a 10KcopyOuLHa npu Jeueruu rno cxeme ABVD
cocrasasia 300 mr/m2, BEACOPP — 200 mr/m2, CHOP —
300 mr/m2.

Knnnuueckoe o6c/ieoBaHue BKJIOUANIO OCMOTp MalUeHTa,
OLEHKY OOIIEro COCTOSIHHS, JIOKAJIH3alMH W KOHCHCTEHIUH
YBEJIMUEHHBIX JIUM(ATHUECKUX Y3JI0B, pa3Mepa CeJIe3eHKH.
TiaresbHO BHISBJSAINCH CHMIITOMBI H TPH3HAKH CEPIEYHOH He-
nocratouHocty. [lnarnos XCH ycranaB/mMBaJscs B COOTBETCTBUH
C OTeYeCTBEHHBIMU pekoMeHaausamMu O61ecTBa CrnenraaicToB
no cepaeunoil HempocrartouHoctd (2006). DyHKIMOHATLHBIH
kiace (PK) XCH onpenessiim o kpurepusim NYHA.

CranpaptHast 9xo-KI' npoBoausiach BceMm nauueHTam Ha
annapare SEQUOYA-512 (SIEMENS, Iepmanusi) B cooTBeT-
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CTBHHU C OOGLIENIPUHSATHIM MTPOTOKOJIOM: MCCJIEI0BAHKE TIPABbIX U
JIEBBIX OTIEJIOB cepala B B- n M-pexxumax ¢ pacyeToM OCHOB-
HBIX TOKasaTeJsell o hopmyJiam, BBEIEHHbIM B KOMIbIOTEPHOE
ycrpoiietBo npubopa. TosiirHa MexKKeyI09KOBOI Meperopoj-
KM, 3aJiHell CTEHKH JIEBOTO KeJy[0uKa W IMepejiHe3aHero pas-
Mepa JIEBOTO TpeJICepns U3MePSIIUCh MeToloM Tefikxouiblia.

Opakuys usrnanust (PH) seBoro kegynouka, UHIEKCH-
pOBaHHbIE M0 TMOBEPXHOCTH TeJia KOHEUHbIH CHCTOJNHYECKUE
(1KCO) 1 koHeuHblil nractomrueckuii 06bembl (KO ) neBoro
JKEJTYI0UKa ONpeIeIsiiich MeTonoM CHMIICOHA.

[TosyueHHble TaHHble 06paGaThiBaINCh C TOMOLIBIO AKeTa
craructruueckux nporpamm STATISTICA 6.0. YuureiBasi ot-
CYTCTBHE HOPMAJILHOTO pacrpeiesieHus IaHHbIX, HCIOJIb30BAJH
HerapameTpuuecKie KpUTePHH:

® ManHa—YdTHH — NSl CPaBHEHHUS JABYX HE3aBUCHMbIX
BbIOOPOK;

® YMJKOKCOHA — JUIsi CpaBHEHHs JIByX 3aBHCHMbIX BbIGO-
poK;

® Kpackana—VYouanuca — npu cpaBHeHUH Tpex U OoJiee
He3aBUCHMBbIX BEIOOPOK € MOCJIE/YIOIIHM CPaBHEHHEM 110
KpuTepHio x> 1 MaHHy—YHUTHH MPH YCJOBHH BbIsIBJIEHHS
CTaTUCTHYECKOH 3HauMMocTH no Kpackany—yoJucy;

o ODpunmana—Kennanna B cratuctuke ANOVA — nipu
CpaBHEHHH TPeX 1 GoJiee 3aBUCUMBIX BEJIMUHH;

® Kko3(duuueHT paHroBoi Koppessaunu CriupmeHa.

JlanHble MpeacTaBaeHbl B BUAE MeIHaHbl 1 MUHUMAJbHBIX U
MaKCHMaJIbHBIX 3HaYEeHHH.

Jlo Havyasa XUMHO- M JIyUeBOH Tepamuu y 0OC/IeTyeMbIX
NalMeHTOB CHMIITOMOB CEP/IEUHON HEIOCTATOUHOCTH BbISIBJEHO
He ObLIO.

PE3VYJIbTATbI U UX O6CYXAEHUE

[Tpu Dx0-KI nepen Hauasom sedenust (rpynna u3 44 60JbHbBIX)
He6O0JIbIIOE KOJMYECTBO JKHIKOCTH OblIO BhIsIBJIEHO y 12 ye-
JIOBEK, M3 HUX y O MalMeHTOB B MPOLECCE JIeYeHHs TTOSIBUIINCh
JKanoObl Ha OJBILIKY. SIBJEHHH TaMroHagbl He ObIO HHU Y
ofiHOrO mateHTta. ¥ 7 u3 44 G0JbHBIX Tepei JedeHHeM Mpu
Y3U Busyanmuauposasach omnyxosb B CPEIOCTEHUHU. Y OIHOTO U3
9TUX TALMEHTOB MOSIBUJIACH OfbIIIIKA B TMpoLecce MPOBEIEHHS
XUMHOTEPATHH.

Pesyasrarsl 9x0-KI'y nanueHToB 10 Haua1a XMMHOTEparniu
CPaBHMJIM C MMEIOLIMMHCS Ha Kadejpe JaHHBIMH IPYMIlbl 3710~
POBBIX JIHLL. Y IPyMIibl GOJBHBIX C JUMDONPOJH(epaTHBHBIMHI
3aboJsieBaHUSIMH 10 HauaJja CrellnUIecKoro JedeHnsi He OblJIo
OTJIMYHH OT TPYIMIbl KOHTPOJISI B TOKA3aTE/IIX CHCTOJMUECKON
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W JMACTOJIMYeCKOl (DYHKUKMH cepaia. BbicoKo cTaTucTHUeCKH
3HauumMo pasaundanach YHCC, kotopast y 60MbHBIX ¢ TUMQPONPO-
sepaTUBHbIME 3a00/1€BaHUSIMU OblJId 3HAUMTENLHO BbILIE —
82 (60— 109) npotus 68 yi./mun (49—74) B rpynne 310poBbIX
qutt (p < 0,001).

[TpoBeieHHbII aHAIN3 9XOKApIUOTrpaUIECKUX TApaAMETPOB
y TAlMEHTOB B OTAAJEHHOM T0Cje JieueHus nepuoje (n = 92)
U JI0 Havya/ja XHMHOTEepaIuy, BKJIOUYaBIIEH aHTPalMKJIHHOBbIE
AHTHOMOTUKH (71 44), mokasan CTaTHCTHUECKH 3HAUMMOE
ornnune MKCO 60sbHBIX 10 JIeUeHHsT B CPABHEHHH C AaHHBIMH
nocste Teparmu: 15,9 (9,64—31,9) u 20,2 ma/m? (7,91—49,6)
cootBetctBenHo (p=0,008), a TakXKe CTATHCTHUECKH 3HAUMMO
6osee Huskyro O seBoro xesynouka y 60/bHBIX TI0C/IE Tepa-
nuu: 68,1 (54,2—82,8) 1 63,8 % (23,0—80,7) cOOTBETCTBEHHO
(p <0,001). D1 paszauuusi oTMeUaJUCh y MAlMEHTOB 000Ero
nosa.

Jlanee npoBeneHo cpaBHenue Beanuntbl PH y naipenton
N0 Jiedenusi (44 GOJIbHBIX) C TAKOBOH HEMOCPEJICTBEHHO TO-
cne sedenust (31 6osbHOM) 1 GU y GoMbHBIX, HAXOAALLMXCS B
pas/MuHbIX cpokax pemuccuu (92 6osibHbIX). [1pu cpaBHeHHM
®U B 31HX rpynnax GOJbHBIX B KayecTBe TPeX He3aBUCHMbIX
BEJIMUHH OTMeUaeTcs MOCTENEeHHOEe ee CHHXKEHHE C TeueHHeM
ppemenn: 68 % (54,2—82,8 %) — 1o Jewenus, 65,1 %
(48,9—75,1 %) — HenocpejacTseHHO noce Jeuenus, 63,9 %
(25,6—80,7 %) — B oTmaneHHLIA TepHOi (KpUTEpHH IO
Kpackana— Yosutica, p = 0,003) (puc. 1, A).

Ha puc. 1, b5 (Bce ucciaeoBanusl BO BCEX TPeX Tpymnmax)
BHJIHO, UTO CHHYKEHHE 3HAUEHUE MeJIHaHbI B FPYIIAX C TEUeHHEM
BpeMeHH MPOUCXOJUT 3a CUET MOsIBJEeHHsT OOJIbHbIX C HU3KOH
CUCTOJINUECKOH (PYHKLIHEH.

[1pu sToM B GutizKariiieM rocsie JeueHus eprojie PEMUCCHHU
KJIMHUYECKasi KAPTHHA HETSXKEJOM CepieYHOl HelOCTaATOYHOCTH
II pynkumonanbHoro kimacca (PK), BosHuKIIAs K OKOHUAHHIO
Jedyenus, uMesaach y 11 u3 31 maumenta, obcseroBaHHOTO
HeMoCpPeACTBEeHHO Toce Jjedenus. ¥ 13 u3 92 6oJbHbIX, 00-
CJIeJIOBAHHBIX B OTJ@JIeHHbIH epuoj nocse jedenust, @Y Gbiia
cumkena 10 40 %. Ewe y 2 nanuenTos, o6c/1e10BaHHbLIX Yepes
10 siet nocie Jjedenus 1 Gosee, ®H Gbwia menbiue 30 % — y
HUX UMeJIach TsKeJast cepileunast HenoctatouHocTh [V OK.

[Ipu cpaBHeHHM B 3THX Ke Tpyrnax GOJIbHBIX 3HAUEHHId
00bEMHBIX TI0Ka3areJsiell (puc. 2) OTMEUeHO, YTO 3a BpeMsi
Jeyenus npoucxomut cHmkenne uKIO c 54,4 (37,4—79,4)
10 48,8 mi/m2 (33,9—71,4), Ho B oTHAJIEHHDIH TEPUOJ, MTOCIe
OKOHUAHHMsI JieUeHHs] OTMEYAeTCsl ero BO3BpaT IMOUYTH K HC-
xonHoi BesmuuHe — 52,7 mu/m? (31,1—83,9) (puc. 2, A). B
TO 2Ke BpeMsl POUCXOIUT rocteneHHoe ypeauuenne HKCO ot

920

80

70

60

50

Dpakuwa nsrHaHua, %

40

30

20

2
PUC1

0 2 4 6 8

b

10

BpeMﬂ nocne Tepanuun, rogbl

Puc. 1. 'ameHeHus dpakumm nsrHaHmsa B Tpex rpynnax o6¢cnefoBaHHbIX NauMeHToB:
A — Npy CpaBHEHUWN HE3ABUCUMbIX BENNHNH: A0 XMMUOTEpanun — 44 naumeHTa, HenocpeacTBEHHO Nocne nNpoBefeHHoro neveHns — 31 601bHOW, B OTAANEH-
HbI Nepuog (> 6 Mec.) nocne xummoTtepanuy — 92 nauyeHTa; 5 — y Bcex 60/bHbIX B 3aBUCUMOCTU OT BpeMeHw o6erefoBaHns; P, — YPOBEeHb OCTOBEPHOCTU

no Kpackany—Yonnucy; Px? — no y?
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Mopaxenune cepaua npu npoTMBoONyXonesoi Tepanun numtom
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Puc. 2. Mokasatenu uKAO (A) n KCO (5) B Tex e rpynnax 60mbHbIX, 4TO U Ha puc. 1

15,9 (9,6—31,9) 10 19,1 m1/m2 (6,8—56,3) (puc. 2, b). Takoe
yBesinueHne uKCO 6e3 cyutectBennoro ysesuuenuss uKJO
U NPUBOJUT y OOJILLIMHCTBA OOJILHBIX B OTJAJEHHbII MepHOJL K
cHikeHuto O Ge3 nuatalyu JeBOro »KeJyouKa.

BaxkHO mojiue pKHYTh, UTO CHUMKEHHE CHCTOJIMUECKON (PyHK-
UK y STHX GOJIbHBIX B OCHOBHOM TIPOUCXOIHUT 0€3 yBeJHYeHHUs
TOJIOCTH JIEBOTO JKeJyIouka. ToJbKO y OIHOH TalMeHTKH U3
006C/Ie/IOBaHHBIX B OTJAJICHHBIH TT0C/I€ JIeYeHHs] ePHUOJL Cep/ey-
Hasl HEJOCTAaTOYHOCTh TporpeccHpoBana B TedeHue 30 Jer u
XapakTepH3oBasach HU3KOH (ppaKiifeil H3rHAHWSA PH TUaTaLHH
qesoro xxeqynouka cepaia (KO — 174 mu). ¥V 4 601bHBIX, yKe
JI0 JIeUeHHUsI UMEBLLIMX HECKOJIbKO yBesuueHHblii nKIO — o
75 m/m? (72,4—79,4), B nanbHeiieM oH cHU3HICS 10 55 M/
M?(43,2—58,5), a 3ateM B MepPHOJL PEMUCCHH HECKOJILKO MOBbI-
cuJicsi (p = 0,05).

Takum 06pazom, MoOUTH BO BCEX CJyuasix cepiiedHasi Hello-
CTATOYHOCTb PAa3JIMUHON CTEMEeHH BLIPAKEHHOCTH coueTasach
C HOPMaJIbHBIM HACTOJIHYECKIM OGBEMOM JIEBOTO JKEJY/I0UKa.
[Tpumepom Takoro passutusg XCH Obuia Tskesas cepueuHas
HEJI0CTATOYHOCTh Y MOJIOJIOH YKEHIIMHBI C HU3KOH CHCTOTMUECKOH
(yHKIMeH 6e3 aunaTalyu JeBoro xedynouka cepaua (KO —
105 ma, uKJIO — 58,3 ma/m?). [TaumenTka obcseoBana B
Haulel kauHnKe 4eped 10 JjieT mocae 3aBeplleHHst XUMHO- H
JIydeBOH TeparuH.

Bosabhasi 3., 32 rozja, mocTynuja B CTalMOHAp C KaJo-
6aMu Ha OJIbIIKY MPH (PU3HUECKON HATPY3Ke MOBCEJIHEBHOTO
ypousi (III ®K), BbipaxkeHHbIe OTEKH HHMKHHX KOHEUHOCTEH,
cepauebuenue, caabocTb, MOBBILIEHHYID YTOMJSEMOCTb. I3
aHaMHe3a OblI0 H3BECTHO, uTO B 1995 I, y MaleHTKY BbIsiBJICHA
T dysHas KpyrnHokaeToyHasi B-knetounasi smumdoma IV cra-
MU C TOpPaXKeHUEeM [IEHHO-HaIKIIOUNYHBIX, MOIMbIIICUHBIX,
MeIMaCTHHANBHBIX JHUM(ATHIECKHX Y3J0B C TpopacTaHHEM B
JieBoe JIeTKoe, MSITKHe TKaHH MepeHell IPyAHOH CTeHKH cieBa.
[TepenneBepxHee CpeloCTeHHE 3aHUMAJ OMYXOJIEBbIH KOHTJIO-
MepaT HeOTHOPOJHOH CTPYKTYphI pasdmepom 8 X 8 X 1 1 ¢m, TecHO
MpUJIeKALLHH K JIyre a0PThl U JIEFOYHOMY CTBOJIY, TPOHUKAIOLIUEL
B MsiTKHe TKAHHU TepeaHeil TPYIHON CTEeHKHU CjieBa OT TeJia rpy-
JIUHBI C PaclpOCTPaHEHHEM Ha JIETOUHYH0 TKaHb BepPXHEH 10JI1
JieBoro Jierkoro. boJsibHast noJyuusia siedenue o cxeme CHOP
(ALIOIT) — 8 uukisioB. CymMmmapHast 103a MoJiy4eHHOro JIOKCO-
pybunmHa coctaBusna 400 mr/m2 B 1998 r. Bo3HuK peLuInB
3a60JIeBaHUsl C MOpPaXKEHHEM HIEHHBIX JUM(PATHIECKHUX Y3JI0B C
o6enx cTopoH. [IpoBesieHbI JeueHHe Mo Toi ke cxeme (4 1uKia
CHOP) u iyueBasi Teparnusi Ha Bce JJUMaTHIECKHE Y3JIbl BbILIe
mnadparmel. CymMmapHasi 03a JI0KCOpyGHIMHA, MOJydeHHas
NalMeHTKONH 3a Bce BpeMmsl Jedenus, cocraBuiaa 600 Mr/m2.
Uepes mecsl] mocse OKOHUAHHS JedeHHs: GOJbHAs OTMETHJa
MOSIBJIEHHE OJIBIIIKKH W OTE€KOB HIXKHKMX KOHeuHocTeid. Ha mpo-
TsKeHuM nocaenyomnx 10 Jer naupeHTKa HEOTHOKPATHO
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o6palianach K KapauoJiory 1o rnoBojy Hapacraiolei OjbIlIKH 1
OTEKOB, HO peKoMeHyemast Teparusi uurnéuropamu Al1D (an-
TMOTEH3UHIpeBpaLatline GepMeHTbl ), B-aapeHo6a0KaTopaMu
M JIMyPETHKAMH T1JI0XO TI€PEHOCHIACh U JIaBaJia JHIIb KPaTKOB-
peMeHHoe yJIyullleHHe CaMOUYyBCTBHSI, CUMIITOMbI 3a60/1eBaHHsI
HEeMNpepbIBHO MPOrPeCcCHPOBaIIH.

[Tpu noctynnennn B 'KB Ne 12 — 6a30Byio KJIHHUKY Kade-
Jpbl rocriutanbHoil Tepanun Ne 2 PITMY — coctosiiie 60bHOH
TsKesI0e. 3HAUUTebHOE KOJHYECTBO BJAXKHBIX MEJIKOITY3bIp-
YaThIX XPHUITOB B JIEFKHX ¢ 00enx cTopoH. [uapoTopake crpasa.
Toubl cepuua sichble, purmMuuHbie. Al — 80/60 mm pT. CT.,
YCC — 80 yi./mun. [Teuennb BbicTynaeT u3-1noj Kkpasi peéepHoii
JyrH Ha 8 cM. MaccuBHbIe 0TEKH HHXKHUX KOHEUHOCTEH.

Ha peHrtrenorpamMmme rpyaHoit KJI€TKH — MPU3HAKH 3aCTOS,
rHpoTOpaKc crpasa (puc. 3). BaxkHo 0TMETHTD, UTO paciinpe-
HHUSI TPaHULL cepila He OblJIo.

3a HEeCKOJIbKO MeCslieB JI0 TOCMUTAIN3allH Y GOJIbHON
OTMEYaJICs MM30]1 Ie30PHEHTALIMH B OKPY2KAIOlleM C HCUE3HO-
BEHHEM CHMIMTOMATHKH B T€UEHHE HECKOIBKHUX Hele/b.

[TpnIx0-KI'04.11.04 r. BBISIBICH BbIpasKe HHBIH 1D (DY3HBIH
TUIIOKMHE3 U IMCKHHE3 BePXYLIeUHOH 00/1aCTH, NapajloKcalbHOe
JIBIDKEHHE  MEXKKeJyIIOYKOBOH  Meperopojiki, BbIpaKeHHOe
CHMXKEHHE CHCTOJIHYeCKOH (yHKIMH JieBoro skejynouka (OB
25,6 %). O6palaJio na ceGst BHUMaHKe, 4TO Pe3Koe CHIKEeHHe
CHCTOJIMUECKOH (PYHKUUM Yy GOJIBHOH MPOM30LIJIO TIPH OTCYT-
CTBHH JIUJIATALMK JIEBOTO »KeJTy/I04Ka, HOPMaJbHOM pa3Mepe H
o6beme nogiocteil cepaua (puc. 4 u 5). Ilpu Ixo-KI BuissBrena

Puc. 3. PeHTreHorpamma rpyaHon Knetku 6onbHon 3.
Mpsamas Nnpoekumns (06bACHEHNE B TEKCTE)
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reMOJMHAMHYECKH MaJslo3HAYuMasi MUTpaJibHas M aopTaJsbHast
peryprurauusi.

[Tpu moBTopHOil DXx0-KI' BbHIABIEH TPOMOO3 MKENYAO0UKOB
cepaua (puc. 6).

B 61oxumMnHyeckoM aHa/au3e KpOBH OTMEYa/I0Ch MOBHIICHHE
akTHBHOCTH amuHoTpancthepas: AJIT — n0 528 mwmosab/a,
ACT — 10 520 mmoiib/i, runokannemust — 2,43 MMOJIb/ 1.

ME— i
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Puc. 4. OxokapgvorpamMmma 60nbHOM 3., YeTbIpEXKkamepHas No3uumns oT Bep-
XYLLUKM cepAua (06bsiCHeHMe B TEKCTe)

e N o, S, Pt
- i T e

A e T R S —
Puc. 5. Oxokapanorpamma 60sbHoi 3., napactepHanbHas no3uums no AnnH-
How ocu, M-pexum. Juddy3HbIi T1NoKMHE3, NON0CTh NIeBOro Xesyaoqka He
paclumpeHa, P — 26,5 % (06bsICHEHNE B TEKCTE)

Per= OB re=0

OB 312/
A

Puc. 6. Oxokapanorpamma 60bHON 3. B MOMEHT MOBTOPHOMO MOCTYMAEHNS.
CTpenkamu ykasaHbl 06beMHble 06pa30BaHMs (TPOMObI) BEPXYLLEYHOW 06-
nacTu Npaeoro 1 Nesoro xenyaoykos 1,4 x 1,4 cm, 1,0 x 1,2 cm (o6bsicHeHne
B TekcTe)
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[TosoxkurenbHbIll TecT Ha BUpyc rermatuta C (mosnmepasHas
LeTHas peakiys ).

[unoronus, UMeBIIAsCS TPU MOCTYIJIEHHH, COXpaHsiaach Ha
NPOTSKEHUHM BCEro BpeMeHH HabJIIoIeH ST, YTO JIUMHTHPOBAJIO
noa0op JeKapCTBEHHbIX MPenapaToB.

YuuTbIBasl BbIPAXKEHHBIH OTEUHbIH CHHAPOM, GOJMBHON Obl1
Ha3HaueH Jia3ukc 40 Mr yTpoM Ha (oHe BHYTPHBEHHOTO BBEJIE-
HUs1 KOPTHKOCTEPOUIOB, BepolunupoH 150 mr/cyt, Guconposon
1,25 mr/cyr, murokeun 0,025 mr/cyr, ¢pakcunapun 0,3 M
MOJKOXKHO. K peryJisipHo npuHHMaeMbIM AHYpeTHKaM Obll JI0-
Gasnen makap6 (500 mr/cyt). [TocTosiHHas TMNOTOHKS He faa
BO3MOXKHOCTH HCMO0JIb30BaTh MHrHOUTOPbl AIID: npu Jsto6oi
TMOTBITKE Ha3HAUEHHsT TTpernapaToB 3Toro kiaacca AJl cHmkasoch
710 KpuTHYeckux udp — 50/30 MM pr. cT.

B nanbhefiiem 3a Bpemst JieueHUs B OTIeJ€HUH OTMEUAI0Ch
BbIPaXKEHHOE  yJIyullleHHE: TePecTau OINpPEeNesiThC OTEKH,
MPAKTHYECKH HCUE3JIH XPHUIIbl B JIETKHUX, OCTAJUCh €IMHUYHbIE
CyXHe B HH2KHMX OTJIeJIaX ¢ 00eHUX CTOPOH, MeyeHb COKpaTHIIaCh
1 MaJsibIIUpOBasiach BCETo Ha 2 CM HIKe Kpast peGepHOH yTH,
yMmeHblingack ciadocetb. [Tokazatenu AJIT u ACT cHusuinch 1o
91 u 65 MMOJIL/J COOTBETCTBEHHO, YPOBEHD KaJHsl TIOBBICHJICS
110 4,34 Mosib/ 1.

Bonbhas nabsofaercsi Ha Kadenpe TOCMHUTANLHOH Te-
panuu Ne 2 B Teuenue 2,5 roaa, cocTosiHue ee cTabUIbLHO. B
HacTosillee BpeMs coxpansietcst komnencaunst XCH Ha yposhe
II ®K. Otmeuaercs yBesnueHue Qpakuun BbiOpoca J1eBOTO
Keqynouka o 40,4 %, TIOBBILIEHHE COKPaTUMOCTH OOKOBOM
CTEHKH JieBOro »eJjynouka. Ha cdoHe Tepamuu coxpaHsieTcs
3HAUUTEJIbHOE KIMHHYECKOe YJydllleHHue, NMalueHTKa CMorJa
BEPHYTHCS K TPY/y.

Oco6eHHOCTBIO TTOpayKeHHUsT Cepala TocJe JedeHns T0KCOo-
pPYOMIIMHOM, KaK y»Ke OblI0 CKa3aHo, SIBJISIETCS] HU3Kasl CUCTO-
nnueckast pynkuus (PU < 40—35 %) 6e3 nunatauuu Kamep.
AT0 0COOEHHO XapaKTEepPHO /ST MOJIOJLIX TalreHToB. Kpome
OIMUCAHHOMN BbIlLIE Y HAC MPOLLIN JieueHHe U HaOJI01aloTes ellle
JBa Takux OoJibHbIX. [TokazaresibHO, UTO BCEM OIMUCHIBAEMbIM
natyeHTaM 1oka He yjnaercsi HagHauuTh HHruo6utopsl AIID. Opn-
HAKO MOCTOSIHHbIN 1pueM (-aapeHo0JI0KATOPOB, IHYPETHKOB U
JIMTOKCHHA B TeueHHe 2 MeC. MPUBEJI K YJTyUIIeHHIO HX COCTOSHUS
u yBesmuenuio OU (puc. 7).

Ha nam B3risin, HHTEpec MpeAcTaBJseT U To, 4To Ha (oHe
geuennsi KJIO y 31ux 60JIbHBIX YMEHbBIIUJICS, HECMOTPSI HA TO
4TO Ha CTapTe Teparuu CepliedHON HEIOCTATOUHOCTH OH He Obl
yBeJsinueH (puc. 8).

[To-BuaumMomy, 310 0OBSICHSIETCS TEM, UTO Y TAKUX GOJIBHbBIX
uMeetcsi hu6pPO3 MUOKAP/A, KOTOPBIA YACTHUHO MPE0TBPALLAET
JIUATALHIO JIEBOTO XKEJyI0UKa MPU 3aCTOe U TIPU MPUMEHEHNHH
IMypeTHKoB. [IpH yMeHbllleHHH oObeMa UUPKYJIUPYIOLIEH
JKHIKOCTH 06beM Kamep cep/lia yMmeHbllaercs. DTo o6bsic-
HseT, moueMy B mpoekTe EBponeiickoil KnaccuduKkanuu Kap-

47,3 %
46,4 %
56,8 %

60

50

24,6 %
25,6 %
19,9 %

40 W  6-Haa P, 40 ner

[ 6-Hasa 3,31 ner
W 6-Has K, 22 ner

30 7

0 —

Lo neueHuns

Mocne neyexua

Puc. 7. [InHamvka dpakumm U3rHaHus 3a Bpems nedeHus Tpex 60bHbIX
(o6BSACHEHME B TEKCTE)

KIMHUYECKAA OHKOTEMATOJIOTHS



Mopaxexue cepaya npu NPOTMBOONYXONEEBOI Tepanun nuMtom
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@ 6-Haa3.,31ner
B 6-Haa kK, 22 ner
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[lo neuenun Mocne nevenus

Puc. 8. nHamuka KOO 3a Bpemsi niedeHus Tpex 605bHbIX (06bSCHEHNe B
TEKCTe)

JIMOMMOTIATHH JIOKCOPYOUIIMHOBAST KAPIMOMHONATHSI OTHECEHA K

PECTPUKTHBHBIM.®
B Hacrosiiiiee BpeMmsi paspaboTaHbl peKOMeHIAUUHU st

00JIbHBIX, MOJYYAIOLIUX AHTPALUKIUHBI.”

l.  AHTpauUMKJ/MHBI He TOJKHbBI MPUMEHSTLCS Y GOJbHBIX C
DU < 30 %.

2. Ecan ucxonnas DU cocrasasier ot 30 10 50 %, (byHKLHSA
JIEBOT'O JKEJIYJI0UKA JIOJI)KHA OLLEHUBATHLCS Mepe KaxK 10k
HOBOH 10301 aHTPALUKJIHHOB.

3. O6umuMHn 1efCTBYIOUIUMH KPUTEPUSIMHU, TPeBOYIOIHMHU OT-
MeHbl aHTPALUKJIMHOBON Teparnuu, sBJSIOTCS CHHXKEHHE
(bpakiuK BLIGPOCA J1EBOTO XKeJ1y10uKa GoJee uem Ha 10 %
OT HUCXOJHOTO YPOBHSI B TeueHHe | LHKJA JeueHUs WU
nuxke 30 % 3a Bce BpeMst XHMUOTEpaTIHH.

4. Ecau ucxonnass ®U 50 % u GoJiee, B nasbHelilieM oHa
JOJI2KHA U3MePSIThCST MIPU MOoJIydeHHH GOJbHBIM CyMMap-
HO¥ 11036l aHTpaluKInHOB 300—350 Mr/m2.

5. B cooTBeTCTBMM C JAHHBIMH, MOJIyUEHHBIMH B HallleM
HCCJIEIOBAHNH, CJIeJyeT TaKKe BBISIBJSATH OGOJBHBIX C
6bicTpbeiM cHukeHreM KIO (uKJIO) nocse oxoHuaHwus
JICUEHHUS.

JlyueBas Tepanusi Takxke MOXKET MPUBOIUTH K 3HAUUTEJIb-
HbIM U3MEHEHHSIM CO CTOPOHBI CEPICYHO-COCYAUCTON CHCTEMBI.
Tak, mpu JiedeHUH 3JI0KaYE€CTBEHHBIX OMyXOJell CPeloCTeHHs,
JIEBOTO JIETKOro, JIeBOH MOJIOUHOH »KeJie3bl T0J, BO3JeHCTBHS
HEHTPOHHOrO O00JIydeHHsl, PEHTIeHO- M raMmma-Tepanuu Mo-
najaeT cepjile, HECMOTPst HA TOUYHOCTb (POKYCHPOBKH 30HbI
o6utyuenust.t?

OO06Jaydyenne o6sacTh cep/lla BbI3biBaeT Kak HeMeJeH-
HOe, TaK W pa3BHUBalIlleecs MOCTENEHHO M COXpaHstolleecs
JUIUTEJbHO MopaXKeHHe pazinuHbix ero crpykryp. o K iyueBbim
peaki{siM Cepjilia U COCYI0B OTHOCST MEePUKAPIHUT, U3MEHEHHe
KJalaHHOTO arnrnapara cepjia, KOPOHAPHYI0 MaTOJIOTHIO,
HapylLIeHHs] pUTMa cepjlla ¥ pa3BUTHE Kapadomuonatuu. Ya-
CTOTA Pa3BUTHUS JYUEBBIX TIOBPEKACHHH CepIeUHO-COCYIHCTOH
CHCTEMBbI JIOCTATOUHO BbICOKA W, MO Pa3HbIM JAHHBIM, MOXKET
nocturatb 54 %.

HaunbGosiee u3BeCTHbIM BHIOM TOpPayKeHUs] B pe3yJsbTraTe
00JIyueHUs1 SIBJISIIOTCST MEPUKAPAUTHI, MPOTEKAIIHe KaK B
Buje GECCUMIITOMHOIO BBIIIOTA B MOJIOCTb MEpPUKapaa, Tak M
B (opMe XPOHHUECKOTO 3SKCCYIATHBHOTO WJIM aIre3WBHOTO
nepuKapIuTa ¢ KOHCTPUKIMEH Wik 6e3 Hee. Y GOJIbHBIX, MOJTy-
YUBIIKMX 06/ ydeHHe 06JacTH cepliia, OTMEUeHO TTOBpeXkKIeHHe
KOpPOHApHBIX COCYIOB, UTO COMPOBOXKAAETCS GoJsiee PAaHHUM H
OBICTPO MPOrPECCUPYIOLIUM aTEPOCKIEPO3OM H TIPOSBJSAETCS
cuHapomMoM creHokapanu.!! Ha d¢one syueBoro BosuericTBus
HepeaKko TakKe pagBHBaercss (pu6Gpo3 MHOKapaa, KOTOPOMY
MOXKET COTMYTCTBOBATh 3HAOKApAHAIbHBIN Gubpos. Kaunu-
YeCKUM TIPOSIBJIEHHEM TOCJEIHErO SIBJASETCS PECTPUKTUBHAS
KapIMOMHOMATHs C HapyLIeHUEM JIUACTOJMUYECKOH (PYyHKIHH
JIEBOTO XKeJyouka, 213
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XapakTrep U Ts2KeCTb JIydeBbIX OBPEKIAEHHI 3aBUCST OT HC-
XOJIHOT'O COCTOSIHUSI TKaHeH K OpraHoB 110 00J1yueHust. J1ist OLeHKH
BO3MOXKHOTO PA3BUTHS OTAAJEHHBIX TTOCAEACTBHI YUUThIBAETCS
BeJIMYMHA CYMMapHON JIydeBOH HArpy3KH Ha HETOBPEKICHHYIO
OIyXOJIEBBbIM TPOLLECCOM TKaHb W OOLWMHA 00beM TKaHW, MOJA-
Bepratouuiicss o6ayuennto. OfHAKO MCC/eN0BaHUE COCTOSTHUS
310POBbsl JIHLL, TOJBEPTUINXCS BO3NEHCTBUIO U3JyUeHHs B pas-
JIMUHBIX J103aX, He JaJ0 OKOHYATEeJIbHOrO0 OTBETa Ha BOMPOC O
BeJIMUMHE JI030BbIX HAPY30K, BbI3bIBAIOLIMX HIIH YCYTYOJISTIOLIUX
naToJIorHuecKue MPoLecchl B cepjile U cocyaax.

KaneTkn mMuokapza 10 HelaBHEro BpeMeHH paccMaTpUBasii
Kak pamuope3ucteHTHble. OIHAKO C TOMOIIBIO 3JIE€KTPOHHO-
MHKPOCKOITHUECKHX, GHOXMUMHUUECKUX M MOP(OQYHKIHOHAIb-
HbIX METOJOB OblIH OOHApYy:KEHbl HENOCPEACTBEHHblE W OT-
JaJieHHble U3MeHeHHs MHOKap/a MocJ/ie JIOKaJAbHOT0 06/IydeHNs]
naxe B g03e 5—10 [p.®15

Heo6xoaumocTs peteHust po6JeM JyueBOro nopakeHusi
cepaua Onpeiesuia BbISIBACHHE €ro TaTOreHeTHYeCKHX 3Be-
HbEB, a TaKXKe TPYNI GOJMbHBIX C BBICOKMM PHCKOM CEpCYHO-
COCY/IMCTbIX H3MEHEHUH.

[atorenernueckue hakropbl BO3AeiCTBUS 00JIyYeHUSI HA
cepaeyHo-cocyaucTyto cucremy. Mimeercst 60Jibl0€e KOJMUECTBO
UCC/Ie0BaHUM, MMOKA3bIBAIOIUIMX POJIb KATeXOJaMUHOB B pas-
BUTHM JlyueBo# GoJieaHH cepaua. M3BecTHo, UTo Noj BAUSIHHEM
KaTeX0JaMHHOB KaJIMH BBIXOIUT U3 KJIETKH B 5CTpaLLe/JII0JIsI pHOE
MPOCTPAHCTBO, YTO MPUBOAUT K CHHUIKEHHIO €ro BHYTPHKJIETOY-
HOW KoHLeHTpaiuu. KpoMe Toro, kKaTexosaMuHBI BJMSIOT Ha
KOHIICHTPALMIO B CBIBOPOTKE HATPHsI M MarHus. Takum o6pasom,
HapylleHHe (PyHKLHUH CUMMATOAPEHaN0BOI CUCTEMbI MPUBOAUT
K U3MEHEHHIO 3JIeKTPOJIUTHOTO OajiaHca W UTPAeT BaXKHYIO POJib
B Pa3BUTHH HapylleHU puTma cepua.s!

KatexosamuHbl yBeJIMUMBAIOT MOTPEOHOCThL CEpALA B KHC-
JIOpOJIe, CTUMYJIMPYSI OKHCJIUTENbHbIE TIpoliecchl B MUOKappe.'
B ¢usnosiornuecknx ycjoBHSX 3TO COMPOBOXKIAETCS YCHJie-
HUEM CKOPOCTH KOpoHapHoro KpoBoToka. [lpu cTumy.siumu
CUMIATOa/IpeHAJIOBOI CHCTEMbl M yBEJMUEHHH KOHLEHTpaLUU
KaTeX0JaMHHOB B KPOBH MOTPeOHOCTb MHOKapJa B KMCJI0POJE
3HAUUTEJILHO BO3PACTAELT, HO €CJIH OHA HE KOMIIEHCUPYeTCsl yBe-
JITYEHHEM KOPOHAPHOTO KPOBOTOKA, 3TO MPHUBOAUT K PA3BHUTHIO
THUTTOKCHH.

[unokcusi  compoBokiaeTcst — HapylleHHeM  (DU3UKO-
XUMHUYECKUX CBOHCTB U U3MeHeHHeM 0OMeHa 6eJIKOB LIUTOIJa3Mbl
CepIEeUHOM MBILILbI, BLITOJIHSIOLIUX (hepMEHTATUBHYIO (DYHKIIUIO
1 oOecreyuBalolMX MeTaboJMYecKe M IJIacTHYeCKHUe [po-
1leCChl B 30POBBIX U MOBPEXKIEHHBIX TKaHsAX. Popmupytolinecs
HapyLeHHs] MUKPOMOJIEKYJISIPHOH CTPYKTYpPbl COKPATHTEJbHbIX
6eJIKOB MHOKap/ia SIBJASIOTCS OHOH M3 TPUUUH Pa3BUTHS (DYyHK-
LMOHAJIbHBIX HApyLIeHUH cepila He TOJBbKO B OCTPbIH IepHOL
nocJie TOBPEXKACHHUS], HO M B CTaJMH CTPYKTYPHOTO BOCCTaHOB-
JieHust ' h1e

[Ipouece cuHTe3a OeJIKOB HAXOAMTCS B MPSIMOKM 3aBHCH-
MOCTH OT 3SHEPTOMPOAYLHUPYIOLHMX CHCTEM. YCTaHOBJIEHO, YTO
60’Jibli1ast 4aCTh SHEPTUH JUIs CHHTe3a OeJika B KJIeTKe POyl -
pyeTcsi MUTOXOHAPHSIMH, HaJIMuMe B KOTOPBIX MHOTOUMCJICHHBIX
(hepMEeHTOB HEOOXOUMO /1S OKHUCJICHHST YTJIEBOLOB, OEJKOB H
xkupos 10 CO, u H,O u conpsizkenust 3Toro npowecca ¢ CHHTe-
30oM AT®, uTo yKasbiBaeT Ha BaXKHEHUILYIO POJIb MUTOXOHIPHEL B
9HepreTHUeCKUX Mpolleccax KJAeTKH.

JL71st pyHKIMOHAJIBHOTO COCTOSIHUS Cep/ILia YPOBEHb SHepre -
THUECKOro o6MeHa uMeeT 0co0oe 3HaYeHHe, T. K. B CEpAeUHOH
MBIIILE WHTEHCHUBHOCTL oOMeHa B 10— 15 pas Bbille cpenHeit
BeJIMYMHBI 06MeHa B TKaHsIX Ipyrux opraHoB. B ¢Bs3u ¢ ocobeH-
HOCTBIO (PYHKUHOHANBHON aKTMBHOCTH CepAlla BeCh ero o6MeH
MOAUMHEH 3Heproo6pazoBanuio. [1pr 9TOM B yCJOBHSX HILIEMHH
MHTOXOHJIPHH SIBJSIIOTCS HauboJiee PAHUMBIMH CTPYKTYpaMH
MHOKAPAHAJbHbIX KJIETOK. 115
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M3ameHenusi, pa3BuBaloliMecs: B TKaHsIX cepjilia U COCYI0B B
OCTPbII M OT/IA/IEHHBIH TT€PHOJLbI MOCJIE JIOKAJIBHOTO 00JyYeHHs B
BBICOKHX JIO3aX, PA3JIUUHbI.

OtnaneHHblil epUoA ocse 00JyUeHUsT XapaKTepH3yeTCst
HapacTaHueM (UOPO3HBIX H3MEHEHWH B CTPYKTypax Cepila.
[Ipeo6mnananne nNaToJOrHUeCKUX HM3MEHEHWH TOH WJIM HMHOH
CTPYKTYpPbl OTpaxaeT MHOrooGpasue BO3MOXKHBIX MPOSIBJIEHUH
JlydyeBo# 60J1€3HH cepaua.

OfHUM W3 MeXaHHW3MOB paJHallHOHHOTO MOpaXKeHHs
nepukapaa siBasiercs AuchyHKuus GuopodaactoB. MexaHuam
pajMOWHIyLIMPOBaHHOTO ~ pa3pactaHus  (UOPO3HOH  TKaHU
TECHO CBsI3aH CO CTPYKTYPHO-(PYHKIMOHAJBHBIMU H3MeHe-
HHUSIMH KJIETOK, 0OecreynBaroniyx ee metrabonnusM. [ lopbiienue
KOJIJTIareH-CHHTETHIEeCKOH aKTUBHOCTH prGpo6IaCcTOB B 3HAUH -
TeJILHOU CTENMEeHH OMNpeessieTcs] PagHOUHIyLIHPOBAHHBIMU H3-
MeHEHUSIMH, CBSI3aHHLIMH, MO-BUAUMOMY, C MOBPEXIEHHEM HX
retetnyeckoro annapata. [lepuxkapananbHblit puOGPO3 MOKeT
ObITb CJIEJCTBUEM MOBPEKIEHUS SHAOTEJHOLUMUTOB MEPUKAP/IHU-
aJIbHbIX COCYJIOB, YTO OOYCJIOBJHBAET MpPONOTEeBaHHE OeJIKOB,
BKJIIoUasi (huGpuHOreH, 06pa3yloliuil Ierno3utbl (GpuoépHHA B
cTpome nepukapja.'?

[ToMumo mnopakeHusi nepuKapaa OCJO0KHEHHEM JyueBOH
Tepanuu MoxKeT ObiThb pasBUTHe AU(Qy3HOro Gubpoza Muo-
kapna. ©ubposnpoBaHHble YUACTKH MOTYT ObITh Pa3JMYHOTO
pasmepa, HO HMKOIJIA He 3aXBaTbIBAlOT BCIO MOBEPXHOCTb cep-
JIEYHOH MBITIIIE. '3

B pasButun ¢ubposa B MHOKape OCHOBHYIO POJib MrpaeT
HapylIeHHe MHKPOLMPKYJSKMU. V3BecTHO, 4TO KOJHYECTBO
KanmuisipoB Ha eUHHUILy o6beMa MUOKap/a Bblllle, UeM B KOpe
FOJIOBHOTO MO3Ta, a COOTHOLIEHHE MEeXIy KOJHUECTBOM Mbl-
1I€UHBIX BOJIOKOH M KanujisipoB coctasasieT 1:1. Viamenenue
(YHKLUMM KaNUJIISIPOB BBISIBJSIETCS, M0 IKCIEPUMEHTAJbHBIM
JIAHHBIM PasHbIX aBTOPOB, B pesyJ/bTare Jaxe OJHOKPATHOIO
o6utydeHusi B 1o3e ot 1 o 3,5 [p.!!

[1pu JiyueBoM BO3/IEHCTBHUH B J103aX, NPEBbILIAIOLINX TOPO-
roBble, YBeJUUMBAETCS TPOHULIAEMOCTb SHAOTENUANBHOTO CJI0S,
MIPOUCXOIUT TOBpexkIeHHe MeMOpaH SHAOTEeJHOLUTOB. B pe-
3yJsibTate HabyXaHusl SHA0TENHATbHBIX KJIE€TOK KaruJIspoB Mpo-
MCXOJIUT MUKPOTPOMOUPOBAHHE KATHJJISIPHOK CETH, UTO BEJIET K
HapYLIEHHIO MUKPOLMPKYJISILIUH U I€CTPYKIIMHM KAPAHOMHUOLIMTOB.
B ycioBusix HapacTatolleil uiieMn pa3BuBatoTcest puOpPO3HbIE
U3MeHeHUs MHOKapaa ¢ (OPMHPOBAHHEM TIPYI MHOLIUTOB,
Pa3po3HeHHbIX KOJJIareHOBbIMH BOJIOKHAMH. [lpoucxoaut He-
3aMeTHOe yXyjllleHHe (YHKIHH JIEBOTO 2KeJIylouKa B [OKOe H,
0CcoOEHHO, TpH Harpyske, OIpeaessieMoe paauOHYKJIUIHBIMU
MeTonamu u npu dxo-KI 1M

B GoJiee otnasneHHbIl nepuoj BO3HUKAET KJeTouHast Jerno-
MyJISILHS Ha (DOHE MTOCTENMEeHHOT0 HCTOIIEHUS TTpoJide palyH Mo-
BPEK/IECHHBIX SHAOTEJHOLUUTOB C Pa3BUTHEM HILEMHU MHOKapAa
¥ MHTEPCTHLHANLHOTO (hubpo3a. OCHOBHAST POJIb SHAOTEHS KaK
CaMOCTOSITEJILHOTO CEPIEUHO-COCYIUCTOrO HEHPOIHTOKPHHHOTO
oprana cBsi3aHa ¢ o0ecrieueHHeM COOTBETCTBYIOIIEH MOTpes-
HOCTH NepudeprIecKoil MyCKyJIaTypbl U BHYTPEHHUX OPraHOB, B
T. 4. U Cepjila, aleKBaTHbIM Harpy3kam KpoBocHaGxkenuu. [1pu
JUTUTEJIbHOM BO3IEHCTBUM MOBPEXKIAIIINX (DAKTOPOB MPOUC-
XOJIUT MOCTENEeHHOE HCTOLILEHHE KOMIIEHCATOPHON CIIOCOOHOCTH
SHJIOTEJUAJILHOTO ¢Jiosi. JIucyHKIHs SHA0Te U — 06s3aTelib-
HOE 3BEHO MaToreHe3a MHOTHX CEPeUHO-COCYMCThIX 3a00J1eBa-
nuit, BKiouasi UBC, runepronnio, XCH.!2

[IpyHUMNIHABHBIM SIBJISIETCS] BOIIPOC 00 ONpeiesieHHH, YTo
SIBJISIETCS JIyUEBBIMH PEaKLMSIMU W JIydeBbIMH MTOBPEXKIAECHUSIMU
Cep/IeyHO-COCYIUCTON CUCTEMBI.

JlyueBble peakuuu CepjeuHO-COCYUCTON CHCTEMbI OT-
HOCSITCST K PAHHUM U3MEHEHHUSIM U MPEACTaBISIOT COO0H OCTphle
NaToJIOTHIeCKUe TPOIEeCChl, BO3HHMKAIOIIHE TPH TPOBEIEHUH
JIy4eBO# Teparnuu Wid B OJMKailibe CPOKH Mocje ee OKOHYa-
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HHsI, TIPOXOJIsilMe yepe3 2—3 Hel. CaMOCTOSITEIbHO WJIM TPH
BO3ICHCTBUH CMELHAILHOTO JICUCHHS.

KyueBbIM MoBpexaeHUsIM CepIeYHO - COCYTUCTON CHCTEMBI
OTHOCSIT €€ MaToJJOTHUeCcKHe H3MEHeHH s, BO3HUKAIOLIHE B OTAA-
JICHHBII IePHO/L [T0CJ1e JIyUeBOH Tepaluu U XapakTepu3ytoLiecs
HeOOPATUMBIMH  MOP(OJIOTHYECKUMH N (PYHKIIHOHABHBIMU
HapylieHusiMu. '

C naToMopoJIOTHUECKOH TOUKH 3PEHHs JydeBble peaklnu
CepIEYHO-COCYIMCTON CHCTEMbl MOXKHO CPABHUTb C TOTAJILHOH
BOCMAJIMTEJILHON peakluell CTPYKTyp cepaua U pa3BHTHEM Iie-
pUKap/uTa, MUOKapAHTa, SHAOKAPAHTA. DTH U3MEHEHHsT MOTYT
NPOSIBJATLCS B BUJIe HAPYLIEHHS CEPACUHOr0 PUTMA U IIPOBOJIH-
MOCTH, CHHJKEHHSI CUCTOJIMIECKOH (DyHKLIMH JIEBOTO JKeJlylouka
cepaua (PW), yeyrybienust niieMun muokapa. '’

K uncsty no3aHux JTydeBbIX MOBPEXKACHHA OTHOCUTCST Pa3BH -
THe (PUOPOIHBIX U3MEHEHUH, MopaKeHHe KAanaHoB cepaua, mpo-
rpeccuposanve MBC n XCH, nepukapaura, KapanoMUTONaTHH.
Bce 310 NpuBOANT K yXYALLIEHHUIO KAY€CTBA JKU3HHU U YBEJTHUCHUIO
CMEPTHOCTH GOJBLHBIX. 513

Kaunuueckue nposiBjleHUs paHHUX JyuyeBbIX peaKLMii
cepaevHo-cocyauctoil cucrembl. Ha pannem srtane 60J1b-
LIMHCTBO Kap/Ha/bHbIX H3MEHEHHH TPOTEKAIOT CKPLITO U JHa-
THOCTHPYIOTCS TOJILKO € TOMOLLbIO HHCTPYMEHTAJIbHBIX METO/I0B
UCCIe/I0BAHUS.

Tak, namenenus IKI mpu octpodt jyueBoii 60J€3HH HOCAT
Hecrnelupuyecknii  xapakrep. OHM  BK/IIOYAIOT —CHHWXKEHHE
BOJIbTaXKa, paclinpenne Komraekca @RS, nameHenye cermenTa
ST, croiikoe ymuionieHue 3y61oB 7 U CcriaxKeHHOCTb 3ybua P,
3aMe/yieHle BHyTpHcepAeuHoil npoBomumoct. Kpome Toro, B
psiie c/yyaeB 9TH M3MEHEHHs] MOTYT OTCYTCTBOBATb, HECMOTPSI
Ha y»Ke UMEeIOLIHICs BbipaXKeHHbIH (hr6po3 MuoKapa.'!

[Ipn cyrounom wmounutopuposanun IKI, nposeneHHoMm
nocje obJydeHus: o6sacTh cepaua, OblJI0 YyCTAHOBJICHO, YTO Y
60JIbHBIX 00Llee YHCJI0 OJMHOYHBIX SKCTPACHCTOJ yBeJUYMBA-
JIOCh OT HECKOJIbKHX JECATKOB [0 HECKOJIbKMX COTeH B CYTKH,
PaHHHUX 9KCTPACKCTON — C eIMHUYHbIX SMTH30/I0B JI0 HECKOJIBbKHX
JIECAITKOB B CYTKH. DIH30/1bl 'PYNMOBbIX KCTPACHCTOJ U NTEPHO-
JIOB ACHCTOJIHH, OTCYTCTBOBABIIIHE JI0 JY4eBOH Tepamuu, mocjie
Hee BBIABAAIACH Yy 54 % GOMBHBIX. DTO CBHETEJLCTBYET O
BO3HUKHOBEHHU 3JIEKTPHUECKON HeCTaOMJIbHOCTH 00JIy4eHHOrO
MHOKapjia U PUCKE TOSIBJICHUST aPUTMUH BBICOKHX Tpajialiuil 1o
Jlayny.!®

YoKe TIpH JIOKaJIbHOM OJIHOKPATHOM 06JIydeHUH 30HbI Cepl-
ua B 103e 2—3 [p uHorna HaGMIOAAIOTCS TTPEXO/sLas CHHYCO-
Basl apUTMHSl U €IMHUUHbIE JKEJYyJOYKOBble SKCTPACHCTOJIDI.
B 15 % ciydaeB BLIAIBJsIETCs CHHKEHHE COKPATHTEJbHOM
cnocoGHoCTH MHOKap/a, B 12 % — GeccHMNTOMHbII 9KCCy/a-
THBHbII TEPUKAPIHUT, YTO OTPAKAET JIOCTOBEPHOE yBesHYeHHe
YACTOTbl M3MEHEHHS KOHEYHOH YaCTH KeJyJ0YKOBOIO KOM-
nJiekca. XapakrepHa TeHAeHUHUs K cHIKeHuio AJl u cunycoBas
TaxuKapausi, 6o/jee BbIpayKeHHBIC TIPH OoJiee BBICOKHX 103aX
o0Jqyuenust. '’

[TocTyyueBble  MHOKapauThl BeTpedatotess B 18—31 %
cnyyaeB. B ux marorenese GoJblioe 3HaYeHHE MPUHALICKUT
HAPYLICHHIO MHUKPOLHUPKYJSLNY, CBSI3aHHOMY C YBEJHYCHHEM
MPOHULIAEMOCTH MEJIKHX COCY/IOB U COCYAMCTBIMU CTa3aMH, YTO
o6Jieryaet MpOHUKHOBEHHE B K/JIE€TKH HH(EKIIMOHHbBIX areHTOB H
anrtures. !t

KavHnueckue nposiBieHUss MNO3JHMX Jy4eBbIX MO-
BpeXJIeHHUil cepaevyHO-cOoCyAuCTON cucTeMbl. [lo naHHBIM
JINTEepaTyphl, TIepUKapauT MoxKeT HabuiogaTbess y 10—15 %
60JIbHBIX, MOJABEPriMxXcs oO6Jy4eHHIO CPEJOCTEHHsT B Jl03€
6osiee 40 Ip. Ero pasButue MoxKeT MPOUCXOIUTh KaK B paHHHE,
TaK 1 B OTAJeHHbIe CPOKH MOC/Ie OKOHYAHHS JIydeBOH Teparuu.
[Topakenue nepukapsa B paHHHE CPOKH MOXKET ObITb 06YCJIOB-
JIEHO HEKPO30M TMpPHUJIEKALLHUX K CeP/Ly Y4aCTKOB OMyXOJH, M0
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Mopaxexue cepaya npu NPOTMBOONYXONEEBOI Tepanun nuMtom

MOBOJIy KOTOPOH MPOBOAUTCS JyueBoe JiedeHne. OHO MOKET
MPOSIB/IATLCS KaK OCTPbIM CHMITOMHBIM 3KCCYaTHBHBIM Te-
pPUKapAUTOM, TaK U 6€CCUMMITOMHON TpaHCcCyalner B MoJ0CTh
nepukapia, a Takke SIBJCHUSIMH HapacTaiolleil BO BpeMeHH
KOHCTPUKILHH, 18

Jpyras ¢opma Tedyenus: 6oJe€3HH MeprKapaa — XPOHHUE-
cKasl, 3aKJIoYalonlascs B Pa3BUTHM XPOHMUECKOTO BBIMTOTHOTO
WJIH KOHCTPUKTHBHOTO TepUKapiuTa. PUCK KOHCTPHUKTMBHOTO
nepukapaura — ot 4 o 20 % — 3aBMCHT OT METOMKH U J103bl
o6Jtyuenus.'® OO6bIYHO TMpUMeHsieMasi TPH  KOHCTPUKTUBHOM
NepUKapIUTe TEPUKAPIIKTOMHS Y MNalHMEeHTOB C JyueBbIM
nepukapautoM He odenb sddekrupna. Coobuaerea o 21 %
nepHornepaloHHoOl JIeTalbHOCTH MaLMEHTOB C PaAHalHOHHO-
MHyLIMPOBAHHON KOHCTPUKLIMEH MepuKapaa. 1o oObsicHseTCs
HepelKo pa3BUBAIOLICHCs Y 3TUX OOJNBHBIX BMECTE C MepuKap-
JIITOM PECTPUKTUBHOH KapHoMHOMNaTHel BeeacTBHe prubposa
MHOKap/ia, KOTOpast 3HAYUTEIBbHO YXy/AIllaeT Pe3yJ/bTaThl MepH-
Kap9KTOMHUH.>

Kpowme toro, obsyuenuie o6s1acTu cepila NpUBOJAUT K pas-
suthio UBC y 5—10 % 6osibHbIX (4acToTa yBeJuuHBAETCS,
€C/IN JledeHHe MPOBOJUJIOCH B MOJIOJIOM BO3pacTe ), U3MEHEHHIO
co cToponbl Kjananos cepaua — y 15—30 %, napyuenuio
nposogumoctd — y 0,5 %, Bresannoii cmeptd — B 0,5 % caty-
yaes. [Ipu BceM 3TOM 4acTo M3MeHEHHs! CepeUHO-COCYUCTON
CHCTEMBI JI0JITO KJIHHUYECKH He NPOsIBJIsIOTCS. 16

YBesnuenue pucka MIBC o6bsicHsieTes TeM, 4To KOpoHap-
Hble aPTEPUH PaCIoIokKeHbl CyOIMUKaPAUAIBHO MO/, JKUPOBBIM
ClI0EM W 4acTO CTPafaloT TpH JyuyeBOH Tepamuu. Y MHOTHX
60JIbHBIX, TOJTYYaBILINX JYYEBYIO TePAIHIO HA CPeOCTEHHE, BITO-
CJIJICTBUH BBISIBJISIHCH CTEHO3bl KOPOHAPHBIX aprepuit. [lpu
9TOM OJISILLIKH, CTEHO3UPYIOLLHE TTPOCBET, HHUEM He OTJIMYAJIUCh
OT aTepoCKIepOTHUECKUX. OTIMUUTEIBHON YePTOH KOPOHAPHBIX
aprepuit 06/ydeHHOr0 cepila OblIo HHTEHCHBHOE (BHOPO3HOE
yTOJIleH e aiBeHTHLIH, a TaKsKe addysHas u/uin JokaabHast
norepst BHyTPEHHHX M (0COGEHHO YacTo) HAPyKHbIX 3JacTHUe-
cKkux Mmem6pan.!!

OnHUM W3 THIIHYHBIX NPOSIBJIEHUT JlydeBo# GoJ1e3HH cepala
SIBJISIETCS] Cy’KeHHMe YCTheB KOpOHapHbIX apTepuit. Kpome Toro,
06JslydeHHe MOKET BBI3BIBATh 3HAUUTENbHOE pyblieBaHue cy6s-
MUKAPAKAJIBLHON KUPOBOH TKAHH, UTO MPUBOMUT K CAABJIEHHIO
KPYMHBIX KOpOHAPHBIX cocynoB. [ Ipu aurnorpacudeckoi oleHke
KOPOHAPHBIX apTepHHl y MallMEHTOB YacTO 06HAPYKUBAETCS BbI-
COKasl CTereHb CTeH03a NPOCBETa MPaBoil KOPOHAPHOH apTepuu
1 BOBJIeUeHHe JieBOi BeTBHU.!7

O6patiaet Ha ce6st BHUMaHUe pa3BUTHE MOJ0OHBIX U3MeHe -
Huit y mosiozibix Jioneit. L. F Fajardo takxke otmeuasn 60’/bliyto
4acToOTy MOpakKeHWH BeHEUHbIX apTepHil cepjlia y MaileHToB,
06J/TydeHHBIX HMEHHO B MOJIOZIOM Boapacte.? DTOT (akKT elle pa3
TMOJTBEPKIAET OCHOBHOI 3aKOH Pa/IHOGHOJIOTHH, B COOTBETCTBHH
C KOTOPBIM GoJiee TszKeJible MOC/IeICTBHS PAHaLlMOHHOTO Nopa-
YKEeHHUsI BBISIBJISIIOTCS] B MUTOTHUECKH aKTHBHBIX TKAHSIX, KOTOpPbIE
1 11pe06J1aatoT y MOJIOBIX.

Puck cmepTtn oT mHapkra MHOKapia BO3pacTaeT B OT-
JIaJICHHBIN MEepHOA TToce 06MydeHHsT CPEIOCTEHNST H XMMHOTE -
pamuu (GoJiee 7 J1eT) y MallMEHTOB, MOJMyYaBIIMX HHTEHCHBHYIO
Teparnuio Mo MOBOJY PaclpoCTPAHEHHbIX CTaJHI JUMPOMbI
XoyukknHa. BoJsie3Hb KOpOHAPHBIX apTepHil B TaKMX CJydasix
Tpebyer 00s513aTe/IbHOA  XMPYPrUYecKol peBacKyJisipHU3aliui
MHokapja.'?

Pazutne MBC y TOXWIBIX MallHEHTOB, TOIBEPTIIHXCS
JIy4eBOH Tepanuu ¢ oOJIydeHHEM CpPeoCTeHHs!, ycyrybJsieTcs
BO3/IeHiCTBUEM JPYTHX, OOCBIMHBIX /sl MOMYJSUHH (PaKTOPOB:
M36bITOYHAsT Macca TeJa, THIEepXoJecTepUHEMHUs], caXapHbIi
anabeT, cepedHO-COCYIUCThIe 3a00JeBaHnsT B aHaMHe3e U
T. 1.'% TlosTOMY TPYIHO YCTAHOBHUTL BJIHsiHME OOJIydeHHsl Ha
pa3BUTHE KOPOHAPOAHTHOCKJAEPO3a Yy 3ITOTO KOHTHHIEHTA
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00JIbHBIX U CPABHUTb €ro C JPYTMMH BO3PACTHBIMH TpYIIaMH.
Tem He MeHee oTmeuaercsi GoJiee BblcoKasi 3a00/1€Ba€MOCTb
MH(papKTOM MHOKap/a Yy 60JbHBIX C JydeBoil 60JIe3HbIO cepala,
a B OTHAJEHHBbIH Tepuoa HaOJIONeHUsT KOHCTAaTHPYeTCs pPOCT
Yhcsia clyyaeB BHE3AMHOW KOPOHAPHOH CMEPTH 10 CPaBHEHHIO
C rpymnmoit Koutpossi.'®

OO06JyueHne CpelocTeHHsl YacTo MPUBOJUT K M3MEHEHHUSIM
KJIaMaHoB cep/ilia, KOTOPbIe Yallle BCEro CTAHOBSATCS KAMHUUECKH
SIBHBIMH MTPUOJIH3UTENBLHO Yepe3 5 JieT nocsie obsydeHusi. Kia-
NaHHas MUCYHKIIUS, KaK TPABUJIO, MPOSIBJISAETCS KJIHHHYECKOH
KapTHHON 3aCTOMHOW Cep/IeyHOH HEA0CTATOYHOCTH M OJIbILLIKH,
[P TOM TPYAHO BbIAEJIHTb OTHOCHTEJIbHBIN BKJAJL Kax10ro
13 (PaKTOPOB — KJAMaHHOTO TOPAXKEHHUS M PECTPUKTHBHOH
KapaMomMuonaTuu. B nonosnenue HapylieHue pyHKIMH JIETKUX U
BBIMOTHBIN TJIEBPUT MOTYT UTPATh CBOIO POJIb B PA3BUTHH OJIbINLI -
KH, MO3TOMY OJIbllIKA Y 3THX OOJIbHBIX yallle BCETO SIBJSETCS
MHOro(aKTopHO# pobJemoii. 320

B ocHOBe M3MeHeHHI KJaMaHOB JIEKUT KaJblUUpUKALKs
cTBOpOK. [1pu 3TOM UMeloTCs onpejiesieHHble 0COOEHHOCTH MO~
pakeHHsl KJanaHoB y 3THUX OOJIbHbBIX. Tak, Mpu peBMaTHUECKOH
9THOJIOTHH TTOParKeHHe MUTPAJILHOTO KJlanaHa XapakTepuayer-
csl CJMNUMBBIM MpolieccoM. [lepBoHauasnbHOl JloKanu3aluen
CpalleHHH sIBJSIIOTCS MaJlONOABHAKHbIE YUACTKH, NPUJeKalle
K (ubpo3HOMy Kouiblly. [IponMcXomuT vacTHuHOE cpalleHHe
KOMHCCYP U U3MEHEeHHUsI MO/IKJIallaHHOr o arnmnapara, yToJeHue
1 caustiie xopi. [1pu nopaxkeHuu Kjianana B pesyJibTaTe Jiy-
YeBOT0 BO3ACHCTBUS, MOCKOJbKY dalie o6JydaeTcs repeinee
cpelocTenue, 6obliie BCEro CTPafaloT CTPYKTYPhI, Monaaio-
lMe B MJOCKOCTb pajnoakTuBHoro Jjyda.'®!” I[pu nopaxenuu
MUTpPaJILHOTO KJanaHa HauboJiee yacTo pa3puBaercst Gpuobpo3
M TYTOTIOJBHKHOCTL MPOKCUMAJbHOH 4YacTH €ro rnepenHei
CTBOPKH.

[Tox HalwMM HabJIIOLEHHEM HAXOAMJIACh NaluenTKa 45 Jer,
noJtydaBliiasi JiyueByro Tepario Ha cpejocteHue B ose 40 Ip, y
KOTOPOH 0TMeHasioch pa3BUTHE XapaKTepHbIX H3MEHEHHH Kiana-
HOB Uepes3 HeCKOJIbKO JIeT M0cJ/1e OKOHYAHHUSI JIydeBOI TeparuH.
Ha puc. 9 BuaHbBI MpakTHIECKH HEH3MEHEHHbIE MUTPAJbHBIH U
A0pTaJIbHBIH KJanaHbl MOCJe OKOHUAHUS TIPOTHUBOOIMYX0JEBOTO
JleueHust. BbipakeHHBIH KaJblIIMHO3 MUTPAJbLHOTO KJjaraHa
pasBujics B TeueHwe 3 JeT HabJofeHUs 3a 3TOH OGOJLHOH
(puc. 10).

OTH U3MEHEHHUsT COMpPOBOXKIAMUCH PA3BUTHEM Te€MOJMHA-
MHUYECKM 3HAYMMOH MUTpaJibHOH peryprutauuu (puc. 11) u
cepeuHoil HefoctatounocTbio 111 yHKIMOHAIBHOTO Kilacca.

Kapanoxupypruueckoe JiedeHue OGOJbHBIX C MOpaxKeHHeM
KJIaraHoB BCJEACTBHE OOJYUYEHHS YacTO Majod(PQeKTHBHO,
npexjae Bcero IMOTOMY, UYTO OOPaTUMOCTb CHMITOMATHKH
MOKEeT ObITh HEMOJHOH M3-3a HaJMuusl PECTPUKTHBHOH Kap-
JIMOMHOTIATHU M 3aCTOHHOH CepliedHoil HeIOCTAaTOYHOCTH, a
TakKe HapylleHus hyHKIMK Jerkux. [TepruonepaloHHbIA pUCK
y 3THX GOJIbHBIX PEe3KO BO3PAcTaeT M3-3a MOpaKeHHs cepjua
U BHEKApJHaJbHbIX HapyLIeHHH, BKJIOUAIOIINX KaJbLH(PUKA-
LU0 aOpThl U MOpayKeHWe JPYyrux opraHoB. Kasbuudukaims
A0PTaJILHOTO KJaraHa M KOpPHs a0pThl MOXKET c¢Jles1aTh BecbMa
3aTPYAHUTE/ILHBIM TIPOTE3HPOBAaHHE A0PTaJLHOTO KJanaHa, a
OTCYTCTBHE paCUIMPEHHst KOPHSI A0PThl MOXKET OFPaHUUHTb pas-
Mep UMILIaHTHpoBaHHOro 1potesa.'®?’ [TosTomy nokazaHuem K
KapIMOXUPYPrHU€CKON Orepalyu 10J2KHO ObITh OUEHb TSKe0€e
nopazkeHue KjarnaHa, 3HauuTe/IbHO CHUKAlOLIee KaueCTBO XKH3-
HU U cosjlalolllee Yyrpo3y MpekaeBpeMeHHO! CMepTH NauueHTa.
[ToBTOpHBIE OMepaluu y 60JbHBIX ¢ 00JyYEHHEM CPELOCTEHHUS
KpaliHe TpPyAHbl, OTOMY YTO MPOLECCHl, BbI3BAHHbIE JyUeBOH
Teparnue, He TPEKpallalnTcs U B CPEAOCTEHUH UMEIOTCS Bbl-
paxkennble cnaiiku. [ToaToMy npu omepainusx Ha KOPOHAPHbBIX
apTepusx y TalHMeHTOB TOCJe JIydeBOH Teparuu Jaxke yMme-
peHHasi IUCQYHKIIUS a0PTAJbHONO KJjanaHa J0JDKHA CJYXKHThb
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Puc. 9. Oxokapgnorpamma 60nbHON HENOCPEACTBEHHO Nocne fy4eBon Te-
panuu Ha cpepocTeHue. MNapacTepHanbHas No3vumMs ANVHHOW OCK cepaua.
BuaHbI HEM3MEHEHHbIE CTBOPKU MUTPANLHOMO M aopTanbHOMO KnarnaHos

Puc. 10. Oxokapauorpamma Tol xe 605bHON Yepe3 3 roga nocne ny4eBon
Tepanuu Ha cpefiocTeHue. MNapacTepHanbHas No3vLmsa ANMHHOM ocy cepaua.
BugHo yTornLEeHNe OCHOBaHUA nepefHen CTBOPKU MUTPANbHOMO, MNOBbILLEH-
Has 3XOMNOTHOCTb a0PTanbHOro KranaHoB

Puc. 11. Oxokapanorpamma Ton xe 601bHON. eMoaMHamMnyeckn 3Ha4mmMas
MUTpanbHas peryprutaumns B pesynsrate nopaxeHus ero CTBOPoK

MOKA3aHWEM K €r0 MPOTE3UPOBAHUI0 BO H30EKAHHE OMACHOCTH
MOBTOPHBIX orepaluil B Oyayiiem.?!
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Takum oOpazom, MHoroo6pasue KJIHHHYECKHX [MPOSIBJICHUH
JlydeBOl O0JIe3HH cepila, YacTo JIMTENbHbIH [1ePUOJ CKPBITOIO
TEUEHUs] M MPOTPECCHPYIOUIMH Xapakrep 3a0oJieBaHUs IOJ-
UEPKUBAIOT HEOOXOAUMOCTb PAHHEr0 M MPOJOJKHTENLHOTO
JIMHAMHYECKOro HabJII0JIeHHs] 332 MalUeHTaMH, MOJy4yaBIINMU
JIy4eBYIO Teparuio Ha CpeloCTeHHe, JJsl CBOEBPEMEHHOrO Bbl-
siBJIEHHUsT (POPMUPYIOLIMXCS H3MEHEHHI H BOBMOXKHOCTH JIeUEHHST
TaKHMX OOJIbHDBIX, a TAKKe 03HAKOMJIEHHS] IPAKTHYECKOro Bpaya ¢
MOTEHLHMAIbHBIMH [T0C/IEICTBUSIMH JIyd€BOMH Teparuu.
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SUMMARY

Histolytic sarcoma is a rare neoplasm with aggressive
clinical course and poor response to therapy. The disease is
often present in extranodal sites, most commonly intestinal
tract, skin and soft tissues. Spleen, liver, bone marrow,
central nervous system, bone involvement may be seen. It
is important to confirm the diagnosis using specific immuno-
histochemical markers. We describe a 53-year-old man with
skin, bone marrow (with necrotic changes), central nervous
system, bone involvement and discuss differential diagnosis
and treatment problems.
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[ucrnoumrapuas capkoma. KinHnueckui

cJydal U 0630p JIMTEPATYPbl

B. A. /loponun 1], 0. A. Kpusoaanos [2], A. B. Heuecriok [1], A. B. [TusHux [3]
P E® EPAT

MMcTnoumTapHas capkomMa SIBRSieTCs pegkMm 3aboneBaHNEM C arpeccuB-
HbIM XapakTepoM Te4YeHusl, HeGNaronpUsATHbIM MPOrHO30M U MSIOXUM OT-
BETOM Ha Tepanuio. [ns Hee xapakTepHbl 3KCTpaHoAabHbIE MOPaXXEHUS.
Yaule Bcero B naronorndeckuin npouecc sonekatotca XKKT, koxa, mar-
Kne TKkaHu. MoryT nopaxaTbCs ceneseHka, nevyeHb, KOCTHbI mo3r, LIHC,
KOCTW. B AMarHocTunke BaxHoe 3Ha4eHne MMEET UMMYHOMMCTOXMMUYECKOE
nccnegosaHve. B ctatbe onmucbIBaeTCs KIMHUYECKUIA Clyyal rmcTuoum-
TapHOWM CapKOMbI y 53-NeTHEr0 My>HMHbI C MOPaXXEHNEM KOXM, KOCTHOro
Mo3ra (C HekpoTudeckumm nameHeHunsamm), LIHC n kocten ckeneta. Takxe

06CcyxaatTcs BONpochl anddepeHLmansHON QUarHOCTUKK U NeYEHNS.

KntoyeBble cnosa
rmcTuoumnTapHas capkomMa, 3110Ka4eCTBEHHbIN M’MCTMOLMTOZ, TMcTUoumTap-

Hasi numdooma.

BBEJAEHUE

Ha ocnoBannu ¢yHKUHOHAJIBHBIX, Yilb-
TPACTPYKTYPHBIX M MOP(OJIOrHUECKHX
0COGEHHOCTENl  KJETKH MOHOLUTAPHO-
MakpoarajsbHOil CHCTEMBI MOAPA3IeNsi-
IOTCSl Ha JIB€ OCHOBHbIE KAaTErOpPHH: MO-
HOHyK/IeapHble (aroluThl/Makpodaru u
JIeHApUTHBIE KJeTKH. [lepBble comepKaTt
B uMTONJIa3Me GOJIblIOe  KOJHYECTBO
JINBOCOMHBIX (hepMeHTOB M  00J1a/aloT
(harouuTapHoi akTuBHOCTbIO. OHU HMe-
I0T KOCTHOMO3TOBOE MPOUCXOXKIEHHE H,
nornaB B KPOBOTOK, Jlajlee MHIPUPYIOT B
TKaHH, Ijie NoABepraoTcs JuddepeHiy-
poBKe B Makpodaru/rucTHouTh. Paro-
UMTHl TPEACTABAEHbl  LUPKYJIHPYIOLIUM
MyJ0M (MOHOLMTBI) MJIH UMEIOT TOJBKO
TKaHeBOe TMpeJCTABUTELCTBO, HaNpH-
mep, kiaetku Kyndepa B nedenu.!® [Tpu
YJALTPACTPYKTYPHOM aHAJIH3€e B MX LUTO-
nsa3aMe 06HAPYKUBAIOTCS MHOTOUHCIICH -
Hble BaKyOJIH, JIM30COMbI, MHTOXOH/PHH
v (arnpoBanHble yacTuipl. MiMmyHoru-
CTOXMMHYECKOE HCCJIe/lOBAaHHE T103BO-
JISIET BBISIBUTH JIMBOCOMHBIE (DEPMEHTHI,
TaKue KaK JIM30LMM H O -aHTUTPHIICHH,
a TakxkKe TMPUCYyLIHE 3TOH KJIETOUHOH

aunun anturedsl CD68, CD11c, CD14
1 CD163.710

K nennmputhbiM kietkam (1K) or-
Hocsitest: hosnKy sipable JIK nepBuUHbIX
M BTOPHUHBIX B-KieTouHbIX (hoHKYI0B
JMbaTHIeCKUX y3JI0B, KJeTKH Jlanrep-
ranca (KJI) Koxk# 1 CJIM3UCTHIX 000/10UEK,
uHTepcTHuHanbible JIK, nuntepaurutupy-
totire JIK T-30HbBI TUM(aTHUECKUX Y3/I0B.
3a uck/odeHneM hosankyasapabix JIK,
MPEJITOJIONKNTENBHO UMEIOLIUX CTPOMAJIb-
HOE TPOUCXOXKIEHHE, OcTabHble BHIbI JIK
MMEIOT €IMHOr0 C MOHOLMTaMM KOCTHO-
MO3rOBOT0 MPELECTBEHHUKA H CXOJHbIE
HauaJibHbIe Tarbl AU hepeHInpoBKH. >3 1!
Bce 3TH KseTKM coaepKat Masio JIH30-
COMHBIX (DEPMEHTOB, TPAKTHUECKH He
Croco6HBI K (haroluTapHOl aKTHBHOCTH,
a UX OCHOBHOH (pyHKIIHEH siBJIsieTCst rpe-
3eHTalUs aHTUreHa Jumgoruram.' > Pas-
srutble THIBE JIK umeroT crneundgnyeckue
MoposIoTHIeCKHe W HMMYHOJIOTHUECKHEe
uepthl. Tak, dosutukyssipabie JIK xapak-
TEPU3YIOTCSl  HAJIMUHEM JIECMOCOM  TPH
YJIETPACTPYKTYPHOM — MCCJIEIOBAHUH U
ummMmyHocpenoturniom: CD21+, CD35+,
CDla—, SIOO-HPOTQI/IH-F/—‘ KJI u un-
tepcruumanbibie JIK conepxat BuauMble

(11 UKE Ne2 v, H. A. Cematko OAO «PXK[1», Mocksa

[21 Kadheipa remaronorim v uHtexcieHoi tepanim PMAIO, MockBa
[3] HauyOHaNbHbIA MEAUKO-XMPYPriaseckuii LeHTp M. H. V1. Tporosa, Mocksa
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B. A. [loponun v pp.

MpH 3JIEKTPOHHON MMKPOCKOMMM rpaHysbl Bbupbexka n umeror
nmmyHopenotun: CD1a+, S100-nporenn+, CD21—, CD35—,
CD68—. HMmmynocdenotun untepmurutupytonmx JIK S100-
nporenn+, CD68+,CDla—,CD21—,CD35—, acneuuduunbie
(MHTEPIUTUTHPYIOLINE ) MEXKKICTOUHbIC COCUHEHHS TTO3BOJISIIOT
OTJIMYUTb UX [TPH YJILTPACTPYKTYPHOM aHaJjuze. 51112

B knaccugukaunn BO3 2008 r.'* BbiiesieHbl cieyoline

BHJIbl OTyX0J1€ll U3 THCTHOLMTOB U JIEHJPUTHBIX KJIETOK:

@ ructuouutapHas capkoma (I'C);

@ OIyX0Jid, UMetole npoucxoxaenue ua KJI;

@ capkoma us uutepaurutupylounx J1K;

® capkoMma u3 osnukyaspHbix 1K;

@ Jpyrue peakue onyxoqu uz J1K;

@ JlMCCEeMHHMpPOBAHHAsH IOBEHUJ/bHAS KCAHTOrpaHyJieMa.

I'C siBasieTcst peiIKMM arpeccuBHbIM 3a6osieBannem. Briep-
Bble TEPMHMH THCTHOLIMTapHas capKoma» Obll MpeioKeH B
1970 r. G. Math u coast." OnHako B 3TOH ¥ MHOTHX JPYTHX
paboTax Toro nepuoja Bce HabJI0eHNS OCHOBBIBAJIUCH TOJBKO
Ha CXOXKECTH THCTOJIOTMUECKHX YepT OIMyXOJEeBBbIX KJICTOK C
rucTHolMTamMu/Makpodaramu. MHOKeCTBO paHee OMUCaHHbIX
cJlyuaeB  OINyXoJiel THCTHOLUMTAPHOH MPUPOIbl  («THCTHO-
UMTApHBIH  MeLyJ/ISIPHBIE  PETHKYJe3», «3JI0KaueCTBEHHBII
THCTHOLIMTO3», «FHCTHOLMTApHas JuMpoma» ) 1% npu nocie-
JIIOLIEM aHa/IM3€e C MOMOLILbI0 HMMYHOTHCTOXHMHYECKHX H MO-
JIEKYJISIPHBIX METO/IOB HCCJIEI0OBAHMS OTHECEHBI K COBEPIIEHHO
MHBIM HO30JI0TMYeCKHM (opMam, HampuMmep K TakuM, Kak
aHaruiactuueckast KpynHokserounasi sumdoma (AKKJT) nim
nepudepudeckas T-kaeToynas nuMdoma, accounnpoBaHHas ¢
remoarountozom.?>?6 B 510ii CBS3H TPYAHO OOBEKTHBHO HH-
TeprnpeTHpoBaTh MyGJauKaluK, Beilene Gonee 20—25 et
Haszaj, TO03TOMY JOKa3aHHbIX Ha OCHOBE COBPEMEHHbIX
npejcrapienuii,ciaydaes I'C, o Bceil BUIMMOCTH, 3HAYHTEJIBHO
MeHbllle, YeM 3TOT TEPMUH yIIOMHHaeTcs B iurepatype. Hixe
npeacTaBjeH pasbop W ob6CyxXKIeHHe KJIHHUYECKOTo cilyvast
nauuenra ¢ I'C.

KNUHWYECKUIA CNYYAN

[Tauunent, 53 rona, ¢ ocenn 2003 r. o6paTHJ BHUMaHKWE Ha T0-
SIBJIEHHE TISITHUCTO-MAMyJIe3HbIX BBICHIMTAHWH Ha KOXKe roJieHel
1 JieBoro mnpeanaeubs. K Bpauy He obGpauiancs. C aBrycra
2004 r. cTas oT™MeuaTh HapacTaollyio 0611y c1ab0CTh, MOBBI-
IIeHHe TeMIepaTypbl Teja 10 PeCpUbHbIX LUPP, CYyXOCTh BO
PTY, Kaxy, MOJUYypHIO, OHEMeHHe KUCTel U cTon. B cenrsiope
2004 r. ¢ BbILIeyKa3aHHBIMU KaJ00aMU B TSI?KEJIOM COCTOSIHHU
FOCMUTANM3UPOBAH B rematosiorndeckoe otnenenne LIKDB
Ne 2 um. H. A. Cemamko OAO «P)K[1». Ilpu ¢usnkansHom
06C/IeIOBAaHIN Ha KOoxKe 06eHX rosieHell U JIeBOro Mperieubs
BH/IHBI TISITHUCTO-T1aryJie3Hble BbIChINaHust PUOJETOBOTO 11BETa
ot | 10 5 cm B inametpe (puc. 1). [Tepucdepuueckue mumdoys-
Jibl He YBeJIHUEHDI, NaJbIUPYeTCsl HUKHUE TTOJIOC Cele3eHKH Y
Kpasi peGepHOH JYTH, BLISIBJISETCS CHMITOMOKOMIIIIEKC BSIJIOTO
napajinya (HapylieHne 4yBCTBUTEJbHOCTH C JIOKaJU3alued 1o
TUIy «I€pYaTOK» M «HOCKOB», CHHXKEHHE CHJIbl crubaresieit
najablieB 10 3 6asos, crubaresieil cTonbl — J0 2 0aJiios,
ruropedJeKkcus ).

B o6iiem aHanu3e KpPOBH MaHUUTONEHUS: TeMOTJIOOUH —
701/, spurpountel — 2,39 10'2/1, nefikouutnl — 1,7x 109/,

MuesouuThl — 4 %, najsoukosyiepHble HelATpopuin — 4 %,
cermentosiiepble Heiitpoduanl — 13 %, saumdouuts —
48 %, naasmatHueckue kiaetku — 28 %, MoHouutsl — 3 %,

TpoMGoumTE — 16 x 10°/1, COD — 65 mm/u. B 6noxumu-
YeCKOM aHa/H3e KPOBM MOBBIIEHBI: III0K03a — 25 MMOJIb/
(nopma 3,9—6,4 mmonn/n), JIUII — 3270 EJ/a (nopma
225—450 EJl/1). B moue: mporeunypus 0,27 r/a, caxap 1,5 %,
peakuust Ha aueToH ++.
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YuuTbIBasl HaJuuHe y GOJLHOrO MPOTEHHYPHH H I1a3Ma-
THYECKHX KJETOK B Mepudepudeckorl KpOBH, C LEeJIbI0 HCKJIIO-
YeHHs] TaparpoTeMHeMHUECKOro remMo0/1acTo3a, BBIMOJHEHO
MMMYHOXMMHUECKOe HCCIe/IoBaHHe KPOBH M MOouH. BrwisiBieHa
MOJIMKJIOHAJIbHAST THTIepraMMaro6yHHeMust (MOBBILIEH ypo-
BeHb NosMKAoHabHOrO IgA 10 332 ME/Mn), nporenmypust
neperpy3ki. MOHOK/IOHAIBHOI ceKpeLuH He 0OHAPYyKEeHO.

JIBax/bl BBIMOJNHEHA MyHKLMSI KOCTHOrO Moara. B o6oux
c/lyyasix M3-3a HaJlMuMsl B aclupaTe HeKpPOTHYECKOro JeTpUTa
ajeKkBaTHasl (pUKcalllsl 1 OKpacka nperapara, a Takxke jaudde-
PEHLIMPOBAHHDIN KJIETOUHBIN MOACYET ObIIM HEBO3MOIKHDI.

HMmmyHodeHOTHIHPOBAHHE ~ MOHOHYKJIEApOB  KOCTHOTO
MO3ra ¢ MCToJb30BaHHeM (a30BO-KOHTPACTHOH MUKPOCKOITHH:
noaasJsiioniee GOIbUIKHCTBO KJETOK, BbIICTEHHBIX U3 KOCTHOTO
MoO3ra, He 3KcnpeccupyloT aHturenbl B- u T-numdounmmbix
KJIETOK, KJIeToK MmuejounHoro psina (CD13, CDI14, CDI15,
CD33), obuwmii JefikouutapHbiii anturedn CD45 u aHTHUreHbI
SMUTEJHANBHBIX  KJIETOK  (LMTOKepaTHHbl). OkpalluBaHue
TaKMX KJETOK aHTHTeJaMH K HMMYHOMVIOOYJHHAM BbITVISIHT
Kak 1 hysHoe U, 110-BHAMMOMY, SIBJISIETCS HECTIELIMDUIECKHM.
[Tpu hasoBo-KOHTpPACTHOH MUKPOCKOMNH KJIETKH BBITISIAAT KaK
nosuMopHble HesauMbouable. Hapsity ¢ 3THM BcTpevaiores
equuuunble B- u T-mumdountel, nnasmatuieckue KIETKH,
9KCIPECCHPYIOLLHE MOJNUKIOHANbHbIE K- H A-1IeMH, OTIe/bHble
MHEJIOM/IHBIE KJIETKH.

[1pn HHCTPYMEHTAILHOM HCCJ/IeI0BAHHHU BbISIBJICHA YMEPEH -
Hast criieHoMeranust (137 X 41,2 Mm), yrioTHEHHE CTPYKTYpPbl U
MOBbILLIEHHE 9XOMeHHOCTH NapEHXUMbI MOJPKENYI0YHOM JKee3bl,
pa3Mepbl MOJKEJTYI0UHOM 2KeJle3bl Ha BePXHEH MpaHuLle HOPMbI
(rosoBka 31 mm, Teso 13 MM, xBocT 25 MM). 3a6pIOLIHHHbBIE
¥ BHYTPUrpY/HblE JIMM(OY3/bl He yBesuueHbl. Ha pentreno-
rpaMMax KOCTeH CKeJieTa OCTeO/IeCTPYKTHBHBIX M3MEHEHHH He
0GHAPY»KEHO.

[TaupenTy BbIMoOJHEHA JIBYCTOPOHHSIST TPEMaHOOHONCHS H
6UOMCHST OHOTO M3 0YAroB KOXKHOTO MOPAXKEHHUsT Ha TOJIEHH.

B nepBom TpenaHnoGuonTtaTte BeChb 00beM MeKOaJOUHbBIX
MPOCTPAHCTB 3alOJHEH HEKPOTHYECKUM JeTpuToM. O6HApYKH-
BAlOTCA HauyaslbHble MPOSIBJIEHHS OPraHU3aldl HEeKPOTHYECKHX
Macc. BerpeTtusnoch eIMHCTBEHHOE CKOIJICHHE KJIETOK MHeJO-
WIHOM TKaHH, cojleprkalliee Meraso6JacToUHbIe KIeTKH, MaJlo-
YUCJIEHHbIE TPAHYJIOLMUTBI, MEraKapPHOLUTh U IJ1a3MaTHYeCKHe
KJIETKH.

Bo Bropom Tpenano6uonrate MexK0asnouHble NPOCTPAaHCTBA
KOCTHOTO MO3Ta COAEPKAT HEKPOTHUECKUH IETPUT. B HEKOTOPBIX
sluefikax 0OHapy2KMBAETCsl KOCTHBIE MO3I, B KOTOPOM MHeEJIO-
WiHAs TKaHb MOYTH IIOJIHOCTBIO BBbITECHEHA pa3pacTaHUSIMH
KPYIHBIX aTHUIHYHBIX KJIETOK C OObEMHOH ONTHYECKH MyCTOH
LIMTOI/I1a3MON U OBAJILHBIM SPOM. S11pO COJEPIKUT OJHOPOJHBIH
MEJIKOJMCIIEPCHBII XPOMATHH U OJIHO MEJIKOEe sIPLILIKO Herpa-
BUJIbHOH (hopMbl. [TpH UMMYHOTHCTOXMMHYECKOM HCC/Ie0BAHUH
ATUNHYHbBIE KJICTKH B KOCTHOM MO3re MHHTEHCHBHO 9KCIIPeCcCHpy-
10T B uprornsiagMme CD68 (KP-1) u uzonum (puc. 2).

B nepme OT COCOYKOBOrO €J10s1 10 MOAKOXKHOH KUPOBOH
TKaHW KPYMHOOUAroBasi, MPEeHMyLIECTBEHHO MepPHUBACKYJISIPHAS
W TepHanmeHnKyJ/IsapHas onyxoJesast UHUAbTpauus. Kaetku
OIYXOJIM MMEIOT si/ipa HelpaBUJbHOH 0Ba/lbHOH, GOOOBHIHOH
WM CKlaq4atolt (opMbl; SPLILIKO MeJKOe H, KaK MpaBHJIO,
e/IMHCTBeHHOE. [TpH HMMYHOrHCTOXMMHYECKOM HCCJIeI0OBAHUH B
LIMTOI/1a3Me BCEX OIMyXOJIEeBbIX K/JIETOK MHTEHCUBHO IKCIIPECCH-
pyetcst CD68 (KP-1), nuzonum, B iuTonIa3mMe 4acTH KJIETOK —
MakpodaranbHbiii Mapkep (3A5), na mem6pane — CD45RO
(UCHL1)u HLA-DR (LN3) (puc. 3).

Ha puc. 3, E nokasana skcrpeccust nporernna S100 KJI
SMUAEPMHCA H OTCYTCTBHE ITOTO MapKepa Ha KJIeTKaX OMyXoJH
B JepMe. 3aKJIOueHHe: THCTOJOTHYeCKOe CTPOEHHE OIMyXOJIH
¥ HMMYHO(EHOTHIT OIYXOJIEBBIX KJIETOK COOTBETCTBYIOT [0O-
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Puc. 1. MNopaxeHve KoXu NeBoii roneHn

paXKEHHIO KOCTHOTO MO3Ta W KOYKH TMCTHOLUTAPHON CapKOMOH
C MAaCCHBHBIMM O4YaraMM HeKpo3a KOCTHoro moara. [TosiHocTbio
pe3yJsibTaTbl UMMYHOTHCTOXMMHUECKOTO UCC/IE0BAHUST KOCTHOTO
MO3ra 1 KOXKH MpeJicTaB/enbl B TabJl. 1.

YuuTbIBasi TsXKEJIO€ COCTOsIHHE GOJIBHOTO (CHMIITOMO-
KOMIJIEKC JIeKOMITEHCALIMH BIEpPBble BbISIBJEHHOIO CaxapHOro
nnaberta), TpoBoUIaCh HH(Y3HOHHAS U HHCYJIHHOTEPATHUs, UTO
M03BOJIMJIO HOPMAJI30BaTh YPOBEHb IVIIOKO3bl H KOMIIEHCHPO-
BaTb BOJHO-3JIEKTPOJUTHBIE HapymieHus. [locne Bepudukammm
JMarnosa mposeaeH Kype xumuorepanun 2-CDA 10 mr/cyt
B Teuenue 7 naHei. [locsie mepBoro Kypca XUMHOTeparuu:

Ta6nuua 1. Skcnpeccusa aHTUreHOB OMyXONeBbIMU KNeTKaMu npu
MMMYHOTMCTOXUMUYECKOM UCCIE[0BAHUMN KOCTHOrO MO3ra 1 KOXM

AHTUTENO KocCTHbI Mo3r Koxa
CD68 (KP-1) + +
nu3ounm + +
MakpodaransHbiii Mapkep 3A5 + +
CD1a - -
Mpotenn S100 - -
CD45R0 + +
cD3 - -
CD4 HA -
CD30 - -
CD20 HO -
CD79a - -
CD34 HA -
Muenonepokcupasa (MPO) HO -
MuenongHbiii mapkep (BM-1) HO -

Lintokepatunbl (MNF116) - -
HuakomonekynapHble umTokepatuHbl (35pH11) - -
MenaHocomHblit auTuren (HMB45) - -

HI — HeT AaHHbIX.

remorsio6us — 102 /a1, 3puTpouuThl — 3,16 X 102/, Jneii-
Kouuthl — 8,9 x 109/n1, muesiotntsl — 2 %, MasouKosaepHble
neitrpoduasl — 1 %, cerMentosiaepibie HelTpoduisl — 74 %,
sumbountsl — 11 %, monouutsl — 10 %, 6azodunn — 2 %,
TpomboruThl — 360 X 10°/1, COD — 28 mMM/4; aKTHBHOCTb
JUIT cuusnnace a0 539 EJl/n; Hopmanusopanach Temnepatypa
TeJsla; YaCTHYHO PerpeccHpoBajii CUMITOMbBI BSIJIOTO TapaJjunua,
KOTOpble OblJIM pacLeHeHbl KaK IposiBJIeHHs1 aHabeTHUeCKOH

Puc. 2. 'cTonoruyeckoe n WMMYHOI'MCTOXUMUHECKOe UCcnenoBaHna KOCTHOIo Moara:

A — KpYrHble o4ary HeKpo30B KOCTHOIO Mo3ra. CoxpaHeHbl HeGOoMbLLVE OCTPOBKM KIIETOK C aTUMMYHON Mopdbonorueit; 5 — onyxonesblii MHUNLTPAT (KPymHble
aTUNUYHbIE KNETKN C 06bEMHOW ONTUHECKM MYCTOWN LMTONNA3MOW 1 OBasbHbIM SAPOM; SAPO COAEPXXUT MENKOANCNEPCHBIN XPOMATVH U OQHO MENKOoe AAPbILLKO
HernpaBwbHOM opMbl); OKpacka reMaToKCUIMHOM U 903UHOM, X 400; B — onyxonesbliii nHgunsTpat CD68+, x 400; " — nNnU30LMM B LMTOMNIa3Me OnyXoneBbIX
KneTtok, x 400

www.medprint.ru 163



B. A. lopouuu v ap.

Puc. 3. lcTonornyeckoe n MMMyHOrMCTOXUMUYECKOE UCCNEROBaHNS KOXMN:
A — B lepMe, OT COCOHKOBOIO COsi 0 NOAKOXHOW XMPOBOW TKaHW, KpynHoo4aroeas, NepyBackynapHas n nepuanneHaukynapHas onyxonesas UHULTpauus;
okpacka reMaTtoKCUIIMHOM M 303UHOM, x 30; B — KneTku onyxonu UMeroT siapa HenpasubHON OBanbHOW, 6060BUOHON MM CKNagyaTon hopMbl; AAPbILLKO
Mesikoe 1, Kak Npasuio, eAVHCTBEHHOE; OKpacka reMaToKCUIMHOM 1 903UHOM, X 400; B — HeknacTepupoBaHHbIi, HYyBCTBUTENbHbIA U CneLndUyHbIN MapKep
makpodparos 3A5 (NC). MenkoTodeyHas akcnpeccus B umtonnasme, x 400; 7 — nM30uMM B LMTOMNa3Me OnyXosneBblX KNeTok, x 600; [ — HecneunduyHbIi
T-kneTtouHbln mapkep CD45R0O, x 200; E — npoTenH S100 mapkupyeT kneTku JlaHrepraHca anvpaepmuca. He akcnpeccupyeTtcst onyXoneBbIMi KneTkamu B
nepme, x 320

HeliponaTiH Ha (poHE JEKOMIEHCALMH caxapHoro auabera.
[Tocne 2-ro Kypca Tepanuu aHaiu3 KpoBH, akTUBHOCTb JIIAT
TMOJIHOCTBIO HOPMAJIH30BA/IMCh, PErPeCCHPOBANM KOXKHbIE T10-
paxkeHus.

C oxrsa6pst mo mapt 2005 1. poBesieHo 4 Kypca XMMUOTepa-
nuu 2-CDA. B nauase anpesst 2005 ., . e. yepe3 7 Mec. rocje
YCT@HOBJIEHHUST IMArHO3a, HACTYMHUJIO YXYALIEHHE COCTOSIHHSI B
BHJIe PA3BUTHS HIPKHEN TTaparnJieriu.

BosbHoO# rocnutanuanpoBat B cratonap. [1pu ocMoTpe Ha
KO2Ke 04aroB OryxoJsieBoro rnopaxenusi Het. [lepudepuueckne
JIUMOY3JIbL, MleveHb, cejle3eHKa He yBesnueHbl. HeBpoJioruue-
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CKHI CTATYC: BepPXHHIl Mapanapes, HIXKHSSI NaparJierusi, napes
IJ1a30/IBUraTe/IbHOro HepBa cripara (puc. 4).

O6umil aHa/qu3 KpOBU: T'eMOTJIOOHH — 132 r/a,
sputpountel — 3,7 x 10'2/n, nefikouutsr — 8,6 x 109/,
naJouKosie pHble HeHTpopuanl — 6 %, cermenTosyiepHble Hefi-
tpodubl — 84 %, mumcbouutol — 4 %, MoHouuTH — 6 %,
TpoMGouThl — 207 X 10°/1, COD — 25 mm/u.

B MmuesiorpaMme MpH3HAKOB OIyXOJIEBOTNO MOPaXKeHHsT He
0GHAPYKEHO.

Ananua nukBopa: 6esok 2,3 1/, unutos 13568/MKa1, Heii-
Tpodpuinl 2 %, aTunuuHbie Kaetkd 98 %.
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TvcTnouutaphas capkoma

Puc. 4. MNape3s rmazogsuratensHOro Hepea crnpasa

[1pn maranTHO-pe3onancHoit Tomorpacun (MPT) kapruna
MHO>KECTBEHHBIX BHYTPHUMO3TOBBIX OMyXOJieH C TpH3HAKAMH
OKKJIIO3UBHOH TUapoLiedalii, o4aroBoe MOpakKeHue TeJl IMo-
sponkor C, L, L, L, recTpykimm B G0KOBBIX Maccax KpecTia,
MO/B3/0LIHBIX KOCTSIX.

Takum 06pa3om, KOHCTATHPOBAHO Criel(HUECKOE TTopaxKe-
nue LIHC u kocreii ckesera. bosibHoMy HauaTa JiydeBasi Tepariust
C OJIHOBPEMEHHBIM BBEJIEHHEM LIUTOCTATHUECKHX MPErnapaToB B
CITMHHOMO3roBOH KaHas. OnHako Ha (oHe MporpeccHpyouieit
HEBPOJIOTHYECKOH CUMIITOMATHKH MallMeHT CKOHYAJICS.

O0bCYXAEHUE

B knaccuduxkauun BO3 T'C xapakrepusyeTcsi Kak 3joKaue-
CTBeHHasi mnpoJihdepalnsi KJIETOK, HMEIOUIX MOopdoJoruye-
CKHe W HMMYHOJIOTHYECKHe 0COOEHHOCTH, TMPUCYLIHe 3pesbiM
TKaHEeBbIM FHCTHOLMTAM.'? 3afoeBaHne MOXKET BCTpeUaThest B
Jo6GOM Bo3pacTe, OIHAKO B GOJILIIHHCTBE CJIydaeB — Y B3poC-
JIbIX (cpenHuil Bogpact 52 rona). Heckosbko vatiie 3a6osieBatot
MyKunHbl. 1 Kinnnueckoe teuenne ['C oObluHO arpeccuBHoe ¢
nHasnunem B-cumnromoB. [Iiist ['C yxke B ie6iote 3a6osieBaHust
MOMHUMO yBeJIMueHHsl JIMM(OY3J/I0B  XapaKTepHbl 3KCTPaHO-
JlaJibHble nopakeHusi. Hallle Bcero B naToJIOrHYeCKHH mporecc
Bomjaekaiotest JKKT, koka, Markue Tkanu. MoryT mopaxarbest
ceJie3eHKa, neveHb, KoctHblid Moar, [LIHC, koctu.?”? Panee jyist
JIOKaJIM30BaHHbIX (OPM 3a60JIeBAHUST HCHOMBL30BAJICS TEPMHH
«rucruouurapHast auMdoma». Ciydau ¢ MCXOIHO MYJBTHOP-
raHHbIM MOpa)KeHHeM B JIUTepaType 4acTo 0603HaYyauch Kak
«3JI0KAYeCTBEHHbIN PTHCTHOLIMTO3>» .32 B HacTosIiIee BpeMst, BHe
3aBUCHUMOCTH OT CTElEeHH pPacrpoCTPAHEHHOCTH OITyXOJIEBOIO
npotiecca, OOLIENPUHSTHIM SIBJSIETCS TEPMHH <THCTHOLMTAPHAST
capkoma».'® TIOMHMO TEepMHUHOJIOTHUECKHX HECOOTBETCTBHI,
KakK OblJIO YIOMSIHYTO BbIllle, MHOIHE CJlydau, OTHOCSILIMECs
paHee K TMCTHOLMTAPHBIM OIyXOJIsSIM, MOJABEPTHYTHl PEBU3HH.
R. M. Egeler u coaBt. mpoanainsupoBanu pedyasratsl 11 uc-
CJIENIOBAHUi, BKJIOYast COOCTBEHHOE, B KOTOPBIX [POBE/IEH
PETPOCHEKTHBHBIA ~ aHaU3  OIMyXoJsiel, JHarHOCTHPOBAHHbIX
KaK 3J10KauecTBeHHble TMCTHOLMTO3/THCTHOLMTAPHAS  JTUM-
toma. Beero B nccnenosanue Bk/aodeHo 164 ciyuasi. [Tocse
nepecmorpa 114 w3 Hux peknaccuduuupoBanbl Kak Ki-1
AKKJL, 24 — xak T- wiu B-kierounbie iuMdombl, 7 OTHECEHDI
K JIPyTUM remartosioruueckum saboseBanusim. Tosbko B 19 city-
yasx MOJATBEPIKIEH JHArHO3 3JI0KAYECTBEHHBIX THCTHOLHTO3a/
TUCTHOLMTAPHON JIHM(OMBL.3!

K penxnm Jokanusaupsiv ['C oTHOCHTCS MepBHYHOE MMO-
paxenne [IHC. Ono wmoxeT TposiBAATbCT JHOO HaJIHUHEM
OJIHOTO WJIM HECKOJIBKHX COJIMHBIX 00pa3oBaHHi B BeleCTBe
FOJIOBHOTO  M03ra, JHO0 TOPayKeHHEM MO3TOBBIX 000JIOUEK.
Caydyan ¢ nopaxkennem LIHC xapakrepusytorcsi arpeccHBHBIM
KJIMHUYECKUM TeYEHHEM C MeIMaHOoi BbkuBaemocTu 4,5 mec.?3-36
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JIMb y oJHOro MNaillMeHTa peluauB 3a6osieBaHUs PA3BUJICH
crycersi 3,5 rojia mocse XHpPYypruueckoil pe3eKldd M JyueBOH
tepanmun.’® B npuBeeHHOM Bbillle KJIHHMYECKOM MpHMepe
nopaxxenue [IHC koncratupoBano y 60sbHOTO ciycTs 7 Mec.
nocsie yctaHoBJeHHs auarHosa. CjemyeT OTMETHTb, UTO ApY-
rie TnposiBleHUst 3a60/eBaHus (MOpaskeHHe KOCTHOTO MO3Tra,
KOXKH, CeJIe3eHKH, B-CHMMITOMBI) MOMHOCTBIO perpeccHpoBalIH.
Hesposioriueckasi cuMnToMatika B BHIE CHMIITOMOB BSUIOTO
napasnnua B 1e6rote 3a6oJieBaHusl, KOTOpast MocJe Hadasa Te-
parui 4YacTHYHO pa3peliniach, TpaKToBaJlach KaK MposiBJIeHHe
nuabetnyeckoil Heriporiatuu. OIHAKO, YUUTbIBas MOCJEyIolIee
pa3BUTHE KIWHUIECKOH CUTYAIUH, HEJIb3sT UCKIIOUNTh HCXOTHOE
nopaxkenue LIHC. B nannom ciydae 6biia fiBHast HEAOOLIECHKA
HeBPOJIOrHYeCKOH KapTHHBI, KOTopasi TpeGoBaJsa uccaeoBaHus
JIMKBOPA M TOJIOBHOTO MO3Ta MpH NMepBUYHOM o06caeaoBanuu. [1o
BCel BUIMMOCTH, XOTsI TOUHbIX PEKOMEHJALMI 110 3TOMY MOBO-
Ny He cyuiectByeT, npu ['C cienyeT mpoBOIUTL HCCeI0BaHNe
JiKBopa U npoduiaaktuky nopaxenus LIHC ¢ camoro Hauasa,
0COOEHHO TMPH MYJILTUCHCTEMHOM MOpPaXKEHHH. 37€Ch YMECTHO
MPOBECTH aHAJIOTHIO C THCTOTEHETHYECKH POJICTBEHHbBIM 3a60Jie-
BaHHEM — OCTPbIM MOHOGJACTHBIM Jsiefiko3oM (OMonJl), npu
KOTOPOM HCCJIe/IOBaHHE JIUKBOPA U MpodUIaKTHKa MOpaXKeHHs
[IHC Bk/toueHbI B MPOTOKOJ 06C/I€I0BAHHUS 1 JICUCHHS.

[Topaxenue koxu npu I'C siBJsieTCs1 01HAM U3 HauboJIee Xa-
paKTepHbIX CUMITOMOB 3a6oJieBanust. OHO MOXKET MPOSIBASTHCS
HaJUYUeM OJIHOTO WJIM MHOXKECTBEHHbIX MNaryJ/JOHOLYJsPHbIX
00pa30BaHUil Ha J1I0OOM y4yacTKe TeJsld, HO [PEeUMYLIeCTBEHHO
JIOKAJIU3YIOIIMXCS HA KOHEUHOCTSIX U sirofuiax. Vx uset Bapbu-
pYeT OT aHAJOTMYHOTO C OKPYKAOIIelH KOXKel 10 HHTEHCHBHO
¢uroseroBoro.  [ucTosioruueckn  OMyXoJib  XapakTepuayeTcst
ray6oKo# HHpUIbTpanuen nepMbl. MHpUIBTpaT pacnosaraetcs
MPEUMYLIIECTBEHHO BOKPYT MKEJIE3UCTBIX CTPYKTYp H COCYIOB.*
Kak BUIHO U3 Halllero nmpuMepa, Xapakrep KOXKHOI0 MopaxKeHHust
COOTBETCTBYET MOP(OJOrHYECKHM U THCTOJOTHUECKUM MPH3HA-
KaM, OIUChIBAEMbIM B JiiTepaType (puc. 5; cMm. puc. 1).

[1pn UMMYHOTMCTOXMMHUECKOM HCc/eoBaHuu auartos ['C
NperoaraeT KCIpeccHio ofHOT0 UK 6oJiee THCTHOLUTAPHBIX
AHTHUTEHOB, K KOTopbIM oTHocATest CD68, CD163 u qmsomm.
[Ipu 3TOM HO/KHBI OTCYTCTBOBATH AHTHIEHBI, MapKHPYIOIHE
KJI (CDla, nanrepun), donauxyaspusie 1K (CD21, CD35)
U Kjaetku wmuejouaHoi Junud (CD33, CD13, MPO).22
Kak CD68, Tak u JM30LUMM HMEIOT IpaHyJIsipHOE LUTOMIa3-
MaTHyecKoe OKpalluBaHde. B forosiHeHde K criellUIHbIM
FUCTHOLMTAPHBIM MapkepaM npu ['C 06bIuHO 3KCTIpeccHpyloTest
CD45, CD45RO u HLA-DR. 3xcnpeccusi nporenna S100,
xapakrepHasi juisi KJI, oGbiuHo caabast u hokasnbhas.?” Tlpu
['C He obGHapyKuBaloTCsi MeJjaHOCOMHBIN aHTureH HMB45 u
[UTOKEPATHHBI, UTO MO3BOJISIET OTJIMYATH 3TO 3a60JieBaHHE OT
MeJIAHOMbI U 3MUTEJHAIBHBIX OTyX0J1ei.%

&
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Puc. 5. MNepunapHekcanbHas onyxonesas UHPUNLTPaUMSA B rNy6OKMX CROSX
nepmbl, x 100
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C Hauieil TOUKHM 3peHHs, HauboJsiee TPYIHBIM B IPEICTaB-
JIEHHOM cJlydae sBJsieTcs AU pepeHINanbHblil THarHo3 MexKIy
['C u OMonJI. Kak BuaHO M3 aHamHe3a, KO:KHOE MopaXKeHue y
60JIbHOTO BOHHKJIO 32 TOJ IO Pa3BEPHYTOH KapTHHBI 3a60/1eBaHHs
¢ TopaxKeHHeM KocTHoro mogara. Masecthbl mpumepsr OMonlJl,
JeOI0THPYIOIME C TOPAXKEHHsT KOXKH, a TOJMbKO 4epe3 KaKoe-TO
BpeMsi posiBJisitolLkecst Jieiikemuzatpei.?”-3 B nosbzy I'C cume-
TEJILCTBYET OTCYTCTBUE IKCIIPECCHH OIMYXOJIEBLIMH KJI€TKAMH Map-
kepoB MuesionaHol uuun CD33, CD34, CD 13, MPO, kotopble
B TOM HJIH MHOM coueTaHuu oGHapyxkuBatotest ipp OMonJ1.

Beumy penkoctu Hozosoruu craHaaptoB Jeuenns [C B
HacTosilllee BpeMst He cyuiectByeT. OmnucaHusi KacaloTcsi OT-
JeJIbHBIX CJydaeB, Tae B oCHOBHOM mnpuMmensancs CHOP u
CHOP-nono6uble pexumbl. B Hanbosee mpencraBuTebHON
paGore A. Tseng u coaBT. MpHUBeJEHbl Pe3yJbTaThl Teparuu
24 6oabubix CHOP u CHOP-nonoGHbIMEH pexxumamu. B 68 %
C/lydaeB JOCTHUTHYTA MOJIHASL PEMHCCHsl, MeIHaHa MPOJIOJAKH-
TEJILHOCTH KOTOpo# cocraBuia 30 mec. u Gojee.*® OpHako
pabota ony6srkoBaHa B 1984 r., a HaGop 60JBHBIX TPOBOAUICS
¢ 1973 no 1983 r. C ToukH 3peHUsT COBPEMEHHBIX CTAHIAPTOB
JIMATHOCTHKH PYKOBOJCTBOBATBLCS MPEICTABJIEHHBIMU JAHHBIMU
He COBCEeM KOppeKTHO. Bbi6op Tepamnuu B HalieM cjyyae ObL1
o6ycJioBsieH pekoMennauusimu International Histiocyte Society
no reparnuu 2-CDA rucruouunrosa uz KJ1.4° Ipyrum aprymenrom
SBJISTIIOTCS laHHbIe 0 TOM, uTo 2-CDA oKasbiBaeT HUTOTOKCHYE -
CKO€ JIEUCTBHE Ha MOHOLMTBI (71 VifrO W BbI3bIBAET BbIPAXKEHHYIO
MOHOLIMTOINEHHIO in 0ivo."!

B 3akmouenue xoresoch Obl OTMETHTb, YTO JAHHbIE MO JHAa-
rHocTuke ¥ Jiedenuio ['C 10 HacTosALEro BpeMeH! 0CTaloTCs BO
MHOTOM MPOTHBOPEUUBBIMHU, MTOSTOMY KAXK/IblFl PACCMOTPEHHbIE
cJlydail jayke Mpy HeYIOBJIETBOPUTELHBIX Pe3yJibTaTax Teparnum
MO3BOJIUT Jyullle MoHATh npupony I'C u cchopmupoBath Gosiee
COBEpIIEHHbIE MOJXOJbI K IUATHOCTHKE U JIEUSHHIO 3TOTO TsXKe-
JIOTO 3a00JIeBaAHMS.
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SUMMARY

The molecular mechanisms of becoming and maintenance
of a multi-drug resistance phenotype of tumoral cells are
briefly analysed. Drug resistance of cells can be developed
with high function of the molecular pumps which throw out
medicinal substances from a cell, with high activity of detoxi-
cation system, and also with repression of the programmed
cell death providing a cellular homeostasis and genetic
stability of an organism. Repression of the programmed cell
death can occur as a result of a natural progression of a
tumor and leads to formation of a phenotype of its multidrug
resistance.
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CEMMWHAP MO OHKONOT NN

Mexanuambl HOPMUPOBAHUS JIEKAPCTBEHHOH

yCTOfI‘lI/IBOCTI/I OITyXOJIEBBIX KJIETOK

/. 10. baoxur
P E®EPAT

B pa6oTe KpaTko npoaHanmM3mpoBaHbl MONEKYSPHbIE MEXAaHU3MbI CTa-
HOBJEHUS U o6ecrnevYeHuns peHoTuna MHOXECTBEHHOW fieKapCTBEHHOM
YCTOMYMBOCTU OMNYXOSieBbIX KNeToK. JlekapCTBEeHHass YCTOMYMBOCTb
KNeToK MOXeT OblTb CBA3aHa C aKTUBHOM (PYHKLUUEN MOJNEKYNAPHbIX
HaCcoCOB, BblOpachIBaOLLMX NIEKAPCTBEHHbIE BELLECTBa U3 KNETKU, C
BbICOKOW aKTMBHOCTbI CUCTEMbI OETOKCUKaLUWU NPOTUBOOMYXONEBbLIX
fleKapcTB, a TakXe C penpeccuern nporpamMmbl KNeTo4Hom ruéenun, obe-
cnevymBaroLLEen KNeTo4YHbIN roMeocTasd U FreHeTUYECKYO CTabuNbHOCTb
opraHuama. Penpeccua nporpamMmmbl KNETOYHOW rMOenM MoXeT MNpo-
NCXOOUTb B pe3yfibTaTe eCTeCTBEHHOW NPOrpeccum onyxoau 1 npueo-
ONTb K POpPMUPOBaAHUNIO (DEHOTUMNA €€ MHOXECTBEHHOM NTeKapCTBEHHON
YCTONYUBOCTMU.

KntoyeBble cnosa
MHO>XECTBEHHAad leKapCTBEHHAA YCTOMYMBOCTb, NPOrpaMMmMpoBaHHan
rmbenb KNeTok, anonTos.

BBE[IEHME

OBLUWE NPEACTABJIEHNSA
0 ®APMAKOKWHETUKE

Xumuorepanusi  SIBJSIETCS  OCHOBHbIM, N ®APMAKOAWHAMUKE

a TNpH HEKOTOPBLIX opMax M CTaaUsIX NMPOTUBOONYXOJIEBbIX NIEKAPCTB
pacrnpocTpaHeHuss —  €IUHCTBEHHbIM

MeTOJIOM  JledeHusi  OHKoJioruueckux  [lonamJsitoliiee 60JBIIMHCTBO COBPEMEH -
gabosieBanuil. HecmoTpsi Ha paciiM- — HbIX TPOTHBOOIMYXOJEBbLIX MPUPOAHBIX U

pHEOLU,I/IIZCH apceHaJl MpOTUBOOITYXOJIE€BbIX
JIEKaPpCTBEHHbIX CPEACTB, COBPEMEHHOE

COCTOSIHHE KOHCEPBaTHBHBIX METOJOB
JICUCHUST  3JIOKAQUECTBEHHBIX  OMyXoJei
janeko ot cosepiueHerBa. HauGosee

Cepbe3HBIM MPEMNATCTBUEM K MOBBIIIEHHIO
3 PEKTHBHOCTH CrieLIUUUECKOi Teparuu
ONyXoJiell T10-TNpesKHeMy ocTaercsi (heHo-
TUIT UX MHOXKECTBEHHOH JieKapCTBEHHOM
yerorunuBoctd  (MJTY), koTopblii  He
TOJILKO (hopMUpyeTCst B Mpoliecce npej-
LLICCTBYIOLLETO JICUCHHsST OHKOJIOTHUECKHX
6O0JIbHBIX, HO M BO3HUKAET B Psijie C/Iyyaes
CITOHTAHHO, B pe3yJbTaTe MUHAUBHIya/b-
HbIX 0COOEHHOCTEH OIMyX0JIeBOH Mporpec-
CHH Y NALMEHTOB, PaHee He MOJyyaBLIHX
NPOTHBOOIYXOJIEBOI Tepaluu.

CHHTETHYECKHX XHMHUYCCKHX COCMHEHU
JleACTByeT Ha KJETKH-MHUILICHH Hero-
CPEeACTBEHHO, MPOHHKAs B HUX H M0pa-
»Kasi MHOroo6pa3Hble BHYTPHKJ/IETOUHbIE
MoJsieKyJsipHble MumieHu. OaHaKo MyTh
JIEKapCTBEHHOTO BEIIECTBA OT aNTeuHOH
YMAKOBKH JI0 OMyXOJEBOH TKaHH BOBCE
He «yChIaH PO3aMM»: Ha 3TOM MyTH
apMHsi JIeKapCTBEHHBIX MOJICKYJ HeceT
3HauYUTebHble NToTepu. [Tonas B KpoBb,
JICKAPCTBEHHbIE  COCJMHEHUS]  MOTYT
CBfI3bIBATbCA C KOMITOHEHTAMM I1J1a3-
Mbl, [OJBEPraTbCcsi  OKHCJIUTEJILHOMY
Katabo/JIM3My B [EUYEHH, BbIBOJHUTbCA
M3 OopraHuMaMa MovykaMu, XoTs Obl pas
MPeofioieB THCTOTeMaTHYECKHi 6apbep,
HaKamJMBaThCsl B TKAHAX (B T. 4. B HOP-
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MaJsibHbIX). B uTore o onyxosieBofi TKaHU J06MpaeTcs JHLIb
4acTb BBEACHHOIO B OpraHM3M JieKapcTBa. BesimuuHa 3ToH
YacTH 3aBHCHT OT pasHo06pasHbIX (PAKTOPOB, OMPEAeISIONINX
B COBOKYMHOCTH OCOOCHHOCTH (papMaKOKHHETHKH KOHKpET-
HOrO JIEKApCTBEHHOrO Mpenapara U ero OHOLOCTYNHOCTH.
OcoGeHHOCTH pacripeaesieHns JeKapCTB B OpraHax M TKaHsX
OpraHM3Ma MOTYT CYLIECTBEHHO BJIMATb Ha JeKapCTBEHHYIO
YyBCTBHUTEJLHOCTb OIMyXOJIell 3a cyeT OorpaHHYeHUs! HAKoIIe-
HHUS JIEKapCTB B OMyX0JIeBOH TKaHH, OLICTPOH HMX JAETOKCHKA-
LMK/ le3aKTHBALMH, BbiBeJeHHs M3 opranuama v ap. OnHako
B HacTosillell paGoTe BHUMaHHe COCPEIOTOYEHO Ha (hapma-
KOJMHAMMYECKHX aCMeKTaX KJeTOYHOH OMOJIOrHH, HMEIOLIUX
3HaueHHe JUIs CTAHOBJEHUS U MoiepKanus perornna MJTY
OTyXOJIEBBIX KJETOK.

Mrak, yacTb BBEEHHOTO B OPraHM3M OHKOJIOTHYECKOTO
00JIbHOTO JIEKAPCTBEHHOIO BellecTBa loMaja B TKaHb OIy-
XOJIM M TPOHUKJA B OMyXoJeBble kjaeTKH. C 3TOro MoMeHTa
BCe JaJjibHeHlIne COObITHS MOMUHUHSIOTCS 3aKOHAM KJETOYHOU
OMOJIOTHH: OITYXO0Jb, COCTOALLAA U3 KJETOK, UyBCTBUTEJbHbIX
K XHMHOTEpPaneBTHYECKUM CPEACTBAM, MOXKET 0Ka3aTbCs
pedpakTepHO# K JIEUCHHUIO MO YIOMSIHYTBIM BhILIE MPHIHHAM;
COCTOSLIAs U3 PE3UCTEHTHDIX K/JIETOK OIMyX0Jb He MOXKeT ObITh
YyBCTBHUTEJbHA K TeparneBTHUECKOMY JeYeHHIO HH MPH KaKHX
YCJA0BHAX. DTHM 06yCJIOBAEHA HECOCTOATEIBHOCTb MOMBITOK
MHIMBUya U3alMHd XUMHOTEpanuu 1o pe3yJbTaTaM TecTH-
pOBaHUSI JIEKAPCTBEHHON YyBCTBHTEJBLHOCTH in vitro. B To
JKe BpeMsi oOpaTHas 3ajada — ollpejle/ieHHe JIeKapCTBEHHON
PE3UCTEHTHOCTH K OT/IEJIbHbIM JIeKAPCTBAM B KPATKOCPOUHbIX
KYJIbTypax OIMyXOJIeBbIX KJETOK MNallUeHTOB — YCIIELIHO
ucrosbayeress B CIIIA u crpanax 3anamHo#t EBpombl s
MCKJIOUEHHST M3 CXeM JiedeHHsl 3aBeJloMO Hed(PPeKTHBHBIX
KOMOWHAHTOB. !

CraHoB/ieHHI0 (DEHOTHIA JIEKAPCTBEHHOH YCTOHYMBOCTH
B 3HAUMUTEJILHOH CTereHH CrocoOCTBYeT NMPUMEHeHHe LUTope-
JYKTHBHOH XuMHoTepanuu. B nauasne 80-x rogos mnpouiioro
crojiethss baHk omyxo/ieBbIX IITAMMOB M KJETOYHBIX KYJLTYp
Poccuiickoro (B To Bpemsi — Bcecoto3noro) oHKos0ruueckoro
nayunoro uenrpa uMm. H. H. Bnoxuna PAMH wuso6uioad
MOZICIbHBIMH 1ITAMMaMH TI€PEBHBAEMBIX OMyXOJeH >KHBOTHBIX
C UHIYLHPOBAHHON YCTOHYHBOCTBIO K OHOMY MJIH HECKOJBKHM
JIeKapCTBEHHBIM MPOTHBOOMYX0JeBbIM Mpenaparam. Crnoco6 no-
JIy4eHHs 3THX IUTAMMOB CTAHAAPTEH: HHAYKLMH PE3UCTEHTHOCTH
JI0OUBAJINCL MOCTOSIHHBIM MPUMEHEHHeM cyOTepaneBTHYEeCKHX
JI03 LMTOCTATHKA HA MPOTSIKEHHM HECKOJIbKHMX JIeCSTKOB Mac-
caxkell OMyxoJIeBbIX KJETOK ir vivo W in vitro. PedysnbraTom
SIBUJIACh KOJJICKLIUA BAapHaHTOB CTaHJAPTHBIX MepeBHBaeMbIX
OMyXOJIEBBIX LITAMMOB € MHAYLIUPOBAHHOH PE3HCTEHTHOCTBIO K
BbI3BABLIEMY €€ areHty. JIocTaToyHO 4acTo Takasi pe3HCTEHT-
HOCTb COTIPOBOZKIACTCST PAa3BUTHEM YCTONYMBOCTH M K JIPYTHM
6JIM3KUM MO CTPYKType TpernapaTtam TOro e Kjaacca, He TpH-
MEHSIBLIMMCSl /s ee HMHAYKUMH — mepeKpecTHasi(Kpoce-)
PE3UCTEHTHOCTb.

3HauYUTEJbHO Cepbe3Hee C TOYKH 3PEHHsT KJIMHHYECKOH
XMUMHOTEPAIUH OIMyX0JIeBbIX 3a60J€BaHUI BHINJISUT (HEHOTHIT
MJTY onyxoJ/1eBbIX KIETOK — pa3BUTHE Pe3UCTEHTHOCTH Cpasy K
60JIbILIOMY YHCJTy TIPOTHBOOIYXOJIEBLIX JIEKAPCTB € COBEPLICHHO
He MOXO0XKMMH JIPYT Ha JIpyra CTPyKTypaMH W MeXaHU3MaMH Jiei -
CTBHS: aHTPALMK/JIMHOBLIM aHTHOHOTHKAM, aJlKasou1am 6apBHH-
Ka, METOTpeKcaTy, SMHUMOA0(pHIIOTOKCHHAM | JIp. B HacTosee
BpeMsI U3BECTHO U JIOCTATOUHO MOAPOGHO M3YUeHO, MO KpaiiHeH
Mepe, HECKOJBKO MOJIEKYJsSPHO-OHOMOTHUECKHX MeXaHM3MOB
o6ecniedeHust perHotuna MJIY: akTuBauus HeprozaBUCUMOro
o6paTHoro TpaHcrnopra (BbiOpoca) JeKapCTBeHHbIX BELECTB U3
KJIETKH, CTUMYJISLIUSA CUCTEMbl BHYTPHKJ/ICTOYHON IeTOKCHKALIUK
1 YCHJICHHE TPOLIECCOB penapalii BHYTPHKICTOUHBIX TOBPEXK-
neHui.>?
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[lepBbiii Mexanusm obGecrieunBaercst runepdynkiunpeidn ATD-
3aBucHMbIX TpaHcrnoptepoB (ABC-TpaHcrnoprepsl, 0T aHrI.
ATP-binding cassette ), Han6osee nccne10BAHHBIMU H3 KOTOPBIX
SIBJSIIOTCS MEMOPAHOCBSI3aHHbIE TTEPEHOCUMKH P-TyinKonporeus
(Pgp, P-170) — nponykr rena MDRI (Multidrug Resistance
1), MRP1-7 (MDR associated protein) u BCRP (Breast cancer
resistance associated protein), ocyuiecTBisitole BbIGPOC
MPOHUKIIKMX B LHUTOIJIA3My KCEHOOHOTHKOB B MEXKKJIETOUHOE
NPOCTPAHCTBO, a TaKkKe LIMTo30/bHbIe Gesikn LRP/MVP (Lung
resistance related protein/Major vaults protein), cexsectpu-
pyIolIie BHYTPUKIETOYHOE pacrpeieieHHe IUTOTOKCHHOB H UM -
MOOHJIH3YIOLIME UX U3 LIUTOMNJIa3Mbl B PUOOHYKJIEOTPOTEHIHbIE
BE3UKYJIbI (OT aHII. vault — CcKJer), 0CHOBHBIM KOMITOHEHTOM
KOTOPBIX OHU H siBJsitoTcsl. IMMOOHIM30BaHHbIE B TaKHe BE3H-
KYJIbl JIEKAPCTBA B MOCEYIONIEM BbITAJTKUBAIOTCS U3 KIETKH.
OnucaHHbI YPOBEHDb 3alIUTHI KJAETOK OT MOBPEXKIAIONIETO
JIeACTBUST OMOJIOTMYECKH arpeCCUBHbBIX XUMHUYECKUX COCAMHEHHH
J0CTaTOuHO 3(h(EeKTUBHO MpeNOTBpallaeT KatacTpoduiecKie
JUISi KJIETKU-MHUILEHH TOCJeICTBUS MPUMEHEHHUST MTPOTHBOOITY -
XOJIEBBIX XHUMHOTEPANIEBTHUECKHUX CPEJICTB, XOTS IBOJIOLMOHHO
BO3HHUK 3aJI0/IT0 JIO TOSIBJEHHUs XUMHOTepanuu. [lpuponHoi
(byHKIMEH 3THX CHCTEM $IBJSETCS MPEIOTBpalleHHe OMacHOTo
BJIMSTHUS arpecCUBHON BHEIIHEH cpeibl 00uTaHus. B sToli cBsA3M
HauOOJIbIIEr0 Pa3BUTHSI TOOOHBIE CUCTEMbI XKU3HE0OeCTIeueH s
JIOCTHTJIM B TKaHsIX, MOTeHIHaJbHO HauboJiee TOABePKEHHDBIX

aTake CO CTOPOHBI BHELIHUX (DAKTOPOB, — B 3MUTEJINH JIETKHUX,
JKKT, nouek u neuenu.*
BumyMo,  MMEHHO  €CTeCTBEHHBIM  MpelHa3HAuYEHHEM

cucTeM 00paTHOTO TpaHCMOpPTa OOBSCHSETCS CTPECCOPHO-
UHyLIUPYEeMblIi, a1anTallMOHHbIE MexaHu3M cTaHoBjeHust MJTY
Takoro tMna. [unepgyHkuus o6paTHLIX TPAHCIIOPTEPOB MpPel-
cTaBJIsIeT co60# CTabUIIBLHO HACIEIYEeMYIO STTHTeHETHYECKYIO aK-
THBAIMIO COOTBETCTBYIONIMX (DEPMEHTHBIX CHCTEM B OTBET HA He
crieluprIecKyo, HO MOTEHIIHATBHO OMACHYIO ISl XKH3HU KJIETKH
9KCMaHCHIO (DAaKTOPOB BHEILIHEH CPeIbl: TUTIEPTEPMHUs, THIIEPOC-
MHs1, TPUCYTCTBHE COJIEH TSKEJbIX MeTaioB, YP-o6uyuenue.??
[Toxazana ycroitunBas akruauus rena MDR [ noc/ie ogHOKpaT-
HOTO MPUMeHEeHHUs aHTUMeTabouTa LuTapabuHa — Tpenapara,
He ABJISIIOIIerocst cybCTpaToM Jyisi 6€TKOBOTO TPOYKTa AAHHOTO
reHa.’ Dt HaGJIOEHUsT CBUIETENLCTBYIOT 00 HHAYLHOEBbHON
npupoge MJIY takoro TMna, a He O CENIeKTHBHOM JaBJCHUH HA
nonyJsiyio  KaeTok-muileHel. [loTeHuuasbHasi orpaHddeH-
HOCTb MOJ0OHOM CTpaTeruu 3alllUThl OYEBHHA: SHEPro3artpar-
HbIl MeXaHH3M (DYHKIIMOHHPOBAHUS W OIpPEIEeJICHHBIH JIMMUT
UCIOJIHUTEJIbHBIX MOJIEKYJISIPHBIX MALIUH — COOTBETCTBYIOLLUX
0esIKOB — OIpelessitoT 00LMHA pecype afanTaulMoOHHbIX BO3-
MOXKHOCTEH KJI€TKH-MHLLEHH.

BHYTPUKNETO4YHASA UHAKT N NEKAPCTB

CucreMa BHYTPHKJICTOUHON ACTOKCHKALMK W KaTabosu3ma Jie-
KapCTB HCTOJIb3YET PEAKIHIO CBA3BIBAHMS MOCAEIHUX C Ty TaTHO -
HoMm (GSH) 1 o6ecrieunBaercst aKTHBHOCTbIO (DEPMEHTOB ceMeli-
cTBa r1yTaTtHoH-S-Tpancdepas (GSTs) u ryTaTHOH- peyKTasbl.
KonbloraTel MpoTHBOOIYXOJEBBIX TPenaparoB (B OCHOBHOM,
AJIKUJIHPYIOLIHX areHTOB M KOMIJIEKCHBIX COE/IMHEHUT TIJIATHHBI,
aKTHBHO artakytomnx SH-rpynny riyraTHona) BeiGpachiBaioTcst
U3 KJeTKH o6paTHbIMU TpaHcroprepamu GS-X, K ync/y KOTOpbIX
NpHHATIEKUT U yroMstHyThid Bbilie MRP. CemeiictBo GSTs co-
CTaBJIsIeT HECKOBKO PA3/IMUHBIX H30(hePMEHTOB, POJb KazKI0TO
13 KOTOPbIX B IETOKCHKALMH PA3JIMUHBIX KCEHOOHOTHKOB HEO/IH -
HaKoBa, HO, Harmpumep, nosbliieHne akTuBHOCTH GSTT wacro
oOHapy»HBaeTcsl B KJIeTKax ¢ rurnepakcrpeccueit Pgp,? uro
TOBOPHT O BO3MOKHOCTH COCYLIECTBOBAHHS B KJIETKAX HECKOJIb-
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JlekapcTBeHHas YCTONYMBOCTL ONYXONEBbIX KNETOK

KHX YPOBHeH 3aluThl ofHOBpeMeHHO. CyllleCTBEHHYIO poJib B
o0ecreuyeHHt J1e3aKTHBALMH KCEHOOMOTHKOB HIrpaloT OeJiKu
cemeiicTBa 1MTOXpOoMOB P450, ocylIecTBJASIONMX BHYTPHUKJIIE-
TOUHBIH OKMCJMTENbHbIA KaTaO0JM3M JIEKAPCTBEHHBIX CPEACTB.
BaxkHo, 4TO CHCTEMBI Ie3aKTHBALMH (DYHKIIMOHUPYIOT HE TOJBKO
B OIyXOJIEBbIX KJ1€TKAX-MULICHSX, HO U B KJIeTKAX HOPMaJlbHbIX
TKaHel, a CyLIeCTBYIOIUIMHA MOJUMOP(HU3M COOTBETCTBYIOLINX
reHOB B 3HAUUTEJILHOH Mepe onpeesiseT HHIMBUIYaIbHYIO
NepeHOCHMOCTb OO0JIbHBIM JIEKAPCTBEHHOTO JIEUEHMUSI.

YCTPAHEHME BO3HUKILUX NOBPEXAEHUI

OnucanHble Bbillle MEXaHW3Mbl 3aLLMThI HANPaBJIeHbl Ha PEIOT-
BpallleHMe camoro axra B3aHMOJEHCTBHS JIEKAPCTBEHHOTO
CpPeaCTBa CO CBOMMH BHYTPHKJICTOUHBIMHU MHIIeHIMH. OfHAKO,
ecsIM TaKoe B3aMMOJEHCTBHE BCE-TAKH TPOM3OLIIO H KJIETKa
MOJIy4dn/Ia OMacHble 7151 AaJIbHEHIIEr0 CyIIeCTBOBAHUS TOBPEXK-
JIeHHs1 GHOMAKPOMOJIEeKYJ/1 (HYK/JIEHHOBBIX KHCJOT M OEJIKOB),
CTpaTersl 3allUTbl H3MEHSIETCs: TMOJIydeHHOe MOBpeXK/IeHHe
JIOJIZKHO OBITb YCTPaHEHO.

Boccranosnienne  MoBpexieHHbIX — GHOMaKpPOMOJIEKYJ
OCYIIECTBJISIET HECKOJIBKO (PEPMEHTHBIX CHCTEM, Y4aCTBYIOIIMX
B sKcuusnoHHo# penapauuu JIHK, ynanennu crnapeHHbix u
MOBPEXK/EHHbIX OCHOBaHW, Juruposanuu paspeios JIHK,
peconaunre (peHarypalun) 1 yOMKBUTHH3aBHCHMOH Jerpaja-
UM B MpOTeacoMax ACHATYPUPOBAHHBIX OEJTKOBBIX MOJEKYJI.
Kpowme cucrem penapauun JIHK B 3TOM mpouecce yyactBytor
cTpecc-uHayupyemble 6eiku TenyoBoro oka HSPs (ot anri.
heat shock proteins) u youksutnn-nporeut anrassl. [locneanne
HanpaBJ/sioT Ha YTHIIM3ALHMIO Te GeJIKOBbIE MOJIEKYJIbI, TTIOBPEXK-
JIEHUsT B KOTOPBIX OKa3a/nch HeycTpaHuMbIMH. TaknM oGpasom
peanuayeTcst MPUHLMIL €CJAH TMOBPEXKIEHHYIO CTPYKTYpY He
Y/IaeTCsl BOCCTAHOBHTb, €€ CJIeIyeT MOJIHOCTBIO JIMKBHAMPOBATb.
Hiuoke Mbl BepHeMCs K 3TOMY MPHHLMITY, HO y2Ke HA Ka4eCTBEHHO
JIPYroM ypoBHe opraHusauuu »kuBblx cucteM. MJTY, oGycios-
JICHHAsI MOBBILLICHHBIM YPOBHEM aKTHBHOCTH perapaTHBHBIX PO -
11eCCOB, OTHOCHTCSI B OCHOBHOM K TIpernapartam ajJKUIHPYIOLIero
JICHCTBHS U CXOJIHBIM 10 MEXaHH3MaM MePBUYHOTO MOBPEXKACHHS
KOMIJIEKCHBIM CO€/IMHEHUSIM MJ1aTHHBI. CUMTaIOT, UTO MepeyeHb
XMMHOTEpareBTHIECKUX 1PenaparoB, yCTOHUMBOCTb K KOTOPbIM
onpejiesisieTcst MOBbILIEHHON (DyHKIIMEl pernapauny 6MOMakpo-
MOJIEKYJI, 3HAUMTEBHO MEHbLIIE, YeM CIHUCOK areHTOB, aKTHBHO
BEIOpACHIBAIOLIMXCA M3 KaeTku nocpeactsom ABC- u LRP/
MVP-rpancrioprepos.?

CMEHA MOJIEKYJIAPHON MULIEHU

B nonosnHeHue K onUCaHHOMY OOHApPY?KEHO, UTO YCTOHYHBOCTD K
OT/EJ/IbHBIM IPYNNaM MPOTHBOOIYXO0JIEBbIX XHMHOTEpaneBTHYe-
CKMX CPEJICTB MOXKeT ObITh 00YCJIOBJI€Ha U3MEHEHHEM CBOMCTB
UX MOJIEKYJISIDHON MHIIEeHH (B 4acTHOCTH, Tormoudomepasd [ u
Il mpu pa3BUTHHM PE3UCTEHTHOCTH K SMHUMOAO(PUIIOTOKCHHAM,
MHTOKCAHTPOHY, KaMMTOTELHHY, aHTPALMKIMHOBBIM aHTHOHO-
THKaM) WM MCTOJMb30BAHHEM KJETKOH albTepHATHBHBIX MeTa-
60JIMYeCKUX MyTel OMOCHHTE3a »KU3HEHHO HEOOXOAMMbIX CcyO-
CTPATOB, UIYLIHUX B 00XOJL MOPaXKEHHOH MOJIEKYJISIPHON MULLICHH:
nepeksouyeHHe akleHTa ¢ THUMMIUIATCHHTETa3HOH peakLuu
o6pasoBanusi ATM® n3 IYM®, akTHBHOCTb KOTOPOI UHTHOU-
pyer 5-cropypaums (cuHTe3 de novo), HA «crnacaresbHbIi»
nyTb pocopusmporanus TuMuarHa (TdR) B A-TM® tumnan-
KMHA30il MPH Pa3BUTHH PE3UCTEHTHOCTH K PTOPIHPUMHIMHAM.
PesucreHTHOCTL MOJOOHOrO THIA, CKOpee BCero, sBJseTCs
C/IEJICTBUEM CEJIEKTHBHOH CMEHBI KJIETOUHOH MOMYJSLUH, MPH
KOTOPOH KJIETKH, IKCIPECCHPYIOIIHE COOTBETCTBYIOLIHE «He-
nopaxaemble» MUIIEHH JIUO0 BOBce 00Xojslnecs: 6€3 TaKuX
MHIIEHEH, MoJy4aloT PeuMyLecTBO B BbKHBaHUU. [Ipn sTOM
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yacTb KJETOUHOH MOMyJsUHKU norubaeT, ycrynast Mecto cyoro-
MyJISIUHKM KJIETOK, HEYSI3BUMbIX JJIS MCIIOJIb3YEMOTO JIEKapCTBa.
PesncTeHTHOCTb TaKOro THIMA yallle BCEro pa3BUBAeTCs K TaK
Ha3bIBaeMbIM TapPreTHBIM TIpernapaTam, HMEIOLIUM OHY OTpesie-
JICHHYIO MOJIEKYJ/ISIPHYIO MHIIEHb.

AKTUBALIA NPOrPAMMbI FrMBENW KINETOK MPU

HEUCNPABUMbIX MOBPEXAEHNAX

Uro ke B UTOre BbI3bIBAET rubesb yacTu nonyasauuu? OTBeT Ha
9TOT BONPOC M0JIyY€eH JIHLIb B OC/IE/IHEE IECATHIIETHE YIIIE/IIEro
BeKa. Panee rosiarasi, 4To MpOTHBOOMYXOJIEBbIE JIeKapPCTBEH-
HbIE CPEJICTBA BBI3BIBAIOT B KJIETKAX HECOBMECTHMbIE C KM3HbIO
MOBpeXKICHHUsI. DTy KapTHHY I€HCTBUTEILHO MO2KHO HAaGJIIO/IaTh
B KJETOUYHBIX KYJBTypax MPH HCMOJb30BAHWM KOHIIEHTpPALMH
JIEKapcTB, B JECATKH pa3 MPEBLILIAIONIMX TepaneBTHIECKHE.
Macirabubie uceae0BaHUsT eHOMEHa MPorpaMMHPOBAHHON
rubenu kietok (I1K), yacto o603nauaemoro TepMUHOM «amnorn-
TO3» (XOTS1 aronTo3 sIB/SIETCs JIMLIb OHUM M3 MOpoJsioruye-
CKHX TIPOSIBJIEHHH peasi3aliii MPOorpamMmbl), MPOJIUJIN CBET Ha
TNpeJICTaBJNeHHs] O MeXaHu3Max JEHCTBHSI TPOTHBOOIYXOJEBbIX
npemnaparoB. OKaszanoch, 4To MoJaBJsiiollee GOJMbLUIMHCTBO STHX
BEILECTB, HAUMHAS OT CPEICTB <T1€PBOI BOJIHBI» (SMOUXHH, MeJI-
thanan, 5-propypatini, METoTpeKcaT, HUITPO30METHIMOUEBHHA )
J0 Haubosiee COBpeMEHHBIX (remsap, aynapa, Mak/JIHTaKced,
TJIMBEK, PUTYKCHMa0 ), a TaKxKe MepCreKTHBHbIE JIeKapCTBEHHbIE
CPeJICTBA, ellle He BOLLe/IINE B KIHHHYecKyto npakTuky (ET- 18-
OCH,, PS-341, L-744832, TRAIL, TNF-ou 1 a1p. ), akTusupyior
BHYTPHKJIETOUHYIO [IPOrpaMMy COOCTBEHHOF rHOeJH,” 3a10KeH-
HYIO B KQXK110/ KJIEeTKe ¥ peHa3HaueHHYIO /151 CAMOJIMKBHAALIMH
MPH BO3HUKHOBEHHH MOTEHLHMAJIBbHO OMACHBIX [ MOTOMCTBA
MOBPEXK/IEHHIl, B [IEPBYIO Ouepe/lb — reHeTHYeCKnX. AKTHBALHUS
[ITK B 3THX ycsi0BUsIX — JasibHellIas peasnsalus yrnoM1HaB-
1Ierocst Bbllle MPHHIMIA: €C/IH MOBPEKIEHHYIO CTPYKTYpy He
y/laeTcsl BOCCTAaHOBHTD, €€ CJIEyeT MOJHOCThIO JIMKBHIHPOBATH.

[1I'K BbIMOJHSIET B MHOTOKJIETOYHOM OpraHHu3Me JIBe OCHOB-
Hble (DYHKLHU: PETyJsITOPHYIO U canuTaphyio. [leppast siisiercst
MPOTHBOBECOM KJICTOUHOMY JIeJIeHHIO, ypaBHOBELINMBAsi Mpo-
1leCChl PA3MHOXKEHHUsT M SJIMMHHALUH KJIETOK. AKTHBUPYSICh B T€X
KJIeTKax, HeOOXOAUMOCTb B KOTOPBIX B IaHHBI MOMEHT OTMaJa,
[1I'K o6ecrneunBaet UxX yaajaeHHe: HMHBOMIOLHS SMOPHOHATBLHBIX
TKaHeil, anornTo3 3peJibiX JUM(OLHUTOB B MePHOJL PeKOHBaJeC-
LeHLMH T10CJIe TIepeHeCeHHOro HH(EKIMOHHOrO 3a60JeBaHusl,
paspylleHHe CTapbiX U HEXKH3HECTTOCOOHBIX K/1eTOK. CaHuTapHast
¢ynxuus [NI'K o6ecneunBaer ynaneHnue onacHbx Jyist opraHuama
KJIETOK: TIOJTYYHMBIINX COMAaTHUECKHE MyTallid, BCTYMHBIIMX Ha
OIMOOYHBIH MyTb JU(P(EPEHIMPOBKH, BBILIEANX 32 TPEIeIbl
TOMOJIOTHYHOH TKaHH, HH(UIIUPOBAHHBIX HEKOTOPBIMH BHpYyCa-
mu. CootBetcTBeHHO cBoel (yHkimn akruBaius [I'K moxer
MPOUCXOAUTh KaK OT BHEKIETOYHBIX CUTHAJIOB, TAK U OT MHOTO-
YMCJIEHHBIX BHYTPUKJIETOUHBIX TPUITEPOB. BHelIHUMH chrHasa-
MH MOTYT SIBJISITbCS] LIATOKMHBI CEMENCTBA «JIUTaHI0B CMEPTH»
(FasL, TRAIL, TNF-a), a Takke HeIOCTaTOK HEOOXOAUMbBIX
POCTOBBIX (haKTOPOB, HapylleHHe MEXKJIETOUHBIX KOHTAKTOB
v Jip. BHyTpukieTouHbiMu cOObITUSIMH, 3anyckatoumu [TTK,
siBJIsiioTCs  HeycrpanuMble nospexkiaennst JIHK, neBosmox-
HOCTb 3aBepLIEHHsT HAYaTOr0 LMKJA AeJeHHs, OKUCIUTE/bHbIN
cTpecc, paspyllieHHe [UTOCKeJeTa W JPyrue TMOBPEKICHHS,
COTIPOBOXKAAIOIHE B T. Y. MPUMEHEHHE TPOTHBOOMYXOJMEBBIX
JIEKapCTBEHHBIX CPEJICTB.

Hecmotps na pasnoo6pasue akrusupytouwx [I'K npuunn,
MIepPBHYHO BOCHPUHSITbIE PA3HBIMH CEHCOPAMH CHTHAJIbl B UTOTe
AKTHUBHPYIOT OJIMH W TOT 2Ke YHUBEPCAJIbHBIH CyHLMIHBIA MeXa-
HU3M — CeMEeHCTBO «Ka3HsIMX>» (hepMeHTOB (Kacnasbl-3, -6 u
-7),2 KOoTOpbIE aTAKYIOT KJIHOUEBbIE CYOCTPATHI, TOC/IEI0BATETBHO
paspyluast XpoMaTHH 1 LuTockeset (puc. 1).
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ANOMNTO3

Puc. 1. AKTBauusa nporpammbl rm6enn KNeTkn oT BHELLHUX U BHYTPEHHUX CTUMYNOB. Bce curianbl Bknto4atoT hepMeHTHbIe Kackafbl, B pe3ynbTaTe KOTopbIX
aKTUBMPYIOTCA «KasHsLMe» kacnasbl-3, -6 1 -7, a U3 MUTOXOHAPUIA B LIMTO30Sb BbIXOAAT 9cpdheKTopbl anonTosa:

1 — nocne cBA3blBaHUA NUraHaa ¢ NOBEPXHOCTHLIM «PELLenTOPOM CMepTh» (Ha pUCyHKe nokasaHbl peuenTop Fas n ero nurang Fasl) npovicxoout arperauus
peLenTopoB, ero BHYTPVKIETO4HbIN foMeH Yeped agantep FADD cBsidbiBaeT NpodhepMeHT npokacnasy-8, 4To NpuBOAUT K ayTONPOTEONUTUHECKON aKTuBaLmum
nocnepgHero; ABa retepognmMepa o6bLeAMHATCA B aKTUBHYIO hopMy Kacnasbl-8; 2 — kacnasa-8 pacluennseT npokacnasy-3 ¢ 06pa3oBaHVeM aKTUBHOW Ka-
cnasbl-3; 3 — nospexpaeHunsa monekynsl AHK akTuBmpytor IHK-3aBrCMMbIE NPOTEMHKUHASBI, KOTOPbIE hOCOPUNMNPYIOT HEaKTMBHbIN 6enok p53, npeBpaluas
ero B (hakTop TPaHCKPUNLIMK NPOanonTo3HbIX FreHoB, Hanpumep Bax, 6enKoBbI NPOAYKT KOTOPOro CBA3bIBAETCA C aHTUaNoNToreHHbIMn 6enkamm Bel-2 n Bel-
X, OTKpbIBas TeéM CaMbIM MMraHTCK1e Mopbl B HApY>XHON MeM6paHe MUTOXOHLPUIA; 4 — 13 MeXMeMOpaHHOro NpoCTPaHCTBa MUTOXOHAPUIA Yepes ruraHTckme
nopbl B LMTO30Sb BbIXOASAT anontoreHHble akTopbl AIF, SMAC/DIABLO, sHpoHykneasa G 1 LUTOXPOM C, KOTOpPbIN 06pa3yeT NpOCTPaHCTBEHHbIA KOMMIEKC
C uMTO30MnbHBIM 6enkomM Apaf-1 n npokacnason-9 — anonTocomy (anonTO3HbIV LWaNepoH); 5 — npokacnasa-9 B cocTase anonToCoOMbl CAMOAKTUBMPYETCS C
obpasoBaHveM Kacnasbl-9, KOTopas TpaHCakTMBUpYeT kacnaay-3; 6 — Kacrnasa-8 MoXeT pacLLennaTe LMTO30MbHbI 6enok Bid, npespalias ero B akTUBHbI
«06py60oK» t-Bid, KOTOpbIN, NOJO6HO Bax, MOXeT BCTpanBaTbCA B HAPYXHYIO MeMOpaHy MUTOXOHAPWUIA, 06pa3ys B HEW rMraHTCKue nopbl; 7 — rpaH3vMel, no-
naBLUVeE B KNETKY B Ka4eCTBE «CMepPTeNIbHOM MHbeKUUW» KNeTKU-Kunnepa, NpsaMo akTUBMPYIOT Kacnaay-3; 8 — 3K30reHHble UM 9HAOreHHbIe aKTUBHbIE (DOPMb
K1cnopofa OKUCHAT MUTOXOHAPUarbHbIN 6enok-TpaHcnoptep AAA, npeBpaluas ero B TpaHCMeM6paHHbIi kaHasl, CKBO3b KOTOPbIA B LMTO30Jb MOCTyNatoT
npoanonToreHHble akTopsbl (uutoxpom ¢, AlF, SMAC v sHgoHykneasa G)

KIMHIYECKAS OHKOTEMATOJIOTHS



JlekapcTBeHHas YCTOWYMBOCTL ONYXONEBbIX KNETOK

B ¢unane III'K ksieTka pacrmajaercsi Ha OKpY:KEHHbIe
MeMOpaHo# (PparMeHTbl — aronTo3Hble TeJa, MorJouiaeMble
COCEIHUMH KJIETKAMH M TKaHEBBIMH Makpocaramu B KayecTBe
MUTaTEeNBHOTO 1 MJIaCTHYECKOTo cyOcTpaTa.

Bce neobxomumble ajist ocyuiectsiaenust [TTK komnoneHTsl,
npejcrasjsome  coO0i  OesIKOBble MPOLYKTbl HECKOJbKHUX
JIeCSITKOB I'eHOB, 00bE/IMHEHHBIX TOHATHEM «T€HHOH CeTH arorn-
T032», KOHCTUTYTHBHO MPUCYTCTBYIOT B HOPMAJIbHBIX KJIETKaX.
BHe anonToreHHbIX CTUMYJIOB OHH HAXOJATCS B JIATEHTHOM CO-
CTOSIHMHM U MOTYT B TeUEHHE JIMTEJIBLHOIO BpeMeHH He BocTpe6o-
BaTbCs KJIETKOM, HO Ha MPOTS2KEHUHU BCell ee XKU3HH CYMLMIHBIN
armapar rotos K ucrnosb3oBatnuio. Axruauus [I'K nponcxomut
Ha MOCTTPAHCAAIMOHHOM YPOBHE JIa’kKe B YCJOBUAX MOAABJICHHS
TPAHCKPHUMIMK TeHOB M 6eJKOBOTO cHHTe3a. CHrHa/moM K aK-
tuBaiuu [1I'K mMoxkeT ciykuth Jo6oe moTeHuanbHO OnacHoe
JUIsT labHeHIIeH XKU3HEAeATeNbHOCTH KJIETKH TMOBpeXkKIeHHe,
OJIHAKO TAKOH CHMTHAJ He MOAJIEKUT HeMeLJIeHHOMY HCIOJHe-
HHUIO: YUHTBIBAasi HEOOPATUMOCTb «(aTajbHOrO pelleHHs», OH
noJiBepraeTcs BCeCTOPOHHEMY aHA/IU3Y Ha COOTBETCTBHE JIPYTUM
CHMTHaJlaM, MOCTOSIHHO MOJIy4aeMbIM KJETKOH KaK U3 BHelIHeH
Cpejibl, TaK M OT BHYTPHKJIETOUHbIX ceHcopoB. Aktusatmn [TT'K
MPOTHBOCTOUT CHCTEMA BBLI)KUBAHMS, BCJICACTBHE YEro npoiece
«TIPUHATHS PElICHHST» HAXOAUTCH B MPSMOH 3aBHCHMOCTH OT
Gananca CHrHAJOB «CMepTH»/«BbKMBaHMA». Takum oOpa-
30M, 3ajadyell LUMTOPELYKTHBHOM Tepanuu OMyXoJeH SBJseTCs
CMellleHHEe CYIIECTBYIOLIEro B OMyXO0JIeBOH KJIETKE paBHOBECHS
MyTeM aKTHBALMH CHUTHAJOB CMePTH (MOBPEXAECHHUE MOJIEKYJIbl
JHK — asnkunupylouide npenapatbl, KOMIJIEKCHblE COEHU-
HEHMSl MJIATHHBI, MOHU3MpYIOLlee H3JydeHHe; HHrMOMpOoBaHHe
TOINOHU30Mepa3 — 3TOMNO3U/, MUTAKCAHTPOH, AaHTPALIMKJIHHOBbIE
aHTHOMOTHKM) /MO0, HANpOTHB, OCAA0JEHHS CHTHAJOB Bbl-
JKMBaHUsl (MHTMOMpPOBAHME TMPOTEHHKMHA3 — CTaypOCTOpHH,
pebexkkaMuLH, rauBek). [logpo6ueiii anamus ydactus 1K B
MexXaHH3MaX LIUTOPeLyKTHBHOH Teparuu omyxoJgel ormy6HKoBaH
panee.’

[TocnenoBaTe/IbHOCTL COOBITHI, MPOUCXOAALLMX B I0pa-
JKEHHOM LINTOTOKCHYECKUMH COeIMHEHUSIMHU JeJsileiics KeTKe,
MO2KeT ObITb [IPEJICTABJIEHA Cleylolllell 00LLel cXeMoH:

UHOYKYUA NepBULHbL NOBpedcOeHULl OUOMAKPOMONEKYN
u opeanesn — cmpeccosas peakyus (a0anmayuoHHbLL ClH-
Opom) — BPEeMEHHAS OCMAHOBKA OeAeHUs — aKmusayusl
cucmem BoLICUBAHUSL 6 A2PECCUBHBLX YCAOBUAX, penapalyusl
nospescdenuii —? (uro osnauaer BOJIBIIIOM BOITPOC:
KaKOH MMEHHO M3 BO3MOXKHBIX ClLieHapueB OyleT peajiM30BaH
KJIETKOMN? ).

3navenue storo BOJIBIIIOTO BOITPOCA 3aBucur or
MHOTHMX MPHYMH, B MEPBYI0 ouepelb OT ycrexa pernapaTHBHbLIX
MPOLLECCOB H MOJHOLEHHOCTH CUCTEMbI KOHTPOJIS 38 COCTOSIHHEM
Co6CTBEHHOTO reHoMa:
® b0 KJEeTKa, BOCCTAHOBHB TOBPEXKJCHUS, TPOIOJAKHT

penpopyKTHBHbIH LHKJI;

@ 6o npousoiiier HeobpaTumas (Mo KpaiiHeil mepe, 1JIH-

TeJIbHAs) OCTAHOBKA ee JIeJeHH;
® 6o Oynet aktuuposana [1I'K ¢ ee sakoHomMepHbBIM (hH-

HaJIOM.

OcTaHoBKa K/JI€TOUHOTO IeJIeHHs], perapalyis TOBPesKIeHHI,
a B CJ/lydyae ee He3aBepLIEHHOCTH THOesb KJIeTKH XapaKTepHb
JUIs1 HOPMAJIbHBIX TKaHel, ¢ 4eM cBA3aHa MoOoYHasi TOKCHYHOCTh
MPOTHBOOMYXOJIEBOH Teparuu. DTOT MeXaHHU3M obGecriednBaeT
MOCTOSIHCTBO F'€HOMAa OpraHu3Ma, MpefoTBpallas THPayKUpo-
BaHMe KJETOK C reHeTHueckumHu jedekramu. Ta ke mnocseno-
BATEJNbHOCTb COOBITHH TPOUCXOMUT B OMyXOJNEBBIX KJETKaXx,
COXPAHSIOUINX UYBCTBUTEJIBHOCTb K XHMHOTEPAMEBTHUECKUM
CpeCTBAM H MOHU3MpYIOLLEMY 00JIydeHHI0, a J1t000e HapylleHHe
wian 3aTpyaHenne BoinosHenusi T1TK Bener k cHiKenuio ux
JIeKapCTBEHHOMN YyBCTBUTENLHOCTH. " DTO ellie O/IMH MyTh K NPH-
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obpeteHuto kaetkoi enoruna MJIY. Ero npuHumnuasbHeIM
OTJIMYMEM OT OMNHCAHHBIX BbILIE SIBJSETCS He NpeloTBpalleHte
MOJIEKYJIIPHBIX MOJIOMOK HJIM JIMKBHAALMS WX TOCHEICTBUH,
a WTHOpPHMpOBAaHHWE CaMOro (pakTa CyIIECTBOBAHHS TaKHX MO-
Bpexxienuii — B cieHaprom niare BOJIBILIOTO BOITPOCA
TOSIBJISICTCS] HOBBIH BAPHAHT: MPOJIOMAKEHHE JIeJICHHUST KIETKH BHE
3aBUCHMOCTH OT HaJIMUHUs1 B reHoMe o1lin6oK. Co cTpaTernyeckon
MO3ULKMH 3TO MYTh B HUKY/IA: COXpAHEHHbIe TOBPEXKIEHHS 3aKpe-
MJISIIOTCSl B TeHOME, HAKaMJIWBasiCh U3 TIOKOJIEHUS B TOKOJIEHUE;
MOTOMKH TaKHX KJIETOK CTPEMHTEJbHO <TEPSIIOT CBOE JIMLOY»,
[IPOUCXOIUT KJIOHAJbHOE pacllenyieHde MonyJsiiul, npuoJu-
yKaeTcsl TeHeTHUecKas Karactpoda, Koraa cyMMa HaKOTIJIEHHBIX
olIMOGOK CTAHET HECOBMECTHMOH C Jla/ibHe1IeN XKU3HeeATe N b-
HocTbio. Ho Bemb TakTHYecKast 3agaua — MEPEXKUTh TOKCHYE-
cKyto araky — ycremHo petena! Cxematnuno MJIY pasHbIx
THIOB MOKa3aHa Ha puc. 2 (uut. no'').

anonTos

Puc. 2. MexaHu3mbl JIeKapCTBEHHOW YCTOMYMBOCTU MasUrHU3UPOBAHHbIX
KNeToK (No'' ¢ BMEeHeHMsaMN):

1 — nocTynneHue npenaparta B KNneTky; 2 — TpaHcMembpaHHble ABC-
TpaHcnopTepbl Pgp, MRP n BCRP BbIBOAAT npenapar 13 Knetkun; 3 — cek-
BECTPUPOBaHME Mpenaparta B HyKNeonpoTenaHbIX Be3ukynax npu y4actum
LRP/MVP; 4 — BHyTpUKneTo4Has MHaKTVBaUWA MpenapatoB cucTeMamu
rnyTaTmoHa u umtoxpomos P450; 5 — nameHeHne MyLLEHW npenapara npe-
[oTBpaLLaeT ero nospexpatoLLee fencTene; 6 — 6noKnMpoBaHMe 0CTaHOBKN
KNeTo4Horo umkna n aktmsauum MNrK

MOCNEACTBUA HEOBPATUMOW YTPATbI KNETKAMM

MPOrPAMMbI T'MBEJIN

Kak sto60#t ¢/10;KHO OpraHu30BaHHbLIH MPOILECC, BBIMOMHAEMbIH
10CJIe10BATE/IbHbIM B3AUMOJACHCTBHEM MHOKECTBA Y4aCTHUKOB,
[ITK norenunanbHo nojaBep:keHa HeOOPATUMbIM MOJOMKAM.
Mx npuurHamMu MoryT ObITb MyTallMOHHbLIA Mpouece WM 3MH-
reHeTHyeckre (hakTopbl, MPUBOAALIME K JEDULIHUTY KJIOUEBbIX
ucnosHUTeNbHbIX Mexanuamos [ITK| runepskcnpeccun uiau
runepyHKINH GaKTOPOB CUCTEMbl BbIKUBAHHSI, 1€30praHm3a-
LMK CHIHAMBHBIX MyTell rGes/BLKHBAHUST H MHOTHX JPYTHX
NPUYKMH, TMPHUPOLY KOTOPbIX B KAayKIOM KOHKPETHOM cJjyuae
MOXKHO 3HATb WJIM He 3HaTb — OHOJIOTHUYECKHE I10CJEICTBHUS
OT 3TOr0 HE U3MEHSITCS: KJIeTKa C [I0JIOMAaHHON UJIM yTPaueHHOH
nporpammoi ru6esu JoJ/KHa HeoOpaTUMO NPEKPaTHUTh aiek-
BATHO pearupoBaTh Ha HajJM4He B HEH OMACHbLIX MOBPEXKACHUI.
[IpuMeHHTENLHO K KOHCepPBATHBHLIM METO/IaM JieYeHHsl OHKO-
JIOTHUECKHX OOJIbHBIX 3TO O3HA4YaeT CTaHOBJeHHe (heHOTHNa
skcrpemasbioilt MJIY K mozpaBsisiiolieMy GOJbIIHHCTBY (€eciu
HH KO BCEM) M3BECTHBIX CETO/IHSI TPOTHBOOITYXOJIEBBIX JIeKap-
CTBEHHBIX CPEJICTB M HOHM3HPYylolleMy Hasydenuio. Kiertka ¢
NMoA0GHBIM (PEHOTHNOM B YCJOBHSX MPOBOAUMON XHUMHO- HJH
JIydeBOH Teparuu I0JyyaeT HeOoCHopHUMble NpPEeHMYyLIeCTBa B
BbDXKMBAHHM, U €€ II0TOMKH OyLyT onpejeisiTh OOLIHI BEKTOP
1 TEMIT ONYXOJIeBOH MPOTPEeCCHH — OT IJIOXOTO K XyALIeMy U ¢
YCKOpEHHEM.

BecoMmblfi aprymeHT B M0Jb3y MPUBEACHHOH KOHLIEMLUH
HaM yaajoch HalTH B JlabGopaTopHbIX ycaoBusax. [TosydeHHbI

m



A. 10. bnoxuu

pe3yJibTaT sIBUJICH 110 CYyTH Cﬂy‘{aﬁHOﬁ HaXOlIKOﬁ, HO TTI03BOJIWJI
cieJlaThb J1aJI€KO HAYyLIME BbIBObI.

CENEKUUA KNETOYHOW Nonynauumn B YCIOBUAX FAS-

WHAYLUNPOBAHHOIO AMONTO3A

McxonnbiM MaTepuanom B paGoTe MOCHY:KUIH KACTKH JIMHUH
Jurkat T-numdo6nactHoro Jefikosa uvesoBeka, pacTyllue B
BUJIC CYCIIEH3MOHHON KyJIbTYpbl B TOJHOH MMUTATEJNbLHOH Cpese
M yMepeHHO 3Kcrpeccupyiolne Fas-peuentop. B kauecrtse
areHTa KJETOYHOH CeJIEKLMH HCIMOJIb30BaHbl aroHUCTHUECKHE
MOHOKJIOHa/bHBIe anTuTena (MKA) k BHek/eTOUHOMY JOMEHY
«penentopa cmeptu» Fas (knon [PO-4, uzorun IgM, mo6e3no
npenoctasyensl npodeccopom C. I1. Cupopenko, Mucruryr
9KCTIEPUMEHTANBHON MaTOJMOTHH, OHKOJIOTHH M PATHOOHOJOTHH
um. P. E. Kaseuxoro HAH Ykpautbl, Kues). Panee 6bu10 npo-
aemoHcerpuposato, uto MKA IPO-4, cBs3biBasich ¢ pelientopom
Fas, sddektuBHO MHAYUUPYOT anonto3 Fas-MmosuTHBHBIX
KJIeToK-MullleHeil.!? Tlpumensisi stu MKA B KauectBe arenra
CeJIEKTHBHOTO JIaBJIEHHsI Ha TTOMYJISILHI0, MOXKHO ObIJIO 0XKMIATD
JIMOO0 AeMJeHH aHTUIeH-TT03UTUBHON CyOnomnyJ/siliii U nproo-
peTeHHst BbIKUBLIEH MOMYJIsIIHei KJI€TOK aHTHI'€H-HEeraTHBHOTO
(benotumna, Ju6o coXxpaHeHHs] aHTHIe€H-MO3UTHBHOTO (heHOTHMA
«JIMKOTO THNa» C yTPaToi (PyHKIMOHAJIBHON aKTHBHOCTH pelier-
Topa.

Takoil npuem paHee y:Ke TMpUMEHSJICS IPYTUMH aBTOPaMH,
OJTHAKO TIOJTydeHHbIE MU Pe3yJIbTaThl JazkKe MPH HCMONb30BAHUH
OIMHAKOBBIX HCXOJAHBIX KJCTOUHBIX JHHHH HE MOBTOPSINCH
Mexiy coboil. Tak, OfHH aBTOPbI MOJYYHJH KJIOHAJbHYIO
cy6auumnio  kaerok Jurkat, coxpanuBuiyio Fas-rno3nTuBHbI
(beHOTHN, HO HEraTUBHYIO MO 3KCIPECCHH IpoKacnasbl-8, B
pe3ysibTaTe — pPE3UCTEHTHYIO K Fas-uuayunpoBaHHOMy ariorn-
TO3y;'3 ApyruMu OblI MojiydeH TpaHcdopmant, uMelonuil Fas-
HeratuBHblil (heHotumn.'* B o6oux ciyuasix FasL-pesucreHTHbIe
KJIETKH COXPaHsJIM UyBCTBUTEJNBHOCTb K TPOTHBOOIYXOJIEBHIM
LMTOCTAaTHKAM W MOHH3MpYyIolleMy uaiyuenuto. Haua nonbitka
Fas-HeraTHBHOI cesieKLMH PUHEC/IA HHbIE Pe3yJibTaThl. >

Kyabrypy Jurkat «mukoro tuma» BelpaummBanyi B cpejie C
passnunoi Konuentpauuein MKA IPO-4 B teuenue cyrok. Ye-
pes 24 u unkyGauun ¢ MKA B aynkax Al n A2 (1000 u 500 nr/
mst MKA) npakruuecku Bce KIeTKH Moru6siu, B jiyHkax A3 u A4
(250 u 125 ur/ma MKA) coxpanuiach MomyJsius BbIKHBLIMX
knetok (okoso 30 u 50 % cooTBeTCTBEHHO). B OCTaNbHBIX
JIYHKaX JI0J1s1 MOTMOLINX W MOru6aloluX KJAeTOK yMeHbllalach
MPONOPLUHOHATBLHO MOHMKeHHI0 KoHLeHTpauun MKA. Kietku
u3 iyHoK A3 1 A4 nepecestiv B CBEXKyIO UTATEJIbHYIO cpefty 6e3
MKA a1 BoccraHoB/IeHHST X YCTORUMBOro pocra. B Teuenue
20 nHeit KyJILTUBMPOBAHHS POCT KJIETOK M3 JiyHKH A4 Boccra-
HOBHWJICSI, M B JlaJbHElIIell paboTe UCMONb30BANM UMEHHO 3Ty
KyabTypy (nanee — A4). Kynsrypy A4 BHOBb nHHKyGHpOBaJu
24 u B cpene ¢ MKA [PO-4, noBbICUB MX KOHLEHTPALIMIO BIBOE
(250 Hr/man1); nanee — 3 Hexl. B cpesie Ge3 antutes. Tpetnii u
YeTBEPTHIH LHMKJIbI CeJIEKIIHH BbITOJHEHbl aHAJIOTHUHO, HO KOH-
uentpast MKA B cpeste coctasasina 500 nr/ma. '

PesynsratoM  MpoBefeHHOH — CeJIeKLMH  SIBUJCS — KJIOH
ka1etoK A4, oGsagawolyil cTabUIbHBIM POCTOM B CYCIEH3U-
OHHOM KyJIbTYpe, MOP(OJIOTHIECKH W HMMYHO(EHOTHITHUECKH
(CD3+/CD4+/CD7+/CD8-/CD25-/CD38+/CD71+/
HLA—ABC+/HLA—DR—) CXOJIHBIH C KJIETKAMH POIUTEJbCKOH
aunun Jurkat. Mekimouenne cocraBusn peuenrop Fas (CD95)
M MOJIEKYJIbl are3WH M MEXKKJIETOUHOr0 B3aHMOJEHCTBHSI
CD50/ICAM-3, skcripecchpoBaHHble Ha Kietkax Jurkat w
OTCYTCTBYIOLIHE Ha noBepxHOCTH KieTok A4. CraGuibHO BoC-
MPOU3BOJSILLMMCST CBOHCTBOM KjIeTOK A4 §IBUJICS MOBbILIEHHbI
YPOBEHb CBSI3bIBAHUSI MHTAKTHBIMH K/Je€TKaMH AHHeKcHHaA-V —
NpPU3HAK, XapaKTepHbIA s anonrto3a M 0OYCJIOBJIEHHbIH
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UHBEpCHEl acCUMMETPUYHOIO JIMIIMAHOTO GUC/I0s1 MeMOpaHbl ¢
9KCTepHasu3atmeil pocharuauacepuna. OnHako HUIKaKUX Apy-
THX MPU3HAKOB aronTo3a Kiaetkd A4 He mposiBjsiin. B mosHo#
MUTaTeJbHON Ccpejie KWHETHKA pocTa 00euX JIMHUH CXOAHA, HO
kaeTki A4 GoJiee YCTOHUMBBI K CHHXKEHHIO COJAEPIKAHUST B PO-
CTOBO# cpejie SMOPUOHANBHON ChIBOPOTKH.

PE3UCTEHTHBIN K UHAYKTOPAM ANMONTO3A ®EHOTHN

KJNETOK A4

OtcyrcTBHe Ha KieTKax A4 3SKCIpeccHu MOBEPXHOCTHOTO
«perenTopa cMeptu» [as JIODKHO TpelomnpenessTh —HX
PE3UCTEHTHOCTh K aromnTOreHHOMY JeHCTBHIO Juranma FasL
u MKA IPO-4. Bmecrte ¢ TeM MojiydeHHBbIH KJOH B MOJIHOK
Mepe COXpaHHJ TPUCYILYI0 POAUTENbCKON JUHUH SKCIPECCHIO
«petenitopoB cmept» DRS (peuenrop cemeiictsa APO-2 ajist
TRAIL) u TNFRI (peuentop anst uurokuna TNF-o). Onnako
NPUMEHEHHE KayK/I0ro U3 TPeX «JIMTaHI0B CMEPTH» He BBISBUIIO
HUKAKHUX MPU3HAKOB arnornTo3a kjaetok A4.'® Anasius KieTouHbix
MOMYJISIUKE TIPOBOJMJIN METOIOM MPOTOYHOH LIUTOMETPHHU C HC-
M0JIb30BAHHEM JIBOMHOTO PUXKU3HEHHOTO OKPAILIMBAHHUS KJIETOK
Annexcnnom-V-FITC u nponumus fiomunom (P1) nyist BoisiBieHust
paHHUX IPU3HAKOB aronTo3a;!” 06paboTKoil e pMeabUII30BaH -
HbIX Ki1eToK FITC-meuennsivu MKA K Kacriaze-3 115 1€ TEKIIMH
HauaJsa 3(hheKTopHOI (hasbl aMornTo3a; aHATM30M THITOIHUITIOH]L-
HOM cy6TonyuK Moru6arolinX KJIeTOK B cocTaBe o6liief mo-
nyJisiiuu '’ — Bo Beex citydasix He OblI0 0GHAPYKEHO MPU3HAKOB
MH/IYLMPOBAHHON LMTOKMHAMK THOEH KIeTOK A4, B TO Bpemst
KaK KaxKJblil N3 9THX JIMTAHA0B aKTHBHPOBAJ POTpaMMy THOEH
KJIETOK «IMKOTO THNa». TakuM 06pasom, pe3uCTeHTHOCTD KJIETOK
A4 Kk pelenTop-onocpe0OBAHHOMY aronTo3y 00yCJIOBJEHA He
OTCYTCTBUEM pELIENLUN CUTHAJIA, 4 HUXKE CTOSILIMMHU B KacKaje
CUTHAJIbHBIX PeaKIUil 3BEHbSIMH Tepellaud aronTOreHHOro
CTHUMYyJIA.

[TockoJIbKY —aronToreHHble CHrHAJbHBIE —KacKaubl OT
BHEIIHUX U BHYTPEHHHUX CTHUMYJIOB KOHBEPTHPYIOT Ha ypOBHE
AKTHBALMK «Ka3HAMIMX» Kacmasd-3, -6 1 -7 ¢ UCMoib30BaHUEM
00111€r0 HCIMOJIHUTENLHOT0 MexaHi3Ma, '8 aniee HaMH B KauecTBe
aTIoTITOreHHOTO CTUMYJIa HCTIOIb30BAHBI ar€HThl U BO3ACHCTBHS,
3arycKaiolllie CHrHaJbHBI  KacKal OT BHYTPHUKJIETOUHBIX
TPUITEPOB, a UMEHHO: LUTOTOKCHYECKHE MPOTHBOOIYXOJEBbIE
JIeKapCTBEHHbIE CPEJICTBA PA3HBIX KJIACCOB (aApHAMHLMH, 3TO-
MO3WJl, LMCIJIATHH, LUKJIOMIATAM, METOTpPeKcaT, OJIeOMULUH,
LIUTO3ap, THAPOKCHMOUEBHHA, BHHKPUCTHH, CTaypOCIOPHH ),
HH/IYKTOPBI OKUCJUTEJLHOTO KJI€TOYHOTO CTpecca (MepeKHch Bo-
JopoJia, BUKACOJ), IEMTPUBALIIS POCTOBBIMU (haKTOPaMH CPEJIbl,
peHTreHoBcKoe uafyueHne n YP-cBet. Bo Beex ciyuasix noJs
KJIETOK C TIPU3HAKaMH HHIyL[MPOBAHHOTO aronTo3a B MOMyJIAIHH
kaoHa A4 okasbiBasach JOCTOBEPHO K 3Haunmo (B 2—10 pas)
HIKE COOTBETCTBYIOIIEH 0JM aMONTOTHYECKH MOrHOAIOIHX OT
Tex »Ke BozjieicTBui Ki1eTok Jurkat «ankoro trna». AnasornaHo
BosgerictBuio TRAIL, 6JieOMULHMH He BbI3bIBAET AKTUBALUIO
Kacnasbl-3 B kJeTkax A4, torna Kak B kietkax Jurkat akrus-
HOCTDb 3TOTO KJIFOUEBOTO «UCIOJHUTEJS IPUTOBOPA>» JOCTHraeT
Makcumyma uepe3 6—9 u nHkybauuu, nosbiasics B 20 pa3 ot
(hOHOBBIX 3HAUCHHUH U COXpaHssiCh Ha ypoBHe 10-KpaTHOTO mMO-
BbIlLICHUS Yepe3 24 4 uHKy6aluu (KHHEeTHUECKOe HeceIoBaHHe
C UCIO0JIb30BaHHeM (III0OpPOreHHOTo cy6Gerpara Kacnasbi-3 Ac-
DEVD-AMC)."*

KJIETOYHbIA KNOH NPUOBPEN BECCMEPTUE

V3 Bcex MpHBEJEHHBIX BbILIE PE3YJbTAaTOB CJELYET, YTO aror-
TOTeHHbIE CTUMYJIbI CAMOF Pa3JIMUHOI PUPOJIb, AKTHBUPYIOLIHE
nporpaMmy KJeTouHoi rufesin ornyxoJieBbix kaetok Jurkat, He
BbI3bIBAIOT AMONTO3 KJAETOK KJIoHa A4. O3Hauaer Jin 3TOT (aKr,

KIMHUYECKAA OHKOTEMATOJIOTHS



JlekapcTBeHHas YCTONYMBOCTL ONYXONEBbIX KNETOK

uTo KJ1eTKH A4 6eccmepTHbI? Pagymeercs, HeT. [M6esb kineTok A4
HaOJI0aeTCsl PU UX MepeHoce B YCJIOBHS, J1aJeKO BbIXOASLINE
3a Tmipeiesibl (PU3NO0JIOTHYECKOH HOPMBI M MIPSIMOTO (hU3HYECKOTO
paspyllentsi, KOraa HaHeCEeHHBbIC TOBPEKICHHUS CTaHOBSTCS
HECOBMECTHMBIMH ¢ »KM3Hblo. [loxTBeprkienne stomy ObLIO
HaIJIEHO B MPSIMOM LIUTOTOKCHUECKOM TecTe: Kietku Jurkat u A4
UHKYOUpOBAJIM B Ccpejle, coepaKallleil 1poOHO MOBbILLIAIOLLIAECS
B LIMPOKOM JHMAaNasoHe KOHLEHTPALMH I[POTHBOOIYXOJNEBbIX
JIEKapPCTBEHHBIX CPEJICTB M HeCTIEIIU(DHUIECKHX KJIETOUHbIX SII0B.
JKuanecrnocoGHOCTb KJIEeTOK olleHuBaiu ctanaapTHbim MTT-
TECTOM 110 CIOCOOHOCTH BOCCTAHABJMBATb METHJTETPA30JIMI
B OKpalleHHbll (hopMazaH — peakinH, CBOHCTBEHHON TOJLKO
JKMBBIM KJ1eTKaM. 1o COOTHOIIEHNIO KOMTMYIECTBA KUBBIX KJICTOK
B SKCIEPUMEHTAIbHBIX YCJIOBUSAX H B MHTAKTHOM KOHTpOJIE pac-
CUMTaHBI OJIOBUHHBIE HHTHOUpYIoLHe KoHuenTpauuu (1C, ) 1
KJIEeTOK 00euX JiuHui (TabJ. 1).

Ta6nuua 1. PacyeTtHoe sHadeHne IC, ) HEKOTOPbIX MPOTMBOONYXONEBbLIX
npenapartoB ¥ TOKCUHOB A5t KneTok nuHuiA Jurkat n A4 in vitro (n = 3-7; p < 0,05)

Mpenapat ICyy, MKMONB/NI
Jurkat A4

[lokcopy6uumH 0,8+0,2 > 100
dtonosupa 35+12 150 + 50
Lncnnatuu 30+1,0 150 + 50
BuHkpuctun 5£1 >100
MeToTpekcar 20£5 > 500
VipuHoTekaH 10+4 100 £ 20
mapy6uumnn 0,1+0,03 45+15
Linknorekcummng 0,3+0,15 >100
Tnuko3ung nngonokap6asona 1XC-1006 0,8 +0,3 102+1,5
bucéensumng H33342 6,5+22 24+45

Kak Buano us nannbix tabs. 1, IC,, Bcex ucnbITaHHbIX 1Ipe-
napartoB jyist KjieTok A4 Ha |1 —2 nopsijika npeBbliliaeT TAKOBYIO
JUIsi poJuTe IbeKOH sinHum Jurkat.

Haumenbiueii pasuuueil B konnentpausx IC,, (10-kpart-
Has PE3UCTEHTHOCTb KjeToK A4) ob6sagaer HHTHGHTOP
Tonousomepasbl | HpUHOTEKAH M TJIMKO3MJ HH0J0KapbaszoJa
JIXC-1006 — cuHTe3MpOBaHHBIN B JAGOPATOPHH XMMHUECKOTO
cunresa POHLL um. H. H. Biioxuna PAMH crpykrypHblil ana-
Jior pebeKKaMMLIMHA U CTaypocrnopuHa, o6Ja1atoluil MOLLIHON
UHTUOUPYIOLLeH aKTUBHOCTbIO B OTHOLIEHUH LMKJIMH3ABUCUMOM
kunasbl (Cdkl) n nporennknnasz C.2° B To ke Bpemst npu uc-
M0JIb30BAHUU JIOKCOPYOULMHA, BUHKPUCTHHA, MeTOTpeKcarta
U UMKJIOTeKCHMHUIA HaM He Y[aJloCh peasibHO JOCTHUb KOHIIEeH-
TpalMK LUMTOTOKCHHA i vitro, BIBOE CHWKalolleH OGuomaccy
JKUBBIX KJIeTOK A4 B Halllell MocTaHOBKe 3KcrepuMmenTa. M3
NPUBE/JIEHHbIX Pe3yJbTaToB ¢ abCOJIOTHOH OUEBUIAHOCTbIO Clle-
JIyeT, 4TO Pe3UCTEHTHOCTh KJIETOK JIMHUKM A4 K pazHooGpasHbim
MHIYKTOpaM amnornTosa MOJHOCTbIO COOTBETCTBYET HX (DEHOTHITY
MJTY, mpudeM crieKTp JieKapCTBEHHBIX TPENapaToB OKA3bIBAETCS
3HAUMTEJLHO 1IMPe TOTO apceHasa COeIMHEHHH, YCTOHUMBOCTD
K KOTOPbIM OOYCJ/IOB/JE€HA TOBBILIIEHHEM AaKTHBHOCTH CHCTEM
00paTHOTO TPaHCMOPTa JIEKAPCTBEHHBIX BELIECTB H CUCTEMbI
BHYTPHKJIETOUHON JIETOKCHKALMK KCEHOOHOTHKOB. !

CYAbBA NOTOMKOB KNETOK OBEUX JINHUMA, NEPEXUBLUNX

LINTOTOKCUYECKYH ATAKY

Knetkn 06enx JIMHUI B TeueHue 2 CyT BhIPAILMBAJIHI B CPeJie C [U-
CIJIATHHOM, aJ[PHAMUIIMHOM MJIH STOMO3HIOM B KOHLEHTPALUSAX
IC,,, oxasbIBaolKMX paBHblii GHosorkuecKuil shdext — rudesn
MOJIOBUHBI COOTBETCTBYIOLIEH nonyJsiuu, T. €. B 30—100 pas
6oJiee BbICOKOH Jist KieToK A4. MopdoJsiornuecknii 1 uTome-
TPUUECKHI aHAJIN3 KJIETOUHBIX MOTYJISILUI, ePeKUBIINX IUTO-
TOKCHYECKYIO aTaky, MokasaJs, uto Kjetku Jurkat morubator B
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OCHOBHOM M0 MeXaHHM3My aMoITo3a: HabJolaeTCsl XapaKTepHast
KOHJIeHCAlUsl XpOMaTHHA, 6J1eGOMHT KJIeTOUHON CTEHKH, BAKYO-
JIU3als IIMTOMIA3MbI, pacnaj fapa Ha GparMeHTsl, (hOpMHPO-
BaHHe amonTo3HBIX TeJ. PasBUTHIO amonTtosa MpeamiecTByeT
OCTaHOBKA KJIETOUHOTO IIUKJIA B OHON H3 €r0 CBEPOUHBIX TOYEK,
YTO BLIPAXKAETCSI HAKOIIEHHEM K1eToK B (hase G, (LUMCrIaThH)
nin G, (agpuaMMLIMH, 3TONO3KA) (pHc. 3).

Knetkn A4 1nposiBAsOT PeHMyLIIECTBEHHO HEKPOTHUECKHIT
MOpPOTHIT KJIeTOuHOM rubesn: HaGyXaHHe LUTOIIA3Mbl U s1pa,
pa3pbIB sIePHOM U K/IE€TOYHOH cTeHkH. HacTtynnenuto ru6esn He
TMPeJILIECTBYET HAKOTIJIEHHE KJIETOK B OHOMH U3 (pa3 KJIE€TOUHOTo
LMKJIA, YTO CBHMJETE/LCTBYET 00 OTCYTCTBMH BPeMEHHOM ocTa-
HOBKH HX JIeJICHHS].

Pazmunoil okasanach cyib6a MOTOMKOB BBIXKHMBIIUX B 3THX
YCJIOBUSIX KJIETOK 06€HX JMHHUI: TToc/Ie rmoceBa B MOJHYIO MHTa-
TeJIbHYI0 cpey nonyasius Jurkat Mopdosiornuecku u KHHETH-
4eCKH BOCCTAHABJINBAETCS Toc1e 22 CyT KyJLTHBUPOBAHMUS, XOTSI
B KyJIbType W HaOJl01aeTCsl MOBbILIEHHbI YPOBEHb MMOHYLIMX
KseToK. PertonyJisiist moroMkoB A4 jazke criycTst 3 HeJl. KyJIbTH-
BUPOBAHUsA COMPOBOXKIAETCA 3HAUMTENLHON IeTepOreHHOCTbIO
KJIETOK T10 MX (hopMe M pa3Mepy, MacCHPOBAHHON KJETOUHOH
r6e/IbIo B OTCYTCTBHE BHEILIHUX MOBPEXKAAIONIMX (PAKTOPOB, UTO
cslelyeT pacleHMBaTh Kak 06pagoBaHue abCOJIOTHO JeTaJlbHbIX
MOBPEXKACHNH B Mpoliecce MPEIIeCTBYIONNX THOCMH Ae/eH .
B panno6uosiorun Takol ¢eHoMeH M3BECTEH TOJ, Ha3BaHHEM
penpoaykTuBHON rubenu. TakoBa 1ieHa OCyIIeCTBIEHHS HOBOTO
cuenapusi BOJIBIIOTO BOTTPOCA.

Pestomupyst nsjioxkeHHOe Bbllle, CJAeIyeT OTMETHTb, UTO
topmupoBanue penotuna MJIY, cBS3aHHOTO € YyCTOHYHUBOCTbIO
K MHJIYKLHH anonrosa, He HajeJsieT YCTOHYMBbIC KJIeTKH Gec-
CMEpTHEM, HO M03BOJISIET UM COXPAHUTb KM3HECIIOCOOHOCTL B
arpecCHBHON BHELIHeH cpejie, ecyM ypoBeHb TaKol arpeccuu
He TPEBOCXOAUT pasdyMHble (PU3HOJIOTHUECKHe HOpMbI. Ecin
’Ke MOII[HOE TOKCHYEeCKOe BO3ACHCTBHE BLI3bIBACT B TaKOH
KJIETKE CyMMy MOBpPEXACHHUH, HECOBMECTHMYIO C »KH3HbIO, Ha-
CTyMaeT KJeTouHas rudesb ¢ MPOSBACHHEM HEKPOTHUECKOTO
Mopdotuna.?! [ToTOMKH nepexKUBIINX FeHOTOKCHUECKHH CTpece
PE3UCTEHTHBIX KJIETOK B IpOLeCCe PEMoMyJ/salHH KyJLTypbl
JUTUTEIbHOE BPEMsl TTO/IBEPKEHBI KIETOUHON rubest, KOTopylo
clelyeT pacleHHBATh KakK PerpoayKTHBHYIO, SIBJSIONIYIOCS
CJIEJICTBMEM COXPAHEHHSI B T€HOME TMOTEHLHATbHO JIeTAIbHBIX
MOBPEXKACHNH, B HOPME MOAJIEXKALINX pernapauuu (Mpu BO3-
MOKHOCTH) MJIM 3JUMHHALMK HECyLIUX HepernapupyemMble Mo-
BPEXK/ICHHS KJIETOK.

4YTO W3 3TOr0 CNEAVET

M3BectHo, uto KieTkH sivund Jurkat, mocsy>kuBlive B KauecTse

UCXOJHOTO «POJIMTEJILCKOrO» MaTepHaja B HacTosillleM HC-

CJIEJIOBAHHUH, He KCTPeCCHpyloT 6eJI0K pd3, BCJEACTBHE Uero

UX TeHOM JIOCTAaTOYHO JabGUJIeH W CKJIOHEH K HaKOTJEHHIO JIo-

MOJIHUTENBbHBIX MyTallil (MyTaTopHbIi (enotHn).?> BepositHo,

kaeTk A4, oroGpaHHble U3 OOLIEH MOMYJISIUH B pe3yJbraTe

Fas-onocpenoBanHoil cesieKlUd, MPEACTaBASIOT COO0H KJOH

CTOHTAHHO MyTHPOBABLIEH KIETKH «JIMKOTO THIA», yTPATHBLLIECH

B pe3yJ/bTaTe TaKOH MyTalMu 1porpaMmy cOOCTBEHHOH MHOeJIH.

[Tpupona myTauuu (MM HECKOJILKUX MyTalllil ) He yCTaHOBJIEHa,

HO O4YeBHIHbI (PEHOTHNHYECKHE MPH3HAKH, HAJE/SIOUHe 3TH

KJIETKH alaliTUBHBIMK [PEHMYLLeCTBaAMH CIOCOOHOCTBIO

COXPaHSATb XKU3HECITOCOOHOCTD MPU CyOHEKPOTHUECKHX ITOBPEIK-

JeHUsX. YTpata kaeTkamMu A4 mporpaMMbl KJAeTOYHOH rHOe/H

TIPUBOJIUT K JIBYM TIOCJIE/ICTBHSIM:

@ 0Ha JaeT BO3MOXKHOCTb COXPaHSITh XKH3HECTTOCOOHOCTD B
arpeccHBHON cpelie 0OMTAaHUS B MPUCYTCTBHH TaKHX BbI-
COKMX KOHIIEHTpALHH MPOTHBOOMYXOJEBHIX JJEKAPCTB, KO-
TOpbIE He JOCTHKHUMBI B YCJIOBHSIX OPraHH3Ma, a cJeloBa-
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Puc. 3. LinTometpuyecknin aHanma KynbTypbl Knetok Jurkat B MHTAKTHOM
KoHTpone (A) u nocne nx nHKy6aumn ¢ atono3ugom (B), uncnnatuHom (C) n
nokcopy6uumHom (D). Okpacka Pl Ha copgepxaHve B kneTkax OHK.' Mono-
XEHVe NepBoro nMKa Ha 0Cu MHTEHCMBHOCTY cbnitoopecLieHuun FL2 cooTeeT-
cTByeT aunnonaHoMy Habopy OHK (Hepensawmecs knetkn G, n fensiumecs B
hage G, uMKa — KpacHbIi Mapkep), BTOPOro Nuka — ee yABOeHHOe Komu-
4ecTBo (kneTku B chase G, M MUTOTUYECKME — 3eNeHbIn Mapkep). Mog map-
KepoM M perncTpupytoTcs curHasbl OT KNeTok, cogepxanve [IHK B koTopbix
MeHbLLE AUNAOMAHOro, — rMNOANMIIONAHbIE KIETKMN B COCTOSIHUM anonTosa
1 anonTo3Hble Tena paspyLUeHHbIX KIeToK

174

TeJbHO — (DOPMHPOBATH OIMYX0JIEBYIO TKAHb, a6COJIOTHO
pedpaKTepHy10 K IeKapCTBEHHOMY JIEUEHHIO;

@ MHIHOPMPOBAHHE BO3HHUKAIOUIMX B MPOLECCE TAKOTo Jeye-
HUS MOTEHIMAJBHO JIETANbHBIX TEHETHUECKHX MOBPEKIE-
HUH TNPUBOANT K PENPOAYKTHBHON rMOeJu TOH YacTH Mo-
TOMKOB TMEPEKHUBIIHX T€HOTOKCHYECKYIO aTaKy KJETOK, y
KOTOPBIX 9TH MOBPEXKACHHUS B PE3y/bTaTe KJIETOYHOrO JIe-
JICHHS CTAIM a0COJIOTHO JIeTaIbHBIMH.

OCHOBAHUSA Ang NECCUMU3MA

CymMMHpysT cOBpPEMEHHBIE MPEICTABAEHHSsT O MPUPOJE Pa3BUTHS
¥ MOJIEKYJISIPHBIX MEXaHU3Max OCYLeCTBJIEHHUS JIEKAPCTBEHHON
YCTOHUMBOCTH OMyXOJIeH, CllelyeT OTMETHTh, YTO PE3HCTEHTHBIH
(heHOTHIT OMyXO0JIEBBIX KIETOK MOXKET (DOPMHUPOBATBLCS B PE3YJlb-
TaTe HeCKOJIbKHX He3aBUCHMBIX COOBITHI, @ TAK2KE X COUETaHNH.
AxTHBalusi cucTeM 00paTHOrO TpaHCHoOpPTa KCeHOOHOTHKOB HO-
CHT aJIanTalliOHHO-TPUCIOCOOUTENLHBIH XapaKTep, aKTHBHOCTD
CHCTEM BHYTPHUKJIETOUHOH JIe3aKTHBALIMK JIEKAPCTB B 3HAYH-
TeJbHOH Mepe 00ycJIOBJeHA TeHeTHYECKUMH MPENoChlIKaMu
M THCTOreHEeTHYECKMM [POUCXOXK/IEHHEM ONYyXOJIeBOH TKaHH,
CMeHa MOJIEKYJISIPHOM MHUILIEHH CBsI3aHa ¢ cesieKLer NOMyJIsiiii
OIYXO0JIEBBIX KJIETOK. BO BCex 3THX cilyuasix COXpaHsieTcsi XoTsl
Obl TeOpeTHUECKast BO3MOKHOCTb MPEOJI0JIEHHs] JIEKAPCTBEHHON
PE3HCTEHTHOCTH: HCIOJIb30BaHKHE MOJN(UKATOPOB IPOHULLAEMO-
CTH KJIeTOUHOH MeMOpaHbl, MHrnéuTopos ABC-tpancroprepos,
JIMTIOCOMHBIX JIEKAPCTBEHHBIX POPM, MOBbILLIEHHE TTPUMEHSIEMOH
JI03bl WJIH TIPOJIOJKUTEILHOCTH MH(Y3HH TIPernapaTtoB B psijie
CJlydyaeB MO3BOJISIOT PACCUMTBIBATL HA KJIMHHYECKHH 3(PdEKT.
B koHlle KoHIOB, 3aMeHa 0Ka3aBluxcst Hea(PHEKTHBHBIMH Jle-
KapCTB Ha Mpernaparbl BTOPOH W TPETbeH JHHUI XMMHOTEparHH
MOTYT MPUBECTH K MOJIOKHUTENLHOMY PE3yJIbTaTy.

Cranossienne denotuna MJIY, cBa3anHoro ¢ penpeccueii
WJIH OJTHOH yTpaToi onyxoseBbIMU KneTkamu [ ITK, npaktnyecku
He OCTaBJIsSIeT BAPHAHTOB Jisl BbIOOPA: IOCTUIHYTh peaKTHBALIMH
NporpaMMbl CTAaHOBUTCSI HeBO3MOKHBIM. Ha sToM 3Tare rnpo-
IPECCHH OTYXO0JIH COBPEMEHHbIE BO3MOXKHOCTH KOHCEPBATHBHOTO
JIedeHHUst MOXKHO CUUTATh MCUEPIAaHHBIMHU. TPy/IHO paccuuThIBaTh
M Ha CKOPBIF YCMeX MNPeArnoJiaraloliuxcst K HCrojb30BaHHIO
CPEJICTB TeHHON Teparuu OMyXoJiedl, Ha KOTOpble B MoCJ/e/Hee
JlecsTHIeTHE BoaJjaratorcst  GoJibliive  Hajexkapl. Haunbosee
yacroi npuunHoi perpeccun [TI'K B onyxo/ieBbIX KieTKax npu-
HSITO CUMTATh MHAKTHBALMIO Gesika pd3 — OeJIKOBOTo MPOyKTa
omnyxoJieBoro cynpeccopa 7P53, nMeHyeMoro «crpa)Kem reHo-
Ma» M OCYILLECTBJISIIOILETO OCTAHOBKY JACJEHHS MOBPEXKACHHON
KJeTKd, aktuBauuio penapaunu JJHK u knerounoit ruenn npu
HEBO3MOXKHOCTH TOCJIE/IHEH, a TaKKe CHH)KEHHE SKCIPECcCHH
npoarionToreHHbIx GpakropoB Bax n Bad nim runepskcnpeccrio
antuanontorennblx Bel-2, Bel-X| n IAPs. Onnako noJydennbii
HaMU KJIOH A4, TaK e Kak poauTesbekue kiaetku Jurkat, Bosce
JuiieH 6eska pd3 (UTo He MelllaeT KJeTKaM «AHKOTO THIa»
aJleKBaTHO pearupoBaTh Ha MPOBOJAMMYIO TEpAIHIo), IKCIpec-
CHPYEeT paBHOE C «POAUTEJISIMU» KOJHUECTBO MPOATONTOreHHbIX
6esxos Bax u Bad, a skenpeccust Bel-2 n Bel-X| B nux paxe
cHuxeHa. !

[Tockosibky kioH A4 cchopmupoBasICsi CIIOHTAHHO, CJIELyeT
TPEJITIONOKHUTD, YTO ONyXOJIEBble KJIETKH C M0JOGHBIMH CBOJ-
ctBamu (¢ yrparoil [1I'K) mMoryT Bo3HHKaTh Ha pasHbIX Tanax
OMYXO0JIEBOH TMPOTPECCHH Y OHKOJIOTMYECKHX OOJIbHBIX KaK B
npoliecce MX JiedeHHsl, TaK W HE3aBUCUMO OT Hero. B Jio6om
cJlydae MMEIOLIMICs apceHalt creliiuecKix poTHBOOMYXoJle -
BBIX CPEJICTB OKa3bIBAETCSI GECCHIILHBIM MepPe/i TAKUM KJIOHOM.
[TpuurHa 5TOro BUAMTCS HAM B CYILIECTBYIOLIEH JI0 HACTOSIILETO
BpPeMEHH METOJI0JIOTHH 0TGOPa HOBBIX MOTEHLMAIBHO IPOTHBOO-
IyXOJI€BbIX JIEKAPCTBEHHBIX CPEJICTB C HCI0JIb30BAHHEM KJIETOK-
MUILLIEHEeH, COXPaHsAIOWMX CIIOCOOHOCTb K MPOrpaMMHpPOBAHHOM

KIMHUYECKAA OHKOTEMATOJIOTHS



JlekapcTBeHHas YCTOWYMBOCTL ONYXONEBbIX KNETOK

ru6esin. B pesysbrare Takoro ckpuHuHra 0TOHpaloTCst Haubosiee
3 QeKTUBHbIE HHIYKTOPHl aronTosa, He MpeCTaBJsiollne
peasibHOH OMacHOCTH JUIl OMyXOJEBBIX KJETOK, CTaBLINX He
CMIOCOOHBIMH K MOC/IE/IHEMY.

Mbl nosiaraem, 4to Jinust A4, a TakKe nojo0Hble eil MOryT
0Ka3aThCsl MOJNE3HBIMU MOJCJSIMH /IS TOMCKA MPUHLHUIHANBHO
HOBBIX TTPOTHBOOIYXOJIEBBIX CPEJICTB, JIEHCTBHE KOTOPBIX He
orpanuuntes aktuauueil [IT'K. Opnum M3 nepcnexkTHBHbLIX
HanpaB/eHHH Ha 3TOM MyTH TPEJICTABJ/SIETCS] UCIOIb30BaHHE
NPUOGPETEHHOTO TAKUMH KJETKAMH KauecTBa HTHOPHPOBATD
JIAaBUHY BO3HHMKAIOLIMX TeHETHUECKHX H3MEHEHHH, KOTOpbIe,
HaKar/nMBasiCh B X TeHOMaX, HEMHHYEMO JI0/KHBI MPUBECTH K
reHeTHUeCcKol KatacTpode, fesaroliell uX MOTOMKOB HeKH3He-
crioco6HbIMH. OKaykeTesl JIM Takoe MPENoJOoKEHHE BEPHBIM,
MOKasKyT Pe3yJbTaThl OYAyIIHX HCCIeI0BAHHI.
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SUMMARY

Till now ESA remains one of the basic options of treatment
of anemia in oncology patients. However indications and,
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CEMMWHAP MO OHKONOT NN

Komy He nmokasaHo HasHaueHHe
SPUTPOINOIZCTUMYJIHPYIOLIMX MTpernapaTon

H. B. )Kykos

PE®EPAT

[o HacTosLlero BpeMeHM 3pUTPOMOIICTUMYNUPYIOLLME npenapaTbl
(BCI) ocTalTCa OOHUM M3 OCHOBHbIX BAPUAHTOB SIeHEHUA aHEMUU Y
OHKOMornyeckux 6onbHbix. OgHako nokasaHus U, B GONbLUEN cTene-
HW, NPOTMBOMOKA3aHUA U OrpaHMYeHUs K UX UCMOIb30BaHMIO COBCEM
HegaBHO MnpeTeprnenn 3HaduTeNlbHble U3MeHeHus. B gaHHom o63ope
npencTasfieHbl OCHOBHbIE U3MEHEHWS B PEKOMEHAALMAX MexXayHapoa-
Hbix opranmsauuni (ASCO/ASH, EORTC) u 3apy6exHbIX perynsaTopHbIX
opraHoB (FDA, EMEA) no ncnonb3osanuto 9CI1 B oHKONOrnu.

KnioyeBble cnosa
3PUTPOMNOSTUNH, 1aPO3NOITUH, OHKOMOI VIS, OHKOremMaTonorms, 6e30NacHOCTb.

BBEJIEHUE

DpPUTPOIIOI3CTUMYJIUPYIOILIME — TIpernapa-
ol — JCII (peKoMOUHAHTHbBIE 3PUTPO-
MOSTHHBI, 1ap63MOSTHH) 10 HACTOSIIIETO
BpPEMEHH OCTAlOTCs OJHUM H3 OCHOBHBIX
crnoco6oB GoOpbObI C aHeMHell y OHKO-
JIOTHYECKMX M OHKOTeMaTOJIOTHYeCKHX
6osbHblx. [Tatuentam ICIT nossoasior
uzberath TpaHcy3uil M TPH TOM CO-
XpaHsITh YJIOBJETBOPUTEJILHOE KAueCTBO
JKH3HH, a Bpayeldl «ocBOOOXKAAT» OT
OpraHu3alMOHHBIX H, 3aYacTylo, IOpPHIH-
YyecKHX Mpo6JieM, CBSI3aHHBIX C MPOBeJie-
HHEM 3aMeCTHTE/bHBIX TeMOTpaHChy3Hil.
B nocnennue rogst ACIT B Hatelt ctpane
CTaJd  MCMOJb30BATHCT  3HAYUTEJBHO
qarie.

Onnako, Kak ¥ Jito0ble Apyrue jJekap-
ctBeHHble mpenapatsl, JCII umeror He
TOJIbKO T10Ka3aHHsl, HO 1 TIPOTHBOTIOKA3a -
HUSI WM OTPAHUYEHHS] B UCIIOJIb30BAHUH.
K coxanenuto, B 00JIbLIHHCTBE OTeue-
CTBEHHBIX TYOJHMKAIME, TOCBSIIEHHBIX
sonpocy npumenenust ACIT B onkonornu/
OHKOTEMaTOJIOTHH, B OCHOBHOM OCBella-
IOTCA JIWIIb JOBOJABI «3a» Ha3HAaUeHHE
OCII. It1o MpuUBOAUT K (POPMHPOBAHHIO
OIMOOYHOTO MHEHHUST O TOM, YTO JAHHbIE
npernaparbl 0Ka3aHbl PAKTHUECKH BCEM

OHKOJIOTHYECKHM MallieHTaM, MMEIOIHM
aHeMHIO, a aJibTepPHATHBOH HasHaueHHst
ACII apastoTes UL TeMOTPAHC(Y3HH.
YuuTbIBast, 4TO BOMPOCHI MOKA3aHUH |
npenmyiects HazHaueHust DCIT obeyxk-
JIAJINCh y?K€ MHOTOKpaTHO, 3ajauell 3Tok
CTATbU SIBJISIETCSI OCBETHTb HEKOTOPbIE
OTpaHWYEHHs] B MHCIOJb30BAHHUH 3ITHX
NpernaparoB y OHKOJOTHUECKUX OOJIBHBIX,
yTo6bl clesath HcnosbzoBanue DCIT B
Hauieli ctpane 6osiee 060CHOBAHHBIM TI0
COOTHOLIEHHIO 3hheKTHBHOCTL/ Ge3onac-
HOCTB/1leHa.

Komy :xe He nokasanbl DCIT uian nx
NpPUMEHEHHE JIOJKHO ObITh OFPAHUUYEHO?
Pasymeercsi, 10o106Hyt0 HH(OpPMALHIO
MOYKHO TIOJIyYUTb W3 HHCTPYKLHH T10
npuMeHeHHo TipenapatoB. OjHaKo, K
COXKaJIeHHIO, HHCTPYKIMH (0COGEHHO B
Hallell cTpaHe) TIpeICTaBJASIOT BecbMa
HEMOJIHYIO U 3a4acTylo y»Ke yCTapeBIIyIo
undopmanmio. [Tosromy B nanbHediiem
U3JI0’KEHUH Mbl  OyJleM OnupaTthesi Ha
ropagno Oojee yacto OOHOBJISIEMble
PEKOMEH/ALIMH  MEXKIYHAPOJHBIX OHKO-
Joruueckux opranusaunii (ASCO  —
AmepukaHckoe 0O6IIECTBO KJIMHUUECKUX
onkosioroB, ASH — Awmepukanckoe
o61ectBo remarosioros, EORTC — EB-
poriefickasi opraHusalys o U3ydeHHIo u

OrY OeepanbHblit HAYYHO-KNUHUYECKNT LEHTP IETCKOM FeMaTosnorim, OHKONOMM 1 uMmMyHonoriu C3 u

CPP®, Mocksa



Komy He noka3aHbl 3pUTPONOITUHbI

sevyenuto paka, NCCN — CeTb N0 BHEpeHHIO 3HAHUH B 00-
sactu onkosiorud CILA) u peryasitopubix opranos CIIA u EC
(FDA — ¥npassieHue 1o KOHTPOJIO 338 KAYeCTBOM IMHILEBBIX
npoayktoB u Jjiekaperennbix cpeacts CILIA, EMEA — Egpo-
neicKoe MeIHUIMHCKOE areHTCTBO ).

TEPAMUA 3CMN HE NOKA3AHA MALUNEHTAM, UMEHOLLINM

AHEMWHK, ObYCJIOBJIEHHYH) YCTPAHUMbBIMU NMPUHUHAMU

Kazasioch Obl, TaHHbIHA MYHKT SIBJSIETCST OUEBUAHBIM H He TpeOyeT
JlaJibHerIero o6CyskIeH s, TeM GoJiee OTIe/bHBIX peKOMeH/1a-
LM CTOJIb YBayKAaeMbIX OpraHu3aliui, nepeuncaeHHbIx Boile. K
COKaJICHHIO 3TO HE TaK, UTO MOATBEPIKIAETCS HAGJMIOIEHUSIMY 3a
PYTHHHOH KJIMHUUYECKOH MPAKTUKOH, TPUHATON B HALLEH cTpaHe.
C oHOW CTOPOHBI, €llle CO CTyAeHUYECKOH CKaAMbU Mbl TOMHUM,
4TO JIeueHHe Jto0oro 3a6oJieBaHusl MPEANOYTHTENBHO J0IKHO
ObITb THOTPOINHLIM (T. €. BJMSIOUUM Ha TMPHUHHY) WJH, Kak
MHHMMYM, NaTOreHeTHUECKUM (T. €. BJHMSIOUMM Ha OCHOBHblE
3BeHbsl pa3BUTHsI 3a60J1€BaHKsl, €CJIM €ro MpUUMHA HEH3BeCTHA
wiu Heycrpanuma). [1pu 3ToM BrioJiHE MOHSITHO, 4TO 3(hdek-
THBHO MOBJIMATH HA MPUUMHY WJH TATOr€HETHYECKHE 3BEHbs
aHeMHMH MOXKHO JIMLIb B CJTyyae, eCJii MX ylaJloch Orpee/nTb. B
mo6oit GosibHHLE 0611ero MPohuJIs 1 1azke B MOJUKJIHHUKE <He-
OHKOJIOTHYECKOMY» TIALIHEHTY C BIEPBbIC BHISIBICHHON aHeMHEH
BBITIOJIHSACTCS psifl 06C/1e/I0BaHH, HAMTPaB/IEHHBIX Ha BbISICHEHHE
ee npuunHbl. M TobKO MoC/Ie YCTaHOBIEHHST TOUHOTO AMArHO3a
(MM MpU3HAHHST HEBO3MOXKHOCTH CJIeJIaTh 39TO) HAYMHAETCS
Jedenne. K coxasenuio, B OHKOJIOTHUECKOH, J1a U B OHKOreMa-
TOJIOTHUECKOH TPAKTHKe yXKe J0CTAaTOUYHO JaBHO MpPaKTHYECKH
mobasi aHeMHsl Cpasy pacleHHBAeTCsl KaK CJIeACTBHE HaMUMs
OMyXOJIH /WK TIPOBOMMOTO MPOTHBOOIYXOJIEBON0 JIeUeHHSsI.
Bo MHOrOM 3TOT 10x0/1 06yCJ/IOBJIEH TEM, YTO Y OHKOJIOTHUECKO-
ro 60JILHOrO BO3MOKHAst pHUMHa (OMyX0Jb H/HJIH ee JieyeHHe )
yXKe OYeBHIHA, U Mbl He yTpyxXKaaeMm cebs JanbHEHIINM Jua-
THOCTHUECKHM MOMCKOM, 3a6bIBasi XOPOIIO M3BECTHYIO MCTHHY:
«TI0C/I€ TOTO, HE 3HAYNT BCJIEACTBHE Toro». BrosHe oueBHIHO,
4TO THOTPOIHO Tepanuu, BO3AeHCTBYIOLLEH HAa IPOTHBOOIYXO-
JIeBoe JleueHHe Kak PUUMHY Pa3BUTHs aHEMUM, He CYLIECTBYET
(3a MCK/IIOUeHHEM ee OTMEeHbl MJIM M3MEHEHHMsl), a OIyXoJb B
KayecTBE MPUUHHBI aHEMHH B GOJIBIIMHCTBE C/ydyaeB He MOXKET
6bITh ycTpaHeHa ObicTpo. B pesysbrate MHOTMM GOJIbHBIM C
Hepacrno3HaHHOH YCTPAHUMOMH TPHUYHHON aHEMHH HasHauaeTcs
cuMnToMaTHueckoe (remorpancdysun) WK naToreHeTHIeCKoe,
HO HempaBHJIbHOE (HarpaBJeHHOe Ha COBCEM JPyrHe 3BEHbS
narorenesa) neuenne (DCIT). Pasymeercs, Tpancdysun goHop-
CKHMX 3PHUTPOLUTOB MPAKTHYECKH B JIIOOOH CHTyallUM MO3BOJISAT
J00UTbCSl TIOBBILIEHHST ypoBHS reMoriobuna, a DCIT 6ynyr B
ONpeJiesIeHHON CTeNeHH CTUMYJIMPOBATh reMoros3 y GOJIbHbIX,
MMEIOLIUX JII0Oble MPUUMHbI aHeMuH. OIHaKO OUEBHIHO, UTO HC-
10JIb30BAHHE TAKOTO MOJX0/1a JIAJIEKO OT ONITHMAJILHOTO COOTHO-
1enns sddekTnsHocTh/Gesonachocth/ena. Mimenno nosromy
peKoMeH/IalK BCeX MeXKIyHaPO/HbIX OPraHU3aLHil PH Kax10M
Nepen3aIaHn COXPaHSIIOT O/IMH M TOT K€ TYHKT: TepeJl HauaaoM
tepamun DCIT (1a ¥ mepen npoBeneHHeM reMoTpaHcdy3uit)
HeOOXOUMO MPHUJIOKHUTH BCE YCHJIUST JUISt BLISIBAEHHST TPUUHHDI
aHeMHUH, yCTPaHUMOH ApyruM crioco6oM. Ha sTom ke HacrauBa-
et u M3 P B cBoem npukaze Ne 363 or 25.11.2002. CorsacHo
9TOMY MNPHKazy, «Jyisi MOJ0OHbBIX NalHeHTOB BayKHEHLIUM
SIBJISIETCS JIMKBU/ALUS TPUYMHbI, BbI3BABILIEH aHEMHUIO, a He BOC-
CTaHOBJIEHHE YPOBHSI TeMOTJIOOHHA C MOMOLLBIO TPaHChy3HH».
[Touemy ke Mbl MTHOPHPYEM HE TOJIBKO MeKIyHApOJHble
peKoMeH/allHi, HO M OTeYeCTBEHHbIE MPHKa3bl? MoxkKeT ObITh,
JIMarHOCTHYECKHH MOMCK SIBJISIETCS] TEXHUUECKH HEBBITIOJIHUMON
3ajiauell B YCJOBHSAX OTEUECTBEHHOTO 3/paBooxpaHeHus? Ha
caMoM JieJie TepBUUHBIH TOWCK MPHUMHBI AHEMHH, T103BO-
JISTIOLIME BBISIBUTH GOJIBLIMHCTBO YCTPAHUMbIX MTPHUHH aHEMHH
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y OHKOJIOTHYECKHX OOJIbHBIX, JOCTATOYHO ITIPOCT U BLINOJHUM

Jlaxke Ha ypoBHE, PEKOMEHIyeMOM MexKIyHapOJAHbIMH OpraHH-

3alusIM, TpaKTHYeCKH B JIIOOOM MEIMLMHCKOM YUpeXKIEeHHH,

ocHatieHHOM jabopartopueii. Coryacutech, 4to c60p aHaMHe3a,

(husnKasbHoe obcae0BaHke, KIHHUUECKHH (C MHKPOCKOIMHEH

Ma3KOB KPOBH ) 1 OHOXHMHYECKHI aHAIU3bI KPOBH SIBJISIIOTCS HE

CTOJIb YK CJIOKHBIMH JIHArHOCTHYECKUMH TeCcTaMu. A MMeHHO

OHH U BXOJISIT B ME2KJlyHaPOJIHblE arOPUTMbI IepBUYHOTO obciie-

JIOBaHHsI OHKOJIOTMYECKHX OOJIbHBIX ¢ aHemuer. HyxHo smiib

u36eraTh yKOpeHHBLIEHCS NPUBLIYKH «CIUCLIBATL» BCE HA yxKe

BBISIBJICHHYIO MOTEHLMAJIBLHYIO IPHUMHY — OIYXOJIb U ee Jieye-

HHe, T. K. LleHa BONpoca J0CTaTOYHO BLICOKA: [TPH HEBbIABJICHHOM

MCTHHON MPUYUHBI aHEMUH MBI TIPOBOIM GOJIEHOMY I0POTOCTOS -

l1ee W I0TEHLHAJBHO OMacHOe JieeHHe, B TO BPeMsl KaK MOTJIU

Obl OOOWTHChL JELIEBLIM H OTHOCHTEJbHO Oe3omnacHbiM. JIjsi

IIPOCTOrO MPEACTABJIEHHS] SKOHOMHUYECKOH LieJleco00pa3HOCTH

no06HOr0 AMATHOCTHYECKOr0 MOKUCKA A0CTATOUHO COMOCTABUTD

croumoctb DCIT wian peryssipHbix TpaHcdy3uil W, Harpumep,

Tepanuu npenaparamu xeJiesa Wi BATaMuHoOM B .

Kakyto ke nudopmaiio, BIHSIONLYI0 Ha BHIOOP JieueHHs,
Mbl MOKEM TOJIYYUTb M3 3THX MPOCTBIX U JIETKO BLINOJHUMBIX
TECTOB?

[IpaBunbHO coOpaHHbLI aHaMHE3 MO3BOJISIET T10JY4HThb
OTBETbl Ha CJie/lylollHe BOMPOChl U NPUHATL COOTBETCTBYIOLIHE
peLIeHHus:
® OblIM JIM y NALHEHTA 31M30/1bl KpOBOTEUEeHHH (HEOOX01H-

MO TPUHSATH Mepbl /15 MX TPeJ0TBpalleHHs/ocTaHOBKH,

OLIEHUTb 3anachbl »KeJjie3a ¥ MpoBeCTH JieueHue, HanpaBs-

JIEHHOE Ha KOPPEKIIHIO MOCTreMopparudeckoll aHeMuHn);
@ OblJIM JIM y NALHEHTA SMH30/bl 2KEeJITYXH HJIH APYTHe MPU-

3HAKH runepOunnpyoruHeMuH (ceyeT HCKIIOUUTD HaJU-

ype reMoJin3a u, Npu HeoOXOUMOCTH, MPOBECTH COOTBET-

CTBYIOLIEe JieueHHe);

@ [pUHUMAET JIM NallMeHT npenapartbl (KpoMe MPOTHBOOIY-
XOJIEBBIX), KOTOpble CMOCOOHDLI BbI3bIBAaTh aHEMHIO (MpH
BO3MOXKHOCTH OHHU I0JI?KHbI ObITh OTMEHEHBI);

@ He OblJIJIM TallUEHT OTPaHUYEeH B MOJY4YEHHH aIeKBATHOT O
NMUTaHUs (CTOMATHT, CHH2KEHHE anmneTHTa, HU3KUH COLU-
aJbHbI CTATYC W T. /1) U/HJH HET JIH IPHYMH, CIOCOGHBIX
BBI3BIBATH CHUKeHHe abcopObunu (auapesi, mpueM aHTa-
uua0B U abcopGenToB). [1pu BbIsIBACHUH MOTOOGHBIX CO-
CTOsIHUI TpebyeTcs L0MOJHUTEeNbHOe 00C/e/l0BaHKe, Ha-
npaBJieHHOe Ha MOUCK JedHUIUTA KeJie3a U BUTAMHUHOB,
BJIUSIIOLLUX HA FeMOI033 U, MPH HEOOXOUMOCTH, KOpPpeK-
U X leULINTa;

@ HeTJIM Y NallMeHTa COoMyTCTBYIOUIMX 3a60/1eBaHUl, 4acTo
BBI3bIBAIOLLIMX HJIM COTPOBOXKAAIOIIUXCS aHeMUel (aTpo-
(brveckuil TacTpuT, si3BeHHast 60J1€3Hb, ayTOUMMYHHbIE
3aboJsieBaHMsl, XpOHUUYECKHE UH(EKINH, TToUeuHast Hel10-
CTaTOYHOCTb, HACJ/EACTBEHHbIE 3a00JeBaHNsT IPUTPOHA).
[Ipu BbIsiBIeHUM NOLOOHBIX 3a00JIeBAHHI MOXKET MOTpe-
060BaTbCSsl IOMNOJNHUTEJbHBINA, HO y2Ke NpHLEeJbHbII 1Ha-
FTHOCTHUYECKHH MTOUCK.

DusnKaMbHBIE OCMOTP MO3BOJISIET:

@ BLISBUTH COMYTCTBYIOLHE CHMIITOMBI, MO3BOJISIIOLLHE 3a-
MOJ03PUTb MPUUHHY aHEMUH (HKTEPUYHOCTb — T'eMOJIU3;
IJIOCCUT, CTOMATHT, HEHPONaTHsl — aBUTAMUHO3, U T. [1.);

@ OUCHUTb TSKECTb aHEMUH U TOTPEOHOCTD B HEMe/JICHHON
ee KOppeKIUH MyTeM reMoTpaHchysni.

Konunundeckuil aHanna KpoBH B 00s13aTeJIbHOM MOPsKe
JIOJKEH BKJIIOYATh U3y4eHHE SPUTPOLUTOB B Maskax KpoBH. K
CoXKaJleHHI0, B OOJIBLIMHCTBE C/lydaeB 6e3 aKTHBHBIX 3alIPOCOB
MbI TIoJlydaeM M3 JabopaTopuu JiHiib HHOPMAIHUIO O Cofiep-
JKaHMM TeMorJIoOMHA M reMaTokpure. B To Ke Bpemsi 1aHHble,
rnoJslydaeMble MpPH PYTHHHOM M3y4€HMH Ma3Ka KpPOBHM BpauoM-
N1a00PaHTOM, MOTYT 3HAUUTEJbHO CY3UTb 00beM JajibHeillIero
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JIHarHOCTHYECKOro MOMCKA MJIH 1azKe BbISIBUTb PUYUHY aHEMHH
cpagy. [unepxpomust H MaKPOLIMTO3 MO3BOJIAIOT 3a110403PHTL B ,-
1N (hoJIMeBOIePULIMTHYIO aHEMHIO, 0OHAPYKeHHE LINCTOLMTOB
(pa3pylleHHBIX IPUTPOLMTOB) M PETHKYJIOIHTOB — TEMOJIH3
1 T. 1. Heobxomuma olieHka W Apyrux (hOPMEHHBIX 3J€MEHTOB
KPOBH; TaK, HarpuMmep, HajuuHe JICHKeMOWIHOH peakinu MpH
COJIUJIHBIX OIYXOJISIX MOYKET CBUICTE/ILCTBOBAThL 00 OMYXOJIEBOM
Mopa’kKeHUH KOCTHOTO MO3ra. DHOXHUMHMYeCKMI aHa/H3 KpPOBH
TakkKe KpaiiHe BaxkeH sl inddepeHnanbHOro Juariosa: mno-
BhilleHue aktuBHocTH JII i ypoBHst Henpsimoro GuipyouHa
MOJKET CBH/ICTE/IbCTBOBATL O FeMOJIM3€, A MTOBbILIECHHBII YPOBEHb
KpeaTMHHHA — O MOYEYHOH HEeJI0CTaTOUHOCTH, SBJAIOLICHCS
OJIHOM M3 MPUYUH PAa3BUTHs aHeMHUHU. Kpaline BaxKHO U onpesiesie-
HHe cofiep:KaHus JKese3a. JIMIIb MpH HEKOTOPBIX 3a60/eBaHUSAX
HeoOXOAUMO YKe Ha MepBOM ITare MPOBOAUTD AOMOJHUTEbHbIE
K TepevyHC/IeHHBIM BbIlle AMarHOCTHYECKHe TeCTbl. Tak, HarpH-
Mep, Mpu XpoHudeckoM Jjumdonerikoze (XJIJ1) anemus nocra-
TOYHO 4ACTO HOCUT ayTOMMMYHHBIH Xapakrep, U nepej TeM Kak
NPUHUMATL PELICHHEe O ee JICUEHHUH HeOOXOAMMO MpOBe/eHHe
peakuuu Kym6ea. [Tpu MHOTrHX remo6.1acTo3ax, MpoTeKatoLIux ¢
nopakeHueM KOCTHOro Mo3ra, TpebyeTcst MopoJIorHiecKoe ero
uceseoBanme, T. K. HagHauenne DCIT 6osbHBIM, HOPMaJbHBI
reMoro33 KOTOPBIX MPAKTHIECKH TTOJHOCTBIO BBITECHEH OMyXO-
JIbIO, BPSIL JIH TIPHHECET OIyTHMYIO MOJb3Y.

Takum o6pasom, TpH BbISIBACHUH aHEMHH Y OHKOJIOTHYE-
cKoro GOJILHOTO TIpeKJae BCEro JOJKEH MPOBOAUTHCS MOMCK
YCTPAHUMBIX TIPUUHH ee pa3BUTHs. B ciydae eciin 5TH NPUUHHDI
BbIsIBJEHbI, To HasHaueHue DCIT B kauecTBe mnepBoil JIMHUH
JIeYeHHsl aHeMHH He MoKasaHo. ¥ TakuX OO0JIbHBIX BOIPOC O Ha-
gnadennn JCIT MoxkKeT ObITh MOCTABJIEH JIHLIb B Clyyae, ec/u
NPOBEJCHHOE B MOJHOM 00beMe 9THOTPONHOE WJM MaToreHe-
THUECKOe JIeYeHHe He MO3BOJIMT YCTPaHUTL aHemuto. Hanbosee
MOJTHO 3TO OTpakeHo B pekomenaaumusax ASCO/ASH 2007 r.:
«Kaxk u BO MHOTHX JIPyrHX MEIMIMHCKHMX CHTyallUsX, KpaiiHe
BAXKHBIM SIBJIICTCS] MOMCK YCTPAHUMBIX TPUUMH aHEMHH Mepes
MPUHATHEM pelleHHsl o HagHaueHuu Tepanuu JCII. B cBsizu ¢
9TUM 2KeJ1aTeJIbHO MPOBECTH MOJHOLUEHHbIH cO0p aHamHe3a U
(hU3UKaJIbHbII OCMOTP, HA3HAYUTH HEOOXOIUMbIe JJa00paTOpHble
TECTbl, HAMPaBJEHHbIC HA BbISIBJICHHE JPYroil MPUYHHBI AaHEMHH,
KpoMe XHUMHOTepanuu Wi remo6sacrtosa. Kak MHHUMYM He-
06xoanMo: co6paTh AaHHbIE O TPUHUMAEMBIX (TPHHUMABLLIHXCS )
npenaparax; BbIMOJHHTb TLIATEJbHOE H3y4eHHE Ma3KoB Iie-
pudepruecKkoil KpoBH (a B HEKOTOPBIX CHUTyallUsIX U KOCTHOTO
Mo3ra), TojipasymMeBas HCKIoUeHHe Ae(HIHT Keseaa, (hoaaToB
WJIM BUTAMHHA B |, (1IpH oKasauusx); IpoBeCTH TeCT Ha Ha/luuue
CKPBITBIX OTEPb KPOBH U M0YEUHOI HepocTaToyHOCTH. [IpoBe-
JeHue peakuun Kym6ca moxkeT ObITh HEOOXOAUMO Y NaLEHTOB
¢ XJIJI, HXJI u B cotydae Hasmuus ayTOMMMYHHBIX 3a60J1eBaHHH
B aHaMmHe3e. [Ipu MuesoqucniaTHueCKoOM CHHIPOME OTBET Ha
nanpherinryto tepanuio JCIT mMoxeT npeackasbiBaTh ypoBeHb
9HJIOFEHHOTO 3PUTPOIOITHHA». AHaAIOTHUHblE yKa3aHus (¢ He-
KOTOPBIMH MOAM(DUKALUSIMH ) TPUCYTCTBYIOT H B PEeKOMEH/IALIUSAX
NCCN, EORTC. Ilpu stom HeoGxoaumo u3beratb W JAPyrom
KPaMHOCTH, OISITh K€ SBJIAIOLLEACS BAPHAHTOM IMIIUPUUECKOTO
JIeYeHMsl, — Ha3Ha4YeHUsl JELIEBBLIX MpernapaToB (BUTAMHHbI,
’KeJie30) 6e3 MpoBe/ieHUsT NPeJIBAPUTENbHOIO 00C/AeI0BAHUS U
uenosbosarust ICIT u/uiu Tpancdysuii JTULIL TPH OTCYTCTBHH

spexra.

HA3HAYEHUE 3CN HE NOKA3AHO b0JIbHbIM C AKTUBHbIM

ONYXO0JEBbIM NPOLIECCOM, HE MOJNYYAKOLLUM
MMWENOCYNPECCUBHON XMMUOTEPANUN

XOopoLIo U3BECTHO, UTO caMo 110 cebe HaJHyMe 3JI0KaueCTBeH-
HOH OMyXOJIM MOYKET BbI3bIBATH AHEMHIO 33 CYET BbIICJICHHUS
OMyXOJIbI0 /MM OPraHH3MOM (B OTBET HAa HAJMUHE OIyXOJH)
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PA3JIMUHBIX LIUTOKUHOB M GHOJIOTHYECKH aKTHBHBIX CyOCTaHIIUH.
[Tomo6Hasi omyxoJib-acCollMMpOBaHHAs aHeMHsl MMeeT oOIiHe
MeXaHH3Mbl Pa3BUTHSI C aHEMHSIMH, BO3HHKAIOLUIUMH TPH XpO-
HHYECKHX MH(EKLHOHHBIX, ayTOMMMYHHbBIX 1 HEKOTOPbIX JPYTHX
3aboJsieBaHUsIX (aHEMHsI XpOHHUeCKOoro 3aboseBanust ). CorsiacHo
nanubiM uccaenosanusi ECAS, npumepro 30 % GOJIbHBIX C
BIIEPBbIE BbisIBJIEHHBIMU OHKOJIOTHUECKUMHU 3a00J1eBAHUSIMU €el1le
JI0 HavaJia MPOTUBOOITYXOJIEBOTO JIEUeHHUsT Y2Ke UMEIOT aHeMHI0.”
AHeMust MOXKET COXPAHSITLCS U Y MALMEHTOB, 3aBePIINBIINX LU~
TOCTATHUYECKOE JIeUeHHE U HAXOJSLIUXCS B COCTOSIHUU PEMHCCHH,
a TakkKe y GOJIbHBIX, HE TIOJIyJalol|X POTHBOOITYX0JIEBOTO Jie-
YEHHUsI B CBSI3M C MPOSIBICHUSIMH TOKCHIHOCTH UJIH HCUEPIIaHUEM
BCEX BO3MOXKHBIX BAPUAHTOB JieueHHs (y 3THX MallHeHTOB reHes
AHEMHH MOXKET ObITh CMEILaHHBIM: OMYXO0JIb-aCCOLMMPOBAHHasT
aHeMHsl + OCTATOUHbIE MPOSIBJIEHHUST KyMYJISITHBHOE MUEJIOTOK-
CHUHOCTH).

Pasymeercsi, crpemsienne uzbexath TpaHcdysui 1 coxpa-
HUTb Ka4eCTBO KH3HHU Y 3THX GOJIbHBIX MPEICTABJISIIOCH BECbMa
060CHOBaHHBIM. Ellle OTHOCHTE/NILHO HEJABHO BO3MOXKHOCTD
HazHauenust DCIT npu omyxoJsib-acCOLMUPOBAHHON aHEMUH
He MCKJIoUYasach ¥ BXOIU/IA B PEKOMEHIALMHI MeXKIyHapOIHBIX
opraHu3aluii (Ho He B opHIMaJbHbIE 3apy6eKHbIE HHCTPYKIUH
kK ICII). Tepanus DCII moria mpoBOAUTbCS OGONBHBIM, BO-
06111e He MoJIydaloliUM POTHBOOIYXOJIEBOTO JIEUEHHST, HIIH TEM,
KOTOPbIM MPOBOJUTCST TOJBKO JIOKa/bHOE JiedeHne (oreparusi,
JlydeBast Tepamnus).

Opnnako yxke B 2002 1., korjia 6bl11 0My6/IMKOBAHBI TPEJIbILY -
l1de PeKOMeHIAUUH ASCO/ASH,* B HUX 0TMEUAJIOCD, YTO <HET
onyGJIMKOBAHHBIX JIAHHBIX MCCJIEI0BAHHI BBICOKONO KavyecTBa,
nojyie p>kuBatoiinx nenosbzosanne JCIT y nanyeHToB ¢ aHeMu-
el Ha poHEe MHOXKECTBEHHOH MHe oMbl (MM), HEXOKKHHCKUX
mumpom (HXJT), xponnueckoro Jsumcoserikoza (XJIJ1), He
NoJlydarolux XuMuorepanuu». Takum 06pa3oM, COIJIACHO
peKOoMeHIalUsIMHK ASCO/ASH, GoJibHble ¢ reMaToJorHyeCKH-
MH HEMHEJIOWJHbIMH HOBOOOGPA30BAHUSIMH, He TI0JyuaBIlIHe
XUMHOTEpANnM, He SBJSNUCh KaHIMAaTaMH I MPUMEHEHHs
OCII. Onnako, Hanpumep, B pekomenaaiusx EORTC (2004)
wm NCCN (2006) nasnayenune ICII y nanHOH KaTeropuu
GOJILHBIX He HCKJTI0Ya10Ch.” CONIACHO PEKOMEHIALIUSIM STHX XKe
opranuaatiuii, 6oJibHble ¢ aHeMHell Ha (hoHe CONMIHDBIX OMyXOJIel
Morsi mogtydate Tepanuio JCII, He mosmydast oaHOBpeMeHHO
IPOTHBOOIYXOJIEBOTO JIEUEHHS.

B Hacrosiiiiee BpeMmsi BCe MepeUHC/IEHHbIE BbIllle MEXILy-
Hapo/Hble OpraHU3aluK He peKOMeHAylT ucrosb3oBath JCII
y GOJIbHBIX, He TMOJYYAIOIIUX [UTOCTATHIECKOTO JIeUeHHs], BHE
3aBUCHMOCTH OT THNA HOBOOOPA30BaHUs (3a HCKJIOUEHHEM
MeJIOJIUCIIIACTHIECKOTO CHHIPOMA HU3KOTO PHCKA ).

[Tono6Hoe H3aMeHeHue MpakTUKK HasHayeHus: DCIT Bo MHO-
rOM OCHOBaHO Ha peayJsibraTtax uccienoBanus 20010103.5 dro
JIBOHOE cJienoe paHaoMu3npoBaHHoe HccsenoBanue 111 dasel
BKIOUMI0 989 manpeHToB C COMMIHBIMM M HEMHUEJOUIHLIMH
reMaToJIOrHYeCKUMHU OMyXOJISIMH, C YPOBHEM TeMOrJIoOHHA He
Gonee 110 1/ Tpumepro 70 % Go/bHBIX panee MoJyyau Xu-
MHOTeparuio (Mearana BpeMeHH OT OKOHUYAHHsT XUMHOTEpariu
JI0 BKJIIOUEHHSI B UCCJIelOBaHKME COCTaBUIA 9 MecC. ), HO He JI0JIK-
Hbl ObLIM MOJyYaTh LUTOTOKCHUECKOE XHMHOTEpPAIMM H/H/u
MHEJIOCYTIPECCHBHON paMOTepanii Ha MOMEHT BKJIFOUEHHUS U B
TeueHHe MepBbIX 16 Hell. yuacTus B ucciieoBaHun. B 31oT nepu-
OJ1 JIOTyCTUMO OBIJIO MPOBEJIEHNE JIMIIb HEMHEJIOCYPECCHBHOM
JIOKAJIbHOH pafiio- WM TOpMOHANbHOH Tepanuu. [lanuenTtoB
pannomusupoBasu Ha nosaydenne DCIT (nap6smostun anbda)
win nuaue6o. Llesbio HecneoBanusl SIBJSIIOCh OLEHHTD BJIHS-
Hue DCIT Ha moTpe6GHOCTL B 3aMeCTUTEIBHBIX TeMOTpaHC(y3HsIX
(nepBHYHAsT LlesIb) W KAueCTBO »KM3HH MalMeHTOB (BTOpHUHAsI
1esib). BesonacHocTh JiedeHusi OLEHMBAJIACh [0 BJHSHHIO Ha
00110 BbIXKHBAEMOCTb.

KIMHUYECKAA OHKOTEMATOJIOTHS



Komy He noka3aHbl 3pUTPONOITUHbI

K coxasnenuto, nccieoBaresisiv He Ya/0Ch MM0KasaTh HHU
YMEHBILIEHHS] YacTOThl TpaHC(hy3HH, HH YJydllleHHs] KayecTBa
u3Hu mpu HasHadeHun OICIT GosbHBIM, He MOJYyYaBUINM
OTHOBPEMEHHO LMTOCTAaTHYeCKOH Tepamuu. bBosee Toro, B
rpynmne npumenennst DCIT 6b10 oTMeueHO CHMKeHHE OOIIeH
BblKMBaeMOCTH (37 vs 47 Hen. B rpynne miaue6o; p = 0,022).
DTO MOCHYXKUJIO MOBOJOM JJIs1 TOTO, YTOObI B pPeKOMEHIALUSIX
ASCO/ASH (2007) nosiusicsi caenyomii naparpad: «Her
onyGJIHKOBAHHBIX JIAHHBIX HCCJIEIOBAHHI BBICOKOTO KauecTna,
TMOJIEPAKUBAIOIIMX  IKCKJII03MBHOE Hcrnosib3oBanue IJCIT y
nauueHToB ¢ aHemuelt Ha poHe MM, HXJI u XJIJI B oTcyTcTBHE
XMMHOTEpanui. AHalM3 TMEepBUYHBIX JAHHBIX HCCJIEI0BaHUS
200110103, nepenannbiit FDA B mapre 2007 r., nojyiepkuBaeTt
y6enuTeNbHble  peKOMEHAALUNH TPOTHB Hcrodb3oBanns DCII
JUISl JICUEHHUST OIyXOJ1b-aCCOUMUPOBAHHON aHEeMHMH y OOJbHBIX
3/10KQUECTBEHHBIMH HOBOOOPA30BAHUSIMHU (KaK COJIMAHBIMU, TaK
¥ HEMHEJIOWIHBIMU FeMaTOJIOrHYECKMMHX ), He M0JIy4alolnX OJHO-
BpPEMEHHO XMMHOTepanun». PekomeHnalun, 100aB/jeHHble B
CBSI3M C 9THM B HHCTPYKILIHH /YISt SPUTPONOITHHA U 1apO3MO3THHA
B Mapte 2007 r., takoBbl: «McnosnbzoBanue JCIT yBesnunpaer
PHCK CMEpTH, KOIjla Ha3HAYaeTcsl C Leblo yBEJIHUEHHsT FeMo-
r106kHa 10 120 /101y nauuenToB ¢ aKTHBHOF 3J10KaueCTBeHHO
OMyXOJIbI0, He TMOJy4alolnX HH XMMHOTEparuu, HU JyueBOH
tepanuu. Hasnauenne DCIT He nokaszaHo B JaHHOH MOMyNSALMH
OOJILHBIX».

Onnako He0OXOAUMO OTMETHTb, YTO 1aJIEKO HE BCEM Pe3yib-
TaThl JJAHHOTO HCCJIEJI0BAHUST TPEJICTABIISIIOTCS OJIHO3HAYHBIMH,
0 UeM CBHJIETENILCTBYET Pe/IaKLIHOHHAS CTaThsl, OMyOJIMKOBaHHAs!
B TOM K€ HOMEPE, YTO M Pe3yJ/IbTaThl HCCJIE/IOBAHNUS, U TIPe/IBa-
pstiowias ux.” B 1aHHO# cTaThe 0TMEYaeTesi, UTo B HCC/Ie/IoBaHHe
OblJIH BKJIIOUEHbI MalMeHTbl, cTpajialoliye 6osee uem 15 tunamu
3JI0KaYeCTBEHHBIX OIyX0JIell Ha Pas/IHUHbIX CTaJusIX 3aboJjeBa-
HHUsI. YUMTBIBAsi, YTO BbIKHBAEMOCTb He SIBJISIIACH MEPBUUHON
11eJ1bI0 HCCIIEI0BAHHSI, TPYIIIbI MO TPOrHOCTHYECKUM (haKTopam
cbanaHCHPOBaHbI He OblIH. PeTpPOCTIEKTHBHBIN aHAIU3 Pesyiib-
TaTOB HCCJIEIOBAHHUS MTOKa3asl, YTO MPH y4eTe MPOrHOCTHUECKUX
(haKTOPOB pas/nUMsl B BEIKHBAEMOCTH TEPSIIOT CBOIO JIOCTOBEP-
HOCTb aHAJIOTHYHO TOMY, KaK TO TPOU3OIIIO B HCCIEIOBAHHUSX
BEST u ENHANCE, kotopble, KCTaTH, Tak:Ke GbIJIH MOCBSIILIEHBI
ncnonbsoBanuio DCIT no He3aperucTpupoBaHHBIM MOKA3AHUSIM
(151 «HOpMaJIM3aLMK» YPOBHS TeMOIJIOOWHA C 11eJIbI0 YJIyullle-
HUsI PE3yJILTaTOB MPOTHBOOIYXO0JIEBOTO JiedeHHst ).5?

Kpome Toro, mo MHeHHIO aBTOpa peIaKIHOHHON CTaTbH,
JIaHHO€E HCCle/IoBaHHe BCKPBIIO M JIPyrie CyllleCTBEHHbIe opra-
HU3ALMOHHbIE HEJIOCTATKH, KOTOPblE MOTJIM OTPHLIATEJBHO T0-
BJIMSITL M HA pe3yJibTaTbl MHOTHMX HccaenoBanuii no ACI1. Ecau
TMOJIXO/Ibl K MPOTHBOOIYXOJIEBOH Tepariu J0CTaTOUHO CXOHbI
B Pas/MUHbIX CTPaHax, TO B OTHOLIEHHH COTPOBOAMTEJBHOIO
JIedeHHs 3TOTO cKasaThb Hedsbast. MecsenoBanue 20010103 66110
MHOTOHALMOHAJLHBIM, H 75 % GOJIbHbIX, yIaCTBOBABLIHX B HEM,
OblJIM BKJIIOUEHbI B cTpaHax EBporbl, B T. 4. 1 Bocrounoit. JIuwib
25 % M3 BK/IIOYEHHLIX NALMenToB noaydani jgedenue B CLIA,
rje CUTyalusl ¢ JOHOPCKOH KPOBbIO JOCTAaTOYHO OJ1arornoJy4Ha
M HCIOJbB3YIOTCS JIOCTATOYHO MSIPKHE KPHUTEpHH Julsi Hadaja
3aMeCTHTENIbHBIX reMoTpaHcdysnil. B crpanax ke 3ananHoi,
a tem GoJiee, Bocrounoit EBponbl, rie Habmionaercst 1euuuT
JIOHOPCKOH KPOBH, JINGO CYyIIECTBYIOT ropasjio 6oJiee KeCcTKHe
KPUTEPHUU JUIsl TIPOBe/leHHs1 TpaHcdysui, Jn6o, HeCMOTpsl Ha
JaubepasibHble KPUTEPHUH, OHM JaJ1€KO He BCeria peasMayroTcst
na npakruke'? Tak, B uccnenosannu 20010103, uz 75 Goiib-
HBIX, KOTOPBIM TPaHC(Y3HH He MPOBOJMIIUCH JaxKe MPH ypoBHE
remorsio6una menee 80 r/i1, 95 % Gbuin U3 ctpaH BocrouHoit
EBporibl. A 5T0 cTaBUT psifi BONPOCOB B OTHOLLIEHHH BO3MOXK-
HOCTH JIOCTHXKEHHST OCHOBHBIX 11e/1efl NCCAeA0BAHNS (CHIKEHHE
4acTOThl TpaHCy3Mil M COXpaHEHHe KadecTBa »KHM3HM), OCO-
6eHHO B cJlydae, ecli UCTHHHBIE Pa3indust B 3(h(HEeKTHBHOCTH He
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cToJb BesiKH. Harnpumep, ecain 6bl B HCC/IeI0BAHUN TPUHUMAJH
yJacTHe TOJbKO aMepHUKaHCKHeE 1EeHTPHI, TO 6bII0 6bl MpoLIe J10-
Ka3aTb CHMKEHHE MOTPeGHOCTH B TPAHC(Y3HSIX, T. K. B YCTOBHAX
JubepanbHOl TpaHChY3HOHHON MOJMUTHKH GOJIbHbIE KOHTPOJIb-
HOM Tpynnbl moJydyanu Obl MepeanBaHUs KPOBH 3HAUMTENLHO
yaie, yem B Espone. C apyroit cTopoHbl, Npu UMeloLlielics B
CIIA BO3MOXKHOCTH TpOBeJeHUs] TpaHChy3Hil MpH He3HAuH-
TesibHOH (10 PoCCHICKMM TMOHSITHSIM) aHeMHH, BepOSITHOCTb
M0Ka3ath yJydlleHHe KauecTBa KU3HH Y O0JIbHbBIX, MOJIydalolX
9CII, ropasno meHblIle (T. K. TPH HauaJse TpaHcdysni Ha Gogee
BBICOKHX LM(pax reMorsiobHHa KayecTBO KM3HM OOJIbHBIX B
KOHTPOJILHOH TpyMme J0/LKHO CTpajaTh MeHblie). M naoGo-
pOT, TIPH JKECTKOM OTPaHHYEHHH MOKa3aHWH K TpaHCPy3usim,
XapaKTepHOM Jyisl cTpaH Bocrounoit EBpornsl, TpyaHee mokasath
pasJinuMsi B X 4acTOTe MKy KOHTPOJILHON M OCHOBHOH IpyTi-
10i, a BOT Ka4eCTBO »KM3HH MeXIy HUMH MOXKET pasjinyaThCst
3HAYUTENIbHO. BO3MOXKHO, B JIAHHOM MCCJIEIOBAHHM, KaK H BO
MHOTHX JIDYTHX, Pa3JIMuusi B TPaHC(hY3HOHHOI TTOJHTHKE MEXLy
CTpaHamH, MPUHHMABIIMMU B HHMX Yy4yacTHe, HHMBEJHMPOBAJH
MMeBIIMiCs BeMrpeil oT HazHadennss DCIT. K coxkanenuio,
KakK I0Ka3blBaeT aHaJju3, Mojo6Hast CUTyalllst Hepejika B ciyuae,
€CJIM B MCCJIEI0BAHUSAX MPUHUMAIOT y4acTHe CTPaHbl, pasiesieH-
Hble okeaHoM.!"? TlogoGHble HaGJIOJIeHUs] HATAJKUBAIOT Ha
MBICJIb O TOM, UTO, BO3MOXKHO, 1eJ1eco0O6pa3Ho MpoBeeHHe He
MHOTOHALIMOHAJIbHBIX, @ MHOTOLEHTPOBBIX, HO B MPE/esax OfHOH
cTpaHbl Heese1oBauuit no npumenenuto JCIT.

TpynHo He corniacuThest ¢ aBTOPOM LUTHPYEMOH pelaKIi-
OHHO CTaTbH B YTBEPIKICHHH O TOM, YTO €CJH Obl Pe3yJbTaThl
uccaegosanus 20010103 nosiBUIMCL HECKOJBLKO JIET Has3al, B
«3ogqioryto apy» DCII, 10, cKkopee Bcero, oHu OblaH Obl MOCTAB-
JIeHbI 110/l COMHEHHe M3-3a Npo6JieM B H3aiiHe W BbINOJHEHHH
ucenenoBanus. Ilpu stom Bonpoc 06 ucnosnbszoanuu ICIIT y
NalyueHTOoB, He MoJTyYaBLIMX XHMHOTEPATTHIO, OCTAJICS Obl OTKPbI-
TBIM C 3aKJoueHueM o ToM, uto DCIT HeaHauuTebHO yMeHbLIa-
JIM MOTPe6GHOCTb B TpaHCcy3HsIX M He BJIHSIN HA BBIXKHBAEMOCTb
60J1bHBIX B JaHHOH rpyrnme. Ho pesy/braTel 3TOro Hecsie10BaHust
6blTH OMyOJMKOBAHbI TOTAA, KOTA yKe HAaKOTHJICS HEKOTOPBIH
00beM JIaHHBIX, MO3BOJISIONINX 3aM0103PHTh BO3MOXKHOE He61a-
ronpusitHoe Baussuue JCIT Ha BBKMBAEMOCTb OHKONOTHIECKHX
60J1bHBIX. !4 B ¢BSI31 ¢ THM pe3yJibTaThl JAHHOTO HCC/IEI0BaAHHST
ObLJIM BOCIIPUHSATBI 00Jiee YeM CePbe3HO H TOCIIYKHIIH [T0BOJOM
JUIST TIPUHSATHST KapAMHAJBHOTO pELICHHsT, BO BCSKOM CJydae,
JI0 MOJTy4eHHUST TTOATBEPIKAAIOIIHX HITH OTPOBEPraroLInX AaHHBIX
60J1ee BLICOKOH CTereHH JoKazaTebHOCTU. [1pu aTom crenyer
MOMHUTb, YTO HECMOTPSl Ha paHHHE PEKOMEeHIAlMH MeXKyHa-
POJHBIX opraHusaluii, ucrosibzopatne JCIT y nauueHTos, He
MOJIy4aBIINX XMMHOTEpPANHW, HUKOrAA He Obl10 O(HIHAIBHO
3aperucTpUpOBaHHbIM (BO BesikoM ciydae, B CLLA) nokasannem
K HazHaveHuto, Xorst DCIT n npUMeHsIIUCh ¢ 3TOH LeJIbIO U JlaxkKe
OMJIaUMBAJIUCh CTPAXOBBIMH KOMIMAHHUSIMH.

Han6onee TpyHbIM MPaKTHUECKHM BOMTPOCOM B OTHOIIEHHH
orpannuenus ucnosab3opanus JCI1 y naupeHToB, He noJydaro-
LLIMX XMMHOTEPATIHH, SIBJISIETCS] BOIIPOC O TOM, KaK BBIICJTUTL 3TY
KaTeropuio ralMeHToB B PyTHHHOH NpakTHKe. JledeHne omyxoJu
4acTo NpeACTaB/IAeT COOON NMPEPLIBUCTDIN Mpollece, ¢ HHTEepPBa-
JlaMH, 00YCJIOBJIEHHBIMH JIOCTHKEHHEM MaKCHMaJlbHO BO3MOXK-
HOM peMHCCHHM MJIM TOKCHYHOCTblO. Kak mnocrynath B ciyuae,
€CJIM TIPOTHBOOIYXO0JIEBOE JIeUeHHE MTPHOCTAHOBJEHO, a aHEMHSI
coxpansieTcsi? MasioBeposiTHO, 4TO B 3THX CHTyallMsIX coXpa-
HSIOILASICS aHEMHST, XOTsI 6B YaCTHYHO, HE SIBJSETCS CIe/ICTBHEM
npoBejieHHoro Jeuenus. [Tostomy, Hampumep, naxe B Hanbosee
ceexkux pekomenaaiusax NCCN or 2009 r. npenycmarpuBaer-
cs1, uto BBefleHne IDCIT B MomoOHBIX CUTyalMsIX MOXKET ObITb
TMPOJIOJIKEHO JI0 paspelienust aneMun. C JIpyroil CTOpOHbI, Kak
TMOCTYIHTb, €CJIM Y MallHeHTa aHEMHUST UMEETCsI HCXOJIHO — Tepest
HayasIoM JiedeHHsI (T. €. OTyX0J1b-aCCOLNUPOBAHHAs aHEMHUST ), OJ1-
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HAKO eMy TJIaHHPYETCs POBe/IeHHE LINTOCTATHIECKON Teparun?
C oytHO¥ CTOPOHBI, TPOBEJIEHHE XUMHOTEPATTUH MOXKET TPHBECTH
K JIOCTIZKEHHUIO TIPOTHBOOMYX0JIeBOTO 3(deKTa U yCTpaHeHHIO
aHeMHUH, OJIHAKO C APyroil — elile GoJbliIe yCyryGUTh CUTYALHIO
3a CueT MofIaB/CHUS SPUTPON033a. Kak 1o/mKHa paclieHUBAThCS
MCXOHO ~ OMyXOJIb-aCCOLMUPOBAHHAST AHEMHMs, KOTopasi Co-
XpaHsieTcsi Ha (hoHe JiedeHHst: KaK OITyX0Jib-acCOLMHPOBaHHAS,
KaK BbI3BaHHAsl JledeHHEM WJIM Kak 0Oyc/loBJIeHHAsi 0GeHMH
npuanHamMu? OnyGJHKOBaHHbIE HCC/IEIOBAHHUS JIO HACTOSIIIETO
BpEMEHH Jal0T Majo MH(OpPMALMK s TIPUHSITHS PELeHHs O
HazHaueHnn uian HenaznaueHnn JCIT B 10106HbBIX KAMHHYECKHX
CHTyaLHsIX.

Jlpyro#i npaktuueckoil npo6JeMoi siBJsSIeTCsl TO, YTO caMo
no ce6e MPOTHBOOITYX0JIEBOE JIedeHHEe U3MEHUIOCh CO BPEMEHH
npoBesieHust 6a30BbIX UccaenoBanuii no DCII, MmHorKMe U3 KOTO-
PBIX JIETJIH B OCHOBY PeKOMeHJAUMi W uHeTpykuuil. B 1980—
1990 rr. 60/IbIIMHCTBO NALMEHTOB MOJYYaIH <KJIACCHUECKYIO»
LIUTOCTATHYECKYIO TePAIHIO, B TO BpPeMsl KaK ceiluac akTHBHO HC-
T0JIb3YIOTCST IPOTHBOOITYXOJIEBbIE MPeNapathl ¢ MPUHIHUITHAIBHO
JIPYTHM MEXaHH3MOM JIEHCTBHUS M, COOTBETCTBEHHO, C APYTUM My~
TeM BO3JIEHCTBHS Ha IPUTPOINO33 (HHTMOUTOPHI THPO3UHKHHAS,
MOHOKJIOHA/IbHble aHTHTE/d, AHTUTOPMOHBI U T. J1.). MHorue u3
HUX YK€ CTal OCHOBHBIM METOJIOM JiedeHHs] HEKOTOPBIX 3JI0Ka-
YeCTBEHHBIX OMyXoJiell (B KOMOWHAILMM C XUMHOTEpannel Hiu
6e3 TakoBolt ). Kak nmokasbiBaeT MpakTHKa, MHOTHE U3 3THX Ipe-
11apaToB crocoGHbl Bb3bIBaTH aHeMuto. Hanpumep, okosio 90 %
6OJIbHBIX CO CTPOMAJILHBIMH OTTYXOJISIMH 2KeJTy/I04HO- KHILIEUHOTO
tpakra (GIST) umetor anemuio Ha hoHe Tepanuu UMAaTHHHOOM,
npudem npumepio y 10 % wuz nux anemus III—IV crenenu
BbIPAyKEHHOCTH.'S CyHUTHHMO MpH MOYEUHOKJIETOUHOM paKe
BbI3bIBACT KJIMHUYECKH 3HAUUMYIO aHeMHIo y 26 % GoJibHbIX, a
NpH UCMOJb30BAaHUK TeMcHposumyca aHemus [II—IV crenenn
na6sogaercs y 9 % GosbHbX.'®!7 B cBA3H ¢ 3TUM BO3HHKAET
BOIPOC: SIBJISIETCS JIM aHEeMHUsI, Pa3BUBalOLIasicst Ha oHe Jiede-
HHUsI STUMHU Nperapatamu, aHaJorHYHOH TakoBOM, HabJ1I01aeMOoNt
Ha (pOoHe «KJIACCHYECKOH» XUMHOTEpaIliH, T. K. C TPAIUIHOHHON
TOUKH 3pEHHS 3TH TPenaparhbl He SIBASIOTCS LIMTOTOKCHUECKUMH
¥ MHEJIOTOKCHIeCKMMH. Ha HacTosilnil MOMEHT HecieI0BaHui,
MOCBSIIEHHBIX BOMpocaM 3(P(EKTUBHOCTH W Ge30MacHOCTH
ucnonb3oBanus ICIT y nauuentoB, noJydaouux nojao6Hoe
JleueHue, HeT. DTO He 3HAuuT, uto npumenenne DCIT Ha ¢oue
Teparnuu HOBLIMH MPOTHBOOMYXOJEBLIMH MpenapaTaMu OrnacHo
Wi 6e30nacHo (3PPeKTHBHO WM HESPPEKTHBHO ), — MPOCTO
Mbl HE pacriojiaraem 1ojo6HON HHpOpMaLHEN.

NCNOJIb30BAHUE 3CMN Y NALIMEHTOB C TEMOBJIACTO30M,
Y KOTOPbIX AHEMWSA PA3BUNACD ELLE 10 HAYAJA

NPOTUBOONYXOJNIEBOW TEPAMUM
(0NYX0Jib-ACCOLUUPOBAHHAA AHEMUSA)

Kax 6b1710 ckasaHo Bbillle, Bomipoc o HagHayenun DCIT nauunen-
TaM, HCXOJHO MUMEIOUIMM OMyX0Jib-aCCOLMMPOBAHHYIO aHEMHIO,
KOTOPBIM TJIAaHUPYETCs TPOBEIeHUE [IUTOCTATHIECKO TeparnuH,
BeCbMa CJI0XKHbIH. B ojo6HO# cuTyaliny cyliecTByeT HEKOTOpoe
pas/iMuue B PeKOMEHIOBAHHBIX Moaxonax K HazHauenuo DCII
nalyeHTaM C COJIMIHBIMU OMyXOJIsIMH U remoOJsacto3oM. [lpu
COJIMJIHBIX OTYXOJIsIX (DOPMAJILHOTO TIOATBEPIKIEHHUST TOTO, UTO
aHeMusi 06yCJIOBJIEHA MPOBOIMMBIM JiedeHHeM, He TpebyeTcs.
XoTsi B peKOMeHIalUsX ASCO/ASH ckasano, 4To noKasaHieMm
K npuMeHenuio DCII sBsgeTcsd «aHeMusi, acCOLMHPOBAHHAs C
XUMHOTEpAruei», TPy COJTUIHBIX OMYXO0JIsIX TPOTHBOMOKa3aHHEM
K MX HAa3HAUEHHUIO SIBJSIETCS JIMIIb €OTCYTCTBHE OIHOBPEMEHHO
NPOBOAUMOH XUMHOTepanuu>». Takum 06pazom, popMasbHO BO3-
MozkHO HagHaueHue JCIT nauyeHTam, KOTOpble UMEJIH HCXOIHYIO
OIyX0J1b-aCCOLIMHPOBAHHYI0 AHEMHUIO, CPA3Y MOCJIE TOTO, KAK OHH
HayaJjii oJydaTh MPOTHBOOIYX0JeBoe JiedeHue. JJisi GOJIbHBIX
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JKe ¢ reMo6JIacTO30M B PEKOMEHAIHSAX ASCO/ASH otnenbHo
OrOBapHBAETCsl, UTO «BpauyaM, MPOBOJSLLIAM JieueHHe OOJbHbIX
¢ MM, HXJT nan XJIJI, nepen paccmoTpeHuem Borpoca o Ha-
suauennt ACIT pekomenyeTest HauaTh XHMHOTEpAMHIO H/Hiu
Tepanuio KOPTHKOCTEPOUAAMH M OLEHHTb M3MEHEHHE YpOBHSI
reMoryiobuHa Ha (poHe COKpallleHHsl MPOSIBJEHHH OCHOBHOTO
3abosieBanusl. B ciydae ec/in yBesueHust ypoBHsl reMOrJ06HHa
nocJjie HazHayeHUs] XHMUOTEPANMU He MPOUCXOJUT, NallieHTam
¢ MM, HXJI win XJ1JT moxKeT ObiTb Ha3HaYeH PUTPONOITHH
Wi 1apO3M03THH B COOTBETCTBHM C BbllLIENPUBEIEHHBIMU
peKoMeHIalUsAMHY... TpaHcy3un TOHOPCKHX SPUTPOLMTOB TaK-
JKe SIBJSIIOTCS TepaneBTHUecKol onuuel». Takum obGpasom, B
OTJIMYHE OT COJIUHBIX OMyXoJiel MPH reMo6JaacTo3ax peKoMeH-
JyeTcsl Bce ke YOemMTbCs, YTO aHeMHsl HEyCTpaHHMa MyTeM
npoBefeHnst 3(PEKTHBHOTO MPOTHBOOIYXOJIEBOTO JICUeHHs], H
JIMIIL 3aTeM 3ayMbiBaThest 0 HagHaueHun DCIT. O6bscHenus
9TOTO Pa3JIUiKsl B pEKOMEHIALMSX He MPUBEJIEHbI, OJIHAKO MOXK-
HO TMPEANOJIOKUTb, YTO MPH UX COCTABJEHUH aBTOPbI HCXOIMJIH
U3 BO3MOXKHOCTH GoJiee ObICTPOro IOCTHKEHUSI TIPOTHBOOITYXO-
JieBoro sddekra rnpu remo6acTo3ax, a TakxKe U3 TOTO, UTO MPH
reMo0J/1acToO3€ OIyX0Jlb-aCCOLUUUPOBAHHbBIE MPUUYUHBI AHEMHH,
KYXOJSILLHE» BMECTE € OIyX0JIbl0, BCTPEYaloTest yallle. YUUThbiBast
peKOMeHaTeIbHbIH, HO He MMIEepPATHBHBII XapakTep AaHHOTO
MyHKTa, Bpauy, CKopee BCEro, HeOOXOAMMO CaMOCTOSTENBHO
OLICHUBATb BEPOSTHOCTD TOTO, UTO AHEMHUST Pa3pPEILIUTCs Ha (hoHe
MPOTHBOOIYXOJIEBOTO JIGYEHUs] HWJIH, HAo60pOT, yCyryouTcst
BCJIEICTBHE €I0 MUEJOTOKCUUHOCTH. FCX0as U3 JIMUHOTO ONbITa,
npuaeTes BbIOMpaTh U MHTEpBaJ BPEMeHH, HEOOXOAUMBIH YISt
OLIEHKH 3(hheKTa TPOTHBOOIYXOJIEBOTO JIeUeHHsI B OTHOLIEHUH
aHeMHH.

UCNONb30BAHUE 3CN C LENbH, OTNIUYHON OT JOCTUXEHMA
HE3ABUCUMOCTH OT TPAHC®Y3MNI NN YNTYHILEHUS

KAYECTBA XWU3HU

B nacrosiiiiee BpeMsi TOHATHO, YTO caMmo Mo cebe yBeJHYeHHe
YPOBHsI reMOr/Io6HHA He MOXKeT ObITh Liesblo HadHadenne JCIT,
T. K. ypOBeHb reMoryiobHa — JHlb JabopaTOpHbIil MoKasa-
Tesb, 6e3pasIMUHbIH A4 nanuenTa. CorsacHo MeKayHapOAHBIM
pekomeHzausim, tesbio npumenenust CIT siasiercst cHuKeHne
noTpeGHOCTH B TpaHCY3HUsX U yaydlleHue (coxpaHeHHe ) Kaue-
CTBA »KM3HH, XOTSl MOC/eHee U He BKJIOUEHO B O(HUIHANbHbIE
MHCTPYKLHH. B To xKe BpeMst HCIosIb30BaHKe NpenaparoB 110 He-
3aperuCTPUPOBAHHBIM TT0Ka3aHUsIM (Tak HasdbiBaeMoe off-label)
JIOCTATOUHO pacrpocTpaHeHo B MEIMLMHCKOH npakThKe. [Tomo6-
HBIH TIO/IXOJL IOCTATOYHO LIHPOKO MPUMEHSIJICS M B OTHOLIEHHUH
ACII (nanpumep, Kak OblI0 CKa3aHO Bbllle, MCIOJb30BAHHE
ACII y nauueHToB, He MOJy4aloLInX NPOTHBOOITYX0JEBOTO Je-
uenust). JIpyrum skcrepuMeHTabHbIM MOKa3aHueM K HazHaue-
auto ACIT aBasimock Hemob3oBaHue UX C eI «KOPPEKIHMH
HeOJIaroNpUsATHOTO BJIMSIHUS aHEMHUH Ha pe3yJibTaThbl JieueHHs!
M BbDKHBaeMOCTb». Mbl cuuTaeM HeOOXOAUMbBIM MPeoCTePeyb
KOJIJIEr OT MMOMbITOK M0JI0GHOr0 MOJIXOJA BHE PAMOK KJHHHYe-
CKHX MCCJI[IOBAHUH, T. K. CYLLECTBYIOLHE B HACTOsILIEE BPeMs
JIaHHbIE CBHJIETE/ILCTBYIOT O €ro HeGe30MacHOCTH.

He tak 1aBHO Bo MHOTHX MyGJIMKALHMSX U I0K/a1aX BeCbMa
4acTo OCBELIAJICs BOMPOC O TOM, UTO aHEMHUS! YXY/ILIAET MPOrHO3
MPHU MHOTHX 3/10Ka4eCTBEHHBIX omyxoJsix. [1pu sTom npusoau-
JIMCD JlaHHble TaGOPATOPHBIX U PETPOCTIEKTUBHBIX KIMHHUECKHX
MCCJIENOBAHKE O TOM, UTO HaJlMule aHEMHUH H, COOTBETCTBEHHO,
FMIIOKCHH MOXKET CTHMYJIMPOBaTh aHTMOreHe3, YBeJHYHUBATDH
3J10Ka4eCTBEHHBII MOTEHIHAJ OMyX0JIH, CHUXKATh UyBCTBUTEJIb-
HOCTB OMYXOJIM K LIATOCTATHKAM H T. JI. DTO KOCBEHHO TOATBEPXK-
JIaJ10Cb M XOPOLLIO M3BECTHBIMH J@HHBIMH O TOM, YTO HaJH4He
aHeMHH sIBJIsieTCsl HebJ1aronpUsiTHBIM (hakKToOpoM, B psijie ciyuae
JlaKe BKJIIOYAEMbIM B MPOTHOCTHYECKHE MOJIEJH HJIH KPUTEPHH

KIMHUYECKAA OHKOTEMATOJIOTHS



Komy He noka3aHbl 3pUTPONOITUHbI

cramupoBanust (Harmpumep, npu XJ1JI, pake moukd uian JuMgo-
Max). B cBsian ¢ 3TMM psif MceseioBaTesiell NPUILIM K BBIBOJLY,
4TO KOpPEKIMsT aHEMHUH MOXKET MOBBICHTH YYBCTBHUTEJLHOCTh
OTyXOJIH K JICYEHHIO I 1aXKe U3MEHUTh TeueHne 3a60JeBanHus.
JInist KoppeKIMu aHeMHuH Mpeajaranoch ucnosnb3oBath JCII,
a B KauecTBe OPHEHTHPA /sl KOPPEKUMH — HOPMaJbHbIA HJIH
MOBbILLIEHHBI ypoBeHb reMoriobuHa. K coxanenuto, nono6Hble
MCCJIeOBAHUST TPUHECIH, B OCHOBHOM, OTPHLATE/IbHBII Pe3yJib-
tar. [Tauuentsl, nosydasiire DCIT ¢ naHHOM LEbIO 1 10 JAHHOTO
11€/1€BOT0 YPOBHSI FeMOTJI0OHHA, UMEJTH Xy/ILLYIO BbIZKHBAEMOCTb.
Tax, B uuTHPYEMOM BbIlIE€ PaHIOMH3NPOBAHHOM HCC/IEI0BAHUH
I1I hazer ENHANCE® DCIT (sputpornostis 6eta) wiu riaie6o
Ha3HauaJMCh J10 M OJIHOBPEMEHHO C KypaTHBHOH pajtoTepanuei,
MPOBOAMMOIT GOJILHBIM PAKOM IOJIOBbI H 111eH, HMEIOIIMM YPOBEHb
remorsio6una menee 120 r/n1 (s skenmmn) u menee 130 r/n
(s mykumn). Tlpeamosiarangoch, 4to yBesJHYeHHE COepIKa-
HHUsI reMOorJo0MHa Bbillle 3THX LGP MPUBEIET K YJyulleHHIO
pe3yJsIbTaToB JieueHHsl 3a CUeT CHHIKEHHUsI THITOKCHH OIyXOJIH H
TOBBILLIEHHS €€ UYBCTBUTEJILHOCTH K JIydeBO Teparum.
[TepBUUHOI L1€JIBIO HCC/IEOBAHMUS SIBJISIIACH BLIXKMBAEMOCTD
6e3 JloKaJbHoro mporpeccupoBatust. Bosee 80 % GosbHBIX,
nostydasiinx DCI1, 10CcTHIIM HOPMAIBHOTO HJIH MOBBILIEHHOTO
YpoBHst reMorsio6una (no cpasrenuto ¢ 15 % B rpynne nia-
11€60), 0/IHAKO BbKMBAeMOCTb O0JbHbIX, Togydasiinx JCIT ¢
JIAHHOH 11eJ1bI0, OKa3aach CTATUCTHIECKH 3HAUMMO Xy»Ke (0THO-
cutesbubiil puck (OP) JokopernonapHoOro mporpeccrpoBanHst
1,62; 95%-i1 noepuresibublii untepsad (95% M) 1,22—2,14;
p = 0,0008). Bropoe nccnenopanne — BEST npenycmarpu-
BaJIo Mojyieprkanue Hopmaabhoro (> 130 r/;1) yposHs remorio-
O1MHA y OOJIbHBIX METaCTaTHYECKHM PAKOM MOJIOUHOH »KeJle3bl,
MOJIyYaBIIUX  XMMHOTEPAIHIO, C TIOMOLUBI0  3PUTPONOITHHA
anbda. ITO paHIOMH3HPOBAHHOE M1a1le60-KOHTPOJIHPYEMOe
ucce/ieloBaHue OblJI0 OCTAHOBJIEHO JIOCPOUHO, T. K. [PH TPOMe-
JKYTOUHOM aHasiu3e OblJIO BhISIBJIEHO, UTO NMALHEHTKH, MOJyYaB-
ue DCIT, nmesu xyauryio 1-neTtHioto o611yl0 BbIKMBAEMOCTb
(70 vs 76 % B rpynme naue6o; p = 0,01). [1pu sToM, npapna,
HE0OXOIMMO OTMETHTb, UTO MPUUHHA CHHKEHHST BBKHBAEMOCTH
He Obl/1a BbISIBJIEHA, T. K. 4aCTOTA JI0CTHXKEHUSI TIPOTHBOOIYXO0JIe-
Boro sdeKra u BLRKUBAEMOCTb 6€3 MPOrPecCHPOBAHHUST MEXKILY
rpynnaMu He pas/yaiuch, a [pu AajbHelnieM HaOJ/I0eHUH 3a
GOJILHBIMH Pa3JIMUUsT B BbKHBAEMOCTH HUBEJHPOBAHCD.
OnHako Bo MHOTOM GJiarofiapst 3THM MCCJIeI0BaHUSIM MTPH-
110 TTOHUMaHHe HEOOXOJIMMOCTH H3MEHEHHS! 11€/1€BOr0 YPOBHSI
reMorJio0MHa, T. €. YPOBHSI K KOTOPOMY HY»KHO CTPEMHTbCSI, Ha-
gnavast DCIT (nsu, Toutee, ypoBHs1, KOTOPbIi HE PEKOMEH/IOBAHO
MpeBbIllIaTh). B HaCTOSALIMIT MOMEHT HOpMAJIU3alHs yPOBHS re-
MOrJI061Ha (T. €. 10CTHKEHHE HOPMAJIbHOTO JIsl 310POBOTO Y€J10-
BeKa 1okasareJist ) He siBaisietcst esbio Tepanun JCI1. Cornacro
pexomennaumsam ASCO/ASH, uesieBoii ypoBeHb reMorsio6HHa
cocrasasier 120 /4, cornacho pekomennauusm EORTC —
120—130 r/a (B 3aBHCHMOCTH OT cUMNITOMOB aHemun). FDA u
NCCN Boo6lie npeataraloT 0TKasaTbCsi OT MOHATHS LeJeBOH
ypoBeHb U ucnodb3oBath DCIT «u1s nopueprKaHusi MUHUMabHO
HeoOX0IMMOTO YPOBHSI TeMOTJIOOHHA, MO3BOJISIIOLLEr0 H36eXKaTh
Tpaucdysuii (Ho He Gosee 120 r/n)». OmHako HeOGXOAMMO
MOHUMATh, YTO MOCJEIHUE PEKOMEHJALNH IpPeIyCMaTpUBaloOT
aMepUKaHCKHe MoKa3aHWsl K TMPOBEICHUIO TpaHC(ysHil, T. e.
MPOBEJIEHHE 3aMECTHUTENILHBIX TeMOTpaHChy3uil y NalHeHToB ¢
«HAYaJbHBIMHU» CHMITOMAMH aHeMHH (OOBLIYHO TMPH FeMOTJIO-
oune 90—100 r/1)'8, a He poccuiicKHe peajiuy, NP KOTOPBIX
npoBejieHHe TpaHCPy3Hil OHKOJNOTHUECKHM GOJIbHBIM BO3MOKHO
JIMIIb TTPH KPUTHYECKOM CHHKEHHH YPOBHSI reMOrJ1001Ha.
Bropoe oTKpbITHEM, KOTOpOe MOXHO ObIO CAeIaTh U3
JIAHHOTO HAOGJIOIeHUs, — 3TO HEOoOXOAUMOCTb  TIIATENBHO
B3BEILIMBATh MoJydaeMyto HHhopmaluioo. MHOTOKpaTHO ciylias
M UMTast O TOM, YTO aHEMHUsI yXy/LLIaeT MPOrHo3 U M03TOMY, BO3-
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MOZKHO, €€ KOPPEKLHS 03BOJHT YJIYYLLHTb Pe3yJ/IbTaThl IeHeHH s,
NpaKTHYeCKH HUKTO U3 HAC He 3ajiaBaJl ceOe BOMpoc: a ABJ/IsSeTCs
JIM aHeMHsl TIPUYMHON YXYALIEHHS MPOTHO3a WM TMPOCTO €ro
npusnakom? [lTodemy y ofHHX MaLMEHTOB C OAHUM M TE€M JKe 3a-
6o/eBaHHEM aHEMHUST BO3HUKAET, a y Apyrux — HeT? Tak, MoxKeT
6bITb, aHEMHUST IPOCTO Yallle Pa3BUBAETCS y MALUEHTOB, UMEIO-
uux 6oJiee arpecCUBHYIO OIyX0Jb, B 60JbLIEH CTENeHN BJHSIO0-
LLyl0 Ha opraHuaM? B Takom ciydae, pasymeercsi, yCTpaHsThb
aHeMHUI0 U J100MBAThCsl HOPMAaJIM3aLMH YPOBHSI reMOrJioOMHa ¢
LeJIbIO YJIYUILIHTD Pe3yJ/bTaThl JledeH s OCHOBHOrO 3a60J1eBaHUs
6eccMblc/ieHHO. AHAJOrHYHbIE MOMBITKH TPEICTaBUTh MPU3HAK
B KauecTBe MPHUMHDI JeJ1aJIMCh HeOJHOKpaTHO. Tak, Harpumep,
JIOCTAaTOYHO YacTO MPHUXOAUTCS BCTpPevaThes C YIOMHHAHHEM O
TOM, YTO TpaHC(Y3HH SPUTPOLIUTOB MOTYT TIPUBOIUTD K YXY/ILIE -
HUIO pe3yJbTaToB JedeHHs. Bo3aMOXKHO, 9TO U TaK, MOCKOJbKY
JUIsT TOTO €CTh TeopeTHYecKHe 1 JabopaTopHble MPEANOChIIKH
(MMMyHOMOCYTIpeCCHBHbIN 3(deKT remorpancdysuii). OpHako
9TO HE MOXKET CUMTATbCA JOKA3aHHLIM JI0 TeX Mop, MoKa He
OyyT MpOBeJEHbl PaHIOMH3UPOBAHHbBIC HCCJE0BAHUS, CPaB-
HUBAIOLINE BbKHBAEMOCTb OOJIBHBLIX, KOTOPLIM B aHAJIOTHYHOM
CUTyallMM MPOBOJASTCS WJIM He IPOBOJSATCH 3aMECTHTEJ/bHbIC
remotpancdysun. [TombITKH MoKasartk, uTo GOJibHbIE, KOTOPHIM
notpeGoBaUCh TPaHCHY3UH, KHUBYT XyKe, 4YeM Te, KOTOPBIM
TpaHcysun He MOHAT0OUINCh, B PETPOCTIEKTHBHBIX HEPaHO0-
MH3MPOBAHHBIX UCCICTOBAHUSX JOKHBI BCTPEUATHCS C TEM KE
BornpocoM: nouemy? [Touemy ogHuM 60JbHBIM TpaHC(y3nH MTOHA -
JOOWIIMCD, A IPYTUM — HeT? 3HA4UT, HECMOTPS Ha 3aKJ/I0UeHHe
ABTOPOB MCCJIEJIOBAHUI O PABEHCTBE IPYI U T. ., 3TH OOJIbHbIE
BCE JKe UeM-To pas/nyanuch. MoxeT ObITb, HMEHHO 3TO, a He
caMm (akT 1npoBeieHHs TpaHchy3UH U SIBJASETCS TIPUIHHON pas-
JIMYUI B BDKUBAEMOCTH.

Takum o6pazom, KakoBbl Obl HH OblIM TeOpeTHYECKHE
MPENOCHIIKH, Ha HACTOsIIlee BPeMsl BHE PAMOK KJIMHHUYECKHX
UCCIe0BaHuil onpaBaaHHoi Hesbio Haznauenus JCIT spasierces
CHIDKEHHE TIOTPEOHOCTH B TeMOTpPaHCRY3HSIX W yJydllleHHe
(coxpaHenue) kKadyecTBa »KU3HH OGoJsibHLIX. LleneBoil ypoBeHb
reMorjo61uHa MPU 3TOM JI0JI2KEH COCTaBJISATh He Gosee 120 /.

NCMOoJIb30BAHUE 3CMN Y MALUEHTOB C MUENOUAHBIMU

FEMATOJIOTMYECKMMW HOBOOBPA30BAHUAMU

JlaHHBIA BOMPOC MPaKTHUECKH HE OCBELIeH B JHUTepaType,
T. K. OOJIbHbIE C MHEJOWAHBIMH OMyXOJISIMH HCKJIOYAMUCh M3
60JIbLIMHCTBA UccenoBanuil no npumenenuto ACIT, uexons us
onaceHutt, yto DCIT MoryT cTUMYJIMPOBATh MOAOOHbIE OMYXOJIH,
3a4acTylo HecylllHe PelenTopbl 3pUTPONosTHHA. B cBsizu ¢
stuM 3hdekTuBHOCTh U 6e3omacHocth DCIT y naipeHToB ¢
MHEJIOUHBIMH OTyXOJISIMH He H3yueHbl M MX NMpPUMEHEHHe He
PEKOMEH/I0BaHO.

NCNOJIb30BAHME 3CN Y MALUEHTOB C BbICOKMM

PUCKOM TPOMBOTUYECKUX OCNOXHEHWA JOJIKHO
OCYLLECTBNATHCSA C 0COB0/ OCTOPOXHOCTbHO

B Hacrosiiiiee Bpemsi cunTaeTcst J0Ka3aHHbIM, UTO MPUMeHeHHe
OCII npuBOAUT K yBEJMUEHHIO pHUCKA TPOMOOIMOOIHYECKHX
OCJIOXKHEHHH, UTO OCHOBBIBAETCSI HA JTAHHBIX HECKOJLKHX Me-
TaaHaJH30B paHee NPOBEIEHHBIX HeeaeoBanuit. %2 OaHako npu
HHTEpPIIPeTalld U KJIHHUUECKOH alanTalyyl Pe3yJbTaTOB STHX
MeTaaHaJU30B HYXKHO TMPHHUMATb BO BHHMaHHe psifl (haKTOB.
Bo-nepBbIX, Bo BCeX HCC/IeI0BAHUSX, BKIIOUEHHBIX B 3TH MeTaa-
HaJI3bl, olleHKa TpoMOGo3IMOoHIecKuXx ocoxuenuil (TDO) ne
SIBJISIIACH TIEPBUYHON U JiaxKe BTOPUYHOMN LEJIbI0 U BCe JlaHHble
ObIJIN TI0JTydeHbl TTPH PETPOCIIEKTHBHOM aHasu3e. Bo-BTOpbIX,
MpH aHaJIM3e UCIOJb30BAJIUCh JIOCTATOUHO IKPOKHE KPUTEPHH
YISt OTIpeJiesieHHsT OHSITHST TPOMOO3IMOOJIMUECKHE OCIOKHEHHS,
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H. B. Xykos

KOTOpbIE B MOJIABJSIIONIEM GOJIbIIHHCTBE CJIY4aeB BbIIEJSINCH
Toxke perpocrektiBHo. [Ton TOO nouumammuch He TOJBKO
yrpozKalolle >KU3HW CHTYalldM, Takue KakK TpPoMOO3IMOOIHH
JIETOUHO apTephy MM HH(APKTLI/MHCY/BTH, HO M TPOMOOSHI
WK NpexoJisiliiie HapylleHusi KpoBooGpatienus. JIuiib B IByX
MCCJIEIOBAHUSIX OTpesiesleHHe JAaHHOTO THIMA OCJOXHEHHH pac-
CMaTpUBAJIOCh MPOCIEKTHBHO.2!"?2 DTH 1poGIeMbl OTpaxKaloTCst
M CaMHMH aBTOpaMH MeTaaHanu3oB. Heo6xomumo o6paiuaTh
BHUMaHHUE Ha TO, KAKOBA Oblyia a0COJIIOTHASI 4aCTOTA BCTpeyae-
moctd TDO B rpynnax, nosydyasuiux u He noJydaswux ICI1. B
MeTaaHa/n3ax  CcooOllaeTcss  OTHOCHTEJIbHOE — yBeJH4YeHHe
YacTOThl, OIMKMCBIBAEMOE T10Ka3aTejeM OTHOCHTEJIbHBIH PHCK
(OP). lanHbIfl TOKaszaTesib OTPaKaeT COOTHOILIEHHE MEXKIy
YacTOTOH HACTYIJICHUS HeOMArONPHUATHOTO COOBITHS (B AaHHOM
ciyyae — TDO) B cpaBHuBaeMbIx rpynmnax. CorJiacHo JaHHBIM
meraanaauzos, OP cocrapaster 1,57—1,67, 4To CBHIETEJb-
cTByeT o noBbiteHnd pucka TIO Gogee uem B 1,5 pasa. Onnako
abCoJIIOTHbIE PA3JIMUUST BBIMVISIIAT HE CTOJb BIEUYATJISIONIMMH,
XOTs1 M MOATBEPIKIAIOT OTHOCHTEJIbHOE MOBbILIEHHEe pUCKa. Tak,
B MeTaanasuze Bohlius n coaBt.!” u3 3728 GosbHbIX, MoJyYaB-
wux ACI, TAO passunuch y 229 (6,14 %), B To BpeMs Kak
B rpynme, ne nosyuasweilt ACIT, — y 118 (3,88 %) us 3041.
Takum o6pasom, B rpynne, nosyuasiueit DCI, nonosHUTENBHO
6b110 oTMeueHo 2,26 % ciyuaes TO.

Oco60 HEOOXOIMMO OTMETHTD (M 9TO OTPAXKEHO B PEKOMEH-
natmsix ASCO/ASH), uto puck passutis TDO y 60/bHBIX, TOJTy-
vatormx JCI, 3aBucuT ot «6azoBoro» pucka TIO B HceeryeMoit
nonyssiiyu (uacrota passutusi TDO B rpynne niane6o). [1pu uc-
xontHoM prcke pasuthst TAO 2 % (T. €. B MOMyJIsIHH GOJILHBIX, Y
KOTOPBIX pHck pasButus TODO 6e3 0MOMHUTEIBHOTO MPUMEHEHHS
DCII cocrapasier 2 %) U151 TIOJTYYEHHUSsT OJIHOTO IOMOJIHUTE/ILHOTO
caydast TOO sedenue ¢ ucnosnbzoBanneM DCIT no/mkHO ObITh
npoBesieHo 75 GosbHbIM (number needed to harm — 74,63). B
ciydae ke ecin 6asoBblit puck TOO B Monyssitiik COCTaBJISIET,
nanpumep, 20 %, TO JaHHBIA MoKasaTesb OyleT paBeH BCero
7,5. D10 0603HauaeT, uto maHc Ha passurie TDO B KauecTBe
ocnozkaenust jeuennss JCIT 3HauMTeBHO BBILIE Y TMAlMEHTOB,
MMEIOLHX HCXOJHO MOBbILIEHHBIH PUCK BO3HHKHOBEHHST TPOMOO-
THYECKHX 0C/I0KHeHHUH. [TpakTieckn aHaornuHble iaHHble GblN
T0JTy4eHbl U TIPH aHa/Iu3e Pe3ysibTaToB HCC/IeI0BaHHH, B KOTOPbIX
y4acTBOBaJH TONILKO 60J1bHbIE, nofydasLire DCIT oqHoBpeMeHHO
¢ xummoTeparueit.” Bee 910 nprBesio K ToMy, UTO CYLLECTBYIOLIHE
B HAcTosllIee BpeMsl peKOMeHAMK 06pallialoT BHHMaHKe Ha PUCK
BosHuKHOBeHHe TIO y GosbHblX, noayuatoumx JCII. [lanHoe
TpelocTepeXKeHre BKJIOUEHO W B HHCTPYKLMH K Iperapatam.
Oco6oe BHUMaHKHe PEKOMEHIYeTCsl YT MaldeHTaM, HCXOHO
MMEIOLM TMOBBIIEHHbIH puck TDO, Mpu MpUHATHH PelleHus 0
Hagnadennu DCIT KOTOPBIM COOTHOLLIEHHE T0/1b3a/PHCK J0JKHO
OLIeHMBAThCs ¢ 0COO0H THIATENbHOCTbIO. K coxkaneHnio, nMero-
1IMecs B HACTOsIlllee BPeMsl IaHHbIe He TMO3BOJSIOT OZHO3HAYHO
BbIIEJIUTD TPy MalkeHToB, KoTopbiM HazHauenne DCIT ao6-
COJIIOTHO He M0Ka3aHo B CBfI3H C KpalHe BLICOKMUM pHuckoM TO.
Her cBenenuit u 0 ToM, 4TO MPOUIAKTHIECKOE HCMOJIBb30BAHHE
AHTHKOATYJISTHTOB MOXKET CHU3UTb PUCK pa3BuTHs1 TDO y 60/bHBIX,
nosydatotux JCIT (1. e. HET NaHHBIX UCCENOBAHUH TTOATBEPK-
JAIOLMX UJTH OTIPOBEPTAIOLINX JaHHOE YTBEPIKIIEHHE ).

B kauectBe mpumepa pekoMeHJAlLMH, KACAIOLUIUXCS pHUCKa
passutusi TDO, MOXKHO NPHUBECTH 3aKJIOYEHHE 3SKCIEPTOB
ASCO/ASH: «Jlevammii Bpau JO/KEeH TIIATEJbHO B3BECHT
PUCK pa3BUTHS TPOMOOIMOOINUECKUX OCTOKHEHHH y Talu-
€HTOB, KOTOPBIM TIJTAaHHPYeTCs Ha3HAYeHHE 3SPUTPOTOITHHA
WM 1ap6snosTHHa. PaHIoMH3MpoBaHHbIE KJAHHHYECKHE HC-
C/IEJIOBAHUST U CHCTEMaTH3MPOBaHHble 0030Pbl  JOCTYIHbIX
paHIOMU3HPOBAHHBIX MCC/IEI0BAHUI TT0KA3bIBAIOT YBeJHYeHHe
pucka TIO y nauMeHTOB, MOJYYAIOLIMX SPUTPOTNOITHHBI HJIH
nap6smostuH. Crietnduueckne GakTopbl pucka pazputus TDO
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He Obl/IN orpe/ie/ieHbl B JIAHHBIX MCCJIE0BAHUSX, B CBSI3H C UeM
BpauM JIO/KHBI Ha3HauaTh AAHHbBIE MPErnapaThl ¢ OCTOPOKHO-
CTbIO M 10 OMNPABJAHHbIM MOKA3aHUsIM. YCTaHOBJIEHHbIE 001IHe
thakTopsl prcka passuths TDO BK/IOUAIOT HAIHUME TPOMOO30B
B aHaMHe3e, XUpyprudeckue BMeLIaTesbCTBa, AUTENbHBIH Te-
PHOIL UMMOOGHJ/IH3ALIUH WM OTPAHUYEHHsT aKTUBHOCTH (MMMOGH -
sm3aunn ). BosibHble MHOXKECTBEHHON MHEJIOMOH, MoJydatolife
JledeHHe TaJMJIOMMIOM WJIH JIEHAJWIOMUIOM B KOMOMHALMH
C JIOKCOPYOHULIMHOM HJIH KOPTHKOCTEPOMIAMH, MMEIOT MOBbI-
weHHbli puck passutust TDO. B Hacrosiliee BpeMst HET 1aHHbIX
0 TOM, 4YTO KOHKYPEHTHOE€ MCIIO0JIb30BAHHE AHTHKOATYJSTHTOB
MOXKeT CHIXKaThb puck passutust TO». Kpome Toro, Bo MHOTHX
JIDYTHX pasnesiax pekomeHaalui ASCO/ASH, B KOTOPBIX HJIET
peub o nazuauenun JCIT B cropHbIx cuTyaiysix (HazHadeHHe
MPH MCXOIHOM COfiepyKaHuu remorioonna Gosee 100 r/a, Ho
menee 120 r/n; sckanauys 10361 CIT npu HeOCTATOUHOM YBe-
JIMUEHHH YPOBHSI reMOrJIoOMHa; MHHUMH3all|sl HCIOJb30BaHHS
OCII npu ycTpaHUMBbIX TPHUMHAX AaHEMHH U T. JI.), 0000 OTMe-
yaercst, YTo MPUHATHE MOA0GHOTO pelleHus sBJsieTcst HanboJee
OTBETCTBEHHBIM MPH HAJUYUHK Y TIALIHEHTA MOBBILIEHHOTO PUCcKa
passutust TO.

NCMO0JIb30BAHUE 3CMN Y NALUEHTOB, LENbH

NPOTUBOONYXOJIEBOW TEPANMN Y KOTOPbIX AABAAETCA
N3NEYEHVNE

B nacrosiiee Bpemst 1aHHbIi BONpocC siBJisieTcst HanboJiee crop-
HbIM U OJTHOBPEMEHHO, KaK HaM KayKeTcsl, HanboJee BarKHBIM.
Pagymeercs, ynydiieHre KaqecTBa »KHU3HH M CHHXKEHHE NOTpes-
HOCTH B TPaHC(Y3HSIX — KJIMHUYECKH BaXKHAs! 11eJ1b, OHAKO ee
JIOCTHXKEHHE He ONpaB/laHo B CJlyyae, eC/IH 33 3TO MPUXOAUTCS
MJIATHTh YMEeHbLIEHHEM JUTUTEJbHOCTH XKH3HH (T. €. CHH2KEHHEM
BBbIKUBAEMOCTH ).

Kak y»Ke roBopu/10Ch Bblll€, JOCTATOYHO JIOJIFO 06CYKIAJICS
BOTIPOC O TOM, YTO YBeJIMUeHHe YPOBHSI FeMOIJIOOHHA C MOMOLIIBIO
ACIT MozkeT MPUBECTH K YJIyullIeHHIO Pe3yJ/IbTaToOB MPOTHBOOITY-
X0J1eBOro JieueHust. Ml HIMEHHO 3TH MpeanoJioKeHnst 06yCa0BUIH
MPOBEICHUE HCCAE0BAHUI, B KOTOPBIX CTaslM OLICHMBATHCA He
TONILKO OCHOBHBIE 11en HagHaueHus1 DCIT, Ho ¥ BBKHBAEMOCTb.
M3nauaibHO BbKMBAEMOCTb He Obl/1a OCHOBHOI LI@JIbI0 HCCJ1e/10-
BaHHMil (B CBsI3W C 4eM Ipyribl He GajaHCHPOBAJIUCH 10 TPOTHO-
CTHUYECKHM MPU3HAKAM ), a B HEKOTOPbIX HAOJTIOEHUSIX 12K OTMe -
yauicst TPEHL K YJTydLIEeHHIO BBRKHBAEMOCTH GOJIbHBIX, TT0JTy4aBIIHX
ACIT.2? OnHako B psifie UCTIbITAHUI ObIIH T10JTy4Y€HbI U TPOTHBO-
NoJI0XKHbIe pedyJibrathl. K HacTosieMy BpeMeHH onyG/IMKOBaHbI
JlaHHble 6 MCC/IeNOBaHMH, TM0Ka3aBIIMX yMeHblIeHHe OOLIel
BbKMBAEMOCTH H/HJIH BbIKHBAEMOCTH Ge3 JIOKOPEerHOHAPHOTO
MPOrpeccHpoBaHusi OMYXOJH y GObHbIX, noJydaBiinx DCIT.26-31
Eule 2 wuccienoBanusi, MPOAEMOHCTPOBABILIME yMeHbIIEHHe
BbDKMBAEMOCTH, 710 HACTOSILIErO BPEMEHH He OIyOJIHKOBaHBI,
OJIHAKO MX peayJibTaThl Oblin npejictaierbl B FDA n goctynmbl
B 3JIEKTPOHHOM BHJIE Ha caiiTe 3Toil opranusatinu.®” Bo Becex 5THx
MCCIIeNIOBAHHSIX OLIEHKA BBXKMBAEMOCTH SIBJISNIACH TTEPBUYHOMN U
BTOPHUYHOM Lesbio. OHAKO BO BCEX U3 HUX KPUTEPUH BKJIIOUCHHS
(OTCYTCTBHE OJIHOBPEMEHHOTO MPOBEIeHHs XMMHOTepariu) u/
WK a/JITOPUTM U LIeJIH Tepariu (11e1eBoi ypoBeHb reMorJo01Ha
Gonee 130 r/n1) oTIMUAIUCH OT PEKOMEHIOBAHHLIX B HACTOSILLEE
Bpemsi. Bo MHorom umenHo Gmarojapst 3THM pa6Gotam M ObljIH
BbIpaboTaHbl orpaHuyenust K uernoJgboBanuio DCIT (Heobxoam-
MOCTb OJIHOBPEMEHHOTO MPOBEJEHHST XUMHOTEPAITHH, CHUXKEHHE
11e/1eBOTO YPOBHS reMorio6uHa 10 120 /).

JlanHble 3THX HCCIeA0BAHNH MOCTYKUJIH TIOBOJOM ISl Ha-
CTOPO’KEHHOCTH B OTHOMICHHH 0€30MacHOCTH HCIOJb30BAHHS
ICII y oHKOJMOrMYECKHUX MALUEHTOB, HO MPH ITOM OCTABHJIH
psL HepelleHHbIX BOMPOCOB, He MO3BOJIMBLIMX BbIpaboTaTh
OJIHO3HAuHble peKoMeHjaluu. [lpexie Bcero, cyllecTByeT
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Komy He noka3aHbl 3pUTPONOITUHbI

60JbILIOE YMCJIO HCCJIEIOBAHUH, He TOKA3aBILINX YXYJIIEHHS
BBDKHBAEMOCTH 60/bHBIX, mosydyasiinx DCI1, a MHorne U3 «ot-
PHLIATEJbHBIX» HMCCJAECIOBAHUI MMEJH PSI METOA0JIOMHUECKHX
npo6JeM (0 YeM YacTHUHO ObIIO CKa3aHO BhILIE ) UK ObIN OCTa-
HOBJIEHBI JIOCPOUHO M TPH TMOCJEAYIOIIEM aHaIu3€e Pas3JjiiuHsi B
BbIXKHBAEMOCTH y2Ke He BbisiBJIsiinCh. HesicHbiM ocTajicsi Borpoc
0 MPUUKHE BO3MOXKHOTO CHUXKEHHUSI BbKUBAEMOCTH Y MALIUEHTOB,
nosyvatoux DCIT. HeemoTpst Ha TO 4TO NPeANoNoKUTEbHBIMH
MPUYMHAME SIBJISIOTCS BO3MOXKHOCTb CTHMYJISILIAH MPOTPeCCUr
OMYXOJIH (32 CUET BO3NEHCTBHS HA PELENTOPbl IPUTPOTIOITHHA,
0GHapy:KHBAeMble Ha HEKOTOPHIX ONyXOJeBbIX KiaeTKax)® 3 u/
WIN TIOCJIE/ICTBHE YBesueHnst yacToThl T, 0lHO3HAUHBIX JIO-
KAa3aTeJsbCTB ITOTO HeT.

B momnbiTKe onenuth curyauuio ¢ BausaneM DCIT Ha BbI-
YKHBAEMOCTb, d TAKXKe BbIIEJHTh (haKTOPbI, MPeacKasbiBaOIIHe
BO3MOXKHOCTb HeOsaronpusitioro Bozaeicteust ICIT Ha 3TOT
nokasaTeJib, ObLIO TPOBEJAEHO HECKOJIbKO MeTaaHausos, 1838
B wmeraanamusze C. Bennett u coaBT., BK/IIOUMBIIEM HHIH-
BuIyasbHble jgaHHble 13611 GosbHbIx M3 51 wuccienoBaHus,
6bI0 MOKa3aHo, uTo ucnosb3oBanue IJCIT conpoBoxnaercs
He3HAUMTEJIbHBIM, HO CTATHCTHYECKH 3HAYHUMbIM yBeJHYEHHEM
OTHOCHMTEJILHOTO PUCKA CMEPTH TIPU aHAJIU3e BCeH MOMyJsium
Goabubix (OP 1,10; 95% AW 1,01—1,20; p = 0,03). Ilpu
aHaJM3e 10 TOATpyNnam (B 3aBUCHMOCTH OT TPOBEICHHUS XH-
MHOTepanuu oaHoBpeMeHHO ¢ HazHadenweMm IDCII) pasmuuus
UMes GOJIbILIYI0 MarHUTyLy H MOTPAHHYHYIO CTATHCTHUECKYHO
3HAUMMOCTh y O0JbHBIX, MoJydasikx JCIT B ¢Bsi3u ¢ OMmyxoJib-
accouuuposannoii anemueii (OP 1,29; 95% 1M 1,00—1,67;
p = 0,05). ¥ 60JbHbIX, MoJjydaBiux oaHoBpemenno ¢ DCII
MPOTHBOOIYXOJIEBOE JieUeHUe, pa3/inudsi ObIM CTATUCTHUECKH
nesnaunmbivu (OP 1,09; 95% M 0,99—1,19), xoTs1 TecT Ha
reTepOreHHOCTh U He BBISIBUJI BJIUSHUS Ha3HAUEHHs WM HEHa-
3HAYEHHsT XUMUOTEpANuK Ha JaHHblil nokazaresb (¥ = 1,99;
2=21,1 %; p = 0,16). Anajoruumble JaHHble GLUIK MOJIyYeHkbl
1 B MeTaaHasuze J. Bohlius ¥ coaBT., BKJIOUHMBIIEM JaHHbIE
13 933 naupentoB. OTHOCHTEJbHBIH PHCK CMEPTH BO BCeH
nonyasuun 6oabHbIX coctasua 1,06 (95% AW 1,00—1,12;
p = 0,005), B rpynre nauypeHToB, MoJy4aBIIMX MPOTHBOOTYXO-
Jnesylo Tepanuio, — 1,04 (95% 1M 0,97—1,11; p = 0,26).

Takum 06Gpasom, jaHHbie 060X METAaHAIN30B CBUIETE/ b+
CTBOBAJIM O HE3HAYMTEJILHOM B AOCOJIIOTHOM HCUMC/IEHHH, HO
BO3MOKHOM TIOBBILIEHUH PUCKA CMEPTH GOJIbHBIX, MOJyYaBIINX
ACIT. B cBsizu ¢ stum peryasitopuble opransl CIIA n EC (FDA
1 EMEA coOTBEeTCTBEHHO ) IPUHSIIH PELLIEHHE O TOM, UTO Ha3HAa-
uenne DCIT namuenTam, «1eJbI0 MPOTHBOOIYXOJIEBOH Teparnuu
Y KOTOPBIX SIBJISIETCS M3JIeUeHHe», He T0Ka3aHo JI0 MOJyueHHs
OJTHO3HAYHBIX JaHHBIX, TTOATBEPIKAAIOIINX UK OTIPOBEPTaIOIINX
5TH pesyastathl. Heemotpst Ha To uto nu EORTC, nu ASCO/
ASH ji0 Hacrosiiiero BpeMeH# He COYJIH HeOOXOJAUMbIM BHECTH
10100HbIe H3MEHEHHUST B CBOM PEKOMEHIALINH, IAHHOE MTPEeJIyTipe-
JKIEHHe BOLIO B o(ullHadbHble MHCTPYKUUU ajsi Beex DCII,
npumensieMbix Ha Tepputopun CLLIA.

O0bCYXAEHUE

Takum o6pasom, Hecmotpst Ha To uto DCII ucnosbayoTes y
OHKOJIOTHYECKHX W OHKOreMaTOJIOTHYECKHX MAlUEHTOB YiKe
JIOCTaTOYHO JIABHO, Mbl HE MOYKEM OJIHO3HAUHO OTBETHTb HA Psijl
KJIHHUYECKH 3HAYMMBIX BOTIpocoB. [Ipu aHasn3e 1poBeIeHHbIX
MCC/IeIOBaHUi, peKOMEHIAIMH U T. JI. OKa3blBaeTcsi, YTO 4acThb
BOIPOCOB CTaJla 3a/1aBaThCs JHUIIb COBCEM HElaBHO, a MHOTHE,
Kazasioch Obl, OYeBUJIHbIE OTBETHI HAa HEKOTOPbIE BOMPOCH], K
coXKaJIeHUIo, B HACTOsIILIee BPEMSI BLITJISAAT 60Jiee UeM CIOpHO,
T. K. U3MEHWIMCh YCJOBHs, B KOTOPbIX npumensiiores DCIIT
(KOHTUHTeHT OOJIbHBIX, BHJbI TPOTUBOOMYXOJEBOH Teparuu).
B cBsi3u ¢ 3THM, KaK 3TO He CTPAHHO 3BYYHT B 310Xy J0Ka3a-
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TeJIbHOH MEJMLIMHbBI, BO MHOIHX CHTyallMsX Bpauam OCTaeTcs
MCXO/IMTh JIMIIb M3 3/IpaBOTO CMbIC/IA M KJIMHUYECKOTO OMbITa.
IT0 MPU3HAIOT faXKe caMble spble CTOPOHHUKH JA0Ka3aTeJbHOH
MEIMLMHbI ¥ BCeoOIIel perJaMeHTalli MPOBOAUMOTO JICUeHH s,
takue kak ASCO, ASH, FDA u EMEA, o uem cBHIeTE/bCTBYET
HEOIHO3HAUHOCTb MHOTHX (opMyanpoBok. CJIMILIKOM 4acTo B
pPeKOMeH/IaLMsIX WM JlaxKe HMHCTPYKLHUSIX BCTpedYaeTcsl CJOBO
«MOKET» BMECTO «JIOJKEH» WJIH <IIPUBOIHUT», «He T10Kasa-
HO» — BMECTO «IPOTHBOINOKA3aHO» MJIH «3arpellieHo». Hau-
6oJiee MoKasaTesibHbIM, C Halllell TOUKH 3peHHS], SIBJISIETCS «pac-
1MpoBKa» orpaHuyeHust uenosb3oBanust DCIT y naunenTos,
02KHJAEMOH 11eJIbI0 TePariK y KOTOPBIX SIBJSIETCS H3JeUeHHe,
nannast skcriepramn FDAL'® Teker jganHoro orpanuuenust 3By-
unt tak: «JCIT Gosee He MOKA3aHbl NaLMEHTaM, 0’KHAAEMbIM
pe3yIBTaTOM MTPOTHBOOITYXO0JIEBOH TePaATHK Y KOTOPBIX SIBJSETCS
n3neyenne». OnHAaKoO JaHHOE K HEMy TMOSICHEHHE CJeylolee:
«Koraa Mbl roBOpuM, UTO Mpenapar He MoKasaH, 3TO He OfHO U
TO K€, YTO Mpenapar MpPOTHBONOKA3AH U/ 3arpelleH AJs MpH-
MEeHEeHHUs! 110 JaHHOMY ToKa3aHuio. [IpoTHBonokasanue 10/1:KHO
MCII0/Ib30BATLCS B CJlydae, eCjli PUCK JIOKa3aHO MPEBOCXOAUT
NoJiIb3y OT HasHaueHusl. B ciyuae, ecin Mbl yrotpebisieM «He
MoKa3aH», Mojl 3THM CJIeyeT MOHUMaTh, YTO GJaronpusiTHOE
COOTHOLIIEHHE PHCK/MOb3a He MOATBEPIKICHO .

Ha 4to »xe onrpatbest Bpauy, MpUHUMAsT pellieHHe 0 Ha3HAueHUH
ICITy konkpetHoro namuenra? [ToBTopum elie pas: B HACTOSI-
1iee BpeMsl — Ha 37paBblil CMBICJ U JIHYHBIH OTIBIT, Pa3yMeeTcs,
MPUHHUMAs BO BHHUMaHHE MEXKIyHApOAHble PEKOMEHAALMH U
JIaHHble TIPUBEJIEHHBIX McceoBaHui. Kak Ham Kaxercs, rpe-
JKIle BCero HeoOXOAMMO BbISIBUTb M, MPH BO3MOXKHOCTH, BO3-
JIEFICTBOBATh Ha yCTpPaHUMble MPHUUHBI AHEMHH, UYTO TTO3BOJIHUT
136eKaTh HEHYKHOTO TMalUeHTy HagHaueHust He Tojibko DCIT,
HO W TpaHcgysuil. 3ateM, OUEHHTb puck pa3Butus TIO u
BbMrpeill oT npumenennst ICIT ¢ 1esblo CHU3UTD MOTPEGHOCTH
B TpaHC(y3HsIX M MOBBICHTb KauecTBO KH3HHM MallMeHToB. B
cydae, ecan puck TDO 3HAUNUTENBHO MOBBIILIEH, TPEANOYTEHHE
criellyeT OTAaTh 3aMECTHTENbHBIM reMOTpaHCc(y3nsiM, 0CO6eHHO
€CJIM €CTb BO3MOYKHOCTb MX MPOBEACHHUS HE TOJIBKO MO BHUTAJIb-
HbIM ToKazaHusim. llasiee HeOOXOAMMO OLIEHHTb MePCHeKTHBDI
MPOTHBOOIYXOJIEBOTO JieueHHust. B ciyuae, eciv peub HIET 0O
MOTEHIHANBbHO KypaGesbHOM GOJIBHOM WJH Jlayke 0 GOJIbHOM,
MMEIOLEM TMEePCIEKTHBbI VIMTEIbHON BbIXKHBAEMOCTH (HarpH-
mep, naunentsl ¢ XJIJ1, unnonentubivu HXJT unu MM, panee ne
TnoJlyyaBlne JiedeHHs ), C Halllel TOUKH 3PeHHs], BOTIPOC I0JI2KEH
pemIaTbesi B 3aBUCUMOCTH OT MPOJIOJIAKUTENBHOCTH MPECTOsIIE -
0 MPOTHBOOITYXOJIEBOTO JIeUeHHsI (U, COOTBETCTBEHHO, AJHTEJIb-
HOCTH aHEMMH) U JIOCTYITHOCTH KOMIOHEHTOB KpoBH. B cayuae,
€CJIM MPEJICTOosILIee JeUeHHEe OTHOCHTEBHO HEMPOAOIKUTETLHO
M CyLIECTBYeT BO3MOXKHOCTb [POBEJIEHHS] 3aMeCTHTe/bHbIX
reMoTpaHcy3uil  UIsi  MOIepPXKAHUST  ajleKBATHOTO  YPOBHSI
reMorjo0MHa, To BbIOOP, KaK HaM KaxKeTcs, JIO/KeH ObIThb B
noJib3y otkasda ot HagHauenust DCIT. [1pu HecobioneHnn sTux
YCJIOBHH pellieHHe JI0JZKHO MPUHAMAThCs HHAMBHyaJbHO, MMO-
cJie HHOPMHUPOBAHHUS MAlIMEHTa O BO3MOKHBIX MOJIb3€ U PUCKE
npuMenenust DCIT wiu Tpancdysui.

Kpome Toro, ¢ Hamieii Touku 3peHusi, KpaiiHe BasKHBIM H
000CHOBAHHBIM SIBJISICTCS TPOBEICHUE UCCIE/IOBAHU B 06/1aCTH
npumenenus ICIT ¢ BkIoueHneM nauueHToB Tosbko U3 PO.
IT0 1M03BOJMIO Obl OLEHUTb 3((PEKTUBHOCTb U GE30MaCHOCTb
9THX [PEernapaToB C Y4eTOM OTeYeCTBEHHbIX CTaHAAPTOB TPO-
BEJIEHUs 3aMECTHTEJIbHBIX T'eMOTpaHC(y3nil, JI0 HACTOSIIEro
BPEMEHH SIBJISIIOLIMXCS eAMHCTBEHHOH anbrepHatnsoil DCIT y
OHKOJIOTHYECKHMX OOJIbHBIX C aHeMHeH, HeyCTpaHUMOH APYTHMH
crnoco6amHu.

183



H. B. Xykos

JINTEPATYPA

1. Rizzo J. D., Somerfield M. R., Hagerty K. L. et al. Use of Epoetin and Dar-
bepoetin in Patients with Cancer: 2007 American Society of Clinical Oncology/
American Society of Hematology Clinical Practice Guideline Update. J. Clin.
Oncol. 2008; 26: 132-49.

2. Bokemeyer C., Aapro M. S., Courdi A. et al. European Organisation for
Research and Treatment of Cancer (EORTC) Taskforce for the Elderly. EORTC
guidelines for the use of erythropoietic proteins in anaemic patients with cancer:
2006 update. Eur. J. Cancer 2007; 43: 258-70.

3. Luawig H., Van Belle S., Barrett-Lee P. The European Cancer Anaemia
Survey (ECAS): a large, multinational, prospective survey defining the preva-
lence, incidence, and treatment of anaemia in cancer patients. Eur. J. Cancer
2004 Oct; 40(15): 2293-306.

4. Rizzo J. D., Lichtin A. E., Woolf S. H. et al. Use of epoetin in patients with
cancer: evidence-based clinical practice guidelines of the American Society
of Clinical Oncology and the American Society of Hematology. J. Clin. Oncol.
2002; 20: 4083-107.

5. Bokemeyer C., Aapro M. S., Courdi A. et al. EORTC guidelines for the use
of erythropoietic proteins in anaemic patients with cancer. Eur. J. Cancer 2004
Oct; 40(15): 2201-16.

6. Smith R. E. Jr., Aapro M., Ludwig H. et al. Darbepoetin alfa for the treat-
ment of anemia in patients with active cancer not receiving chemotherapy or
radiotherapy: Results of a phase Ill, multicenter, randomized, double-blind,
placebo controlled study. J. Clin. Oncol. 2008; 26: 1040-50.

1. Steensma D. P. Is Anemia of Cancer Different From Chemotherapy-
Induced Anemia? J. Clin. Oncol. 2008 Mar; 26: 1022-4.

8. Henke M., Laszig R., Rube C. et al. Erythropoietin to treat head and neck
cancer patients with anaemia undergoing radiotherapy: Randomised, double-
blind, placebo-controlled trial. Lancet 2003; 362: 1255-60.

9. Leyland-Jones B., Semiglazov V., Pawlicki M. et al. Maintaining normal
hemoglobin levels with epoetin alfa in mainly nonanemic patients with metastatic
breast cancer receiving first-line chemotherapy: A survival study. J. Clin. Oncol.
2005; 23: 5960-72.

10. Rouger P. Blood transfusion in Europe: The white book 2005. Paris:
Elsevier, 2005; 250.

11. Kolata G. Companies facing ethical issue as drugs are tested overseas.
The New York Times, March 5, 2004, pp A1, A15.

12. Rowland C. Clinical trials seen shifting overseas. Int. J. Health Serv. 2004,
34: 555-6.

13. Goldberg P. Study finds more deaths on Aranesp arm in cancer anemia
study, no benefit seen. Cancer Lett. 2007; 33: 1.

14. Crawford J. Erythropoietin: High profile, high scrutiny. J. Clin. Oncol.
2007; 25: 1021-3.

15. Duffaud F., Lecesne A., Ray-Coquard |. et al. Erythropoietin for anemia
treatment of patients with GIST receiving imatinib. J. Clin. Oncol. 2004; 22
(suppl., abstr.).

16. Motzer R. J., Rini B. I., Bukowski R. M. et al. Sunitinib in patients with
metastatic renal cell carcinoma. JAMA 2006; 295: 2516-24.

17. Atkins M. B., Hidalgo M., Stadler W. M. et al. Randomized phase Il study
of multiple dose levels of CCI-779, a novel mammalian target of rapamycin
kinaseinhibitor, in patients with advanced refractory renal cell carcinoma. J.
Clin. Oncol. 2004; 22: 909-18.

18. Hagerty K. Continued Regulatory Actions Affecting the Use of Erythropoi-
esis-Stimulating Agents. J. Oncol. Pract. 2008; 4(6): 267-70.

19. Bennett C. L., Silver S. M., Djulbegovic B. et al. Venous Thromboembolism
and Mortality Associated With Recombinant Erythropoietin and Darbepoetin
Administration for the Treatment of Cancer-Associated Anemia. JAMA 2008;
299(8): 914-24.

20. Bohlius J., Wilson J., Seidenfeld J. et al. Erythropoietin or darbepetin for
patients with cancer (review). The Cochrane Library Issue 2, 2007.

21. ten Bokkel Huinink W. W., de Swart C. A., van Toorn D. W. et al. Con-
trolled multicentre study of the influence of subcutaneous recombinant human
erythropoietin on anaemia and transfusion dependency in patients with ovarian

184

carcinoma treated with platinum-based chemotherapy. Med. Oncol. 1998; 15:
174-82.

22. Thatcher N., De Campos E. S., Bell D. R. et al. Epoetin alpha prevents
anaemia and reduces transfusion requirements in patients undergoing primarily
platinum-based chemotherapy for small cell lung cancer. Br. J. Cancer 1999;
80: 396-402.

23. Seidenfeld J., Piper M., Bohlius J. et al. Comparative Effectiveness of
Epoetin and Darbepoetin for Managing Anemia in Patients Undergoing Cancer
Treatment. Comparative Effectiveness Review No. 3. (Prepared by Blue Cross
and Blue Shield Association Technology Evaluation Center Evidence-based
Practice Center under Contract No. 290-02-0026.) Agency for Healthcare
Research and Quality, 2006. www.effectivehealthcare.ahrg.gov/reports/final.
cfm

24, Littlewood T. J., Bajetta E., Nortier J. W., Vercammen E., Rapoport B.
Effects of epoetin alfa on hematologicparameters and quality of life in cancer
patients receiving nonplatinum chemotherapy: results of a randomized, double-
blind, placebo-controlled trial. J. Clin. Oncol. 2001; 19(11): 2865-74.

25. Dammacco F., Castoldi G., Rodjer S. Efficacy of epoetin alfa in the treat-
ment of anaemia of multiple myeloma. Br. J. Haematol. 2001; 113(1): 172-9.

26. Henke M., Laszig R., Rube C. et al. Erythropoietin to treat head and neck
cancer patients with anaemia undergoing radiotherapy: randomised, double-
blind, placebo-controlled trial. Lancet 2003; 362(9392): 1255-60.

21. Hedenus M., Adriansson M., San Miguel J. et al. Efficacy and safety of
darbepoetin alfa in anaemic patients with lymphoproliferative malignancies: a
randomized, double-blind, placebo-controlled study. Br. J. Haematol. 2003;
122(3): 394-403.

28. Leyland-Jones B., Semiglazov V., Pawlicki M. et al. Maintaining normal
hemoglobin levels with epoetin alfa in mainly nonanemic patients with metastatic
breast cancer receiving first-line chemotherapy: a survival study. J. Clin. Oncol.
2005; 23(25): 5960-72.

29. Overgaard J., Hoff C., Sand Hansen H. et al. Randomized study of the
importance of novel erythropoiesis stimulating protein (Aranesp) for the effect of
radiotherapy in patients with primary squamous cell carcinoma of the head and
neck (HNSCC): the Danish Head and Neck Cancer Group DAHANCA 10 rand.
abstact By, J. Cancer Suppl. 2007; 5(6): 7.

30. Glaspy J., Smith R., Aapro M. et al. Results from a phase I, randomized,
double-blind, placebo-controlled study of darbepoetin alfa for the treatment
of anemia in patients not receiving chemotherapy or radiotherapy. Paper
presented at: Proceedings from the American Association for Cancer Research
Annual Meeting; April 14-28, 2007; Los Angeles, CA.

31. Wright J. R., Ung Y. C., Julian J. A. et al. Randomized, double-blind,
placebo-controlled trial of erythropoietin in non-small-cell lung cancer with
disease-related anemia. J. Clin. Oncol. 2007; 25(9): 1027-32.

32. US Food and Drug Administration. Press release: FDA receives new data
on risks of anemia drugs consistent with previous data on tumor growth and
death. http://www.fda.gov/bbs/topics/NEWS/2008/NEWO01769.html. Accessed
January 4, 2008.

33. Henke M., Mattern D., Pepe M. et al. Do erythropoietin receptors on
cancer cells explain unexpected clinical findings? J. Clin. Oncol. 2006; 24(29):
4708-13.

34. Hardee M. E., Arcasoy M. O., Blackwell K. L., Kirkpatrick J. P., Dew-
hirst M. W. Erythropoietin biology in cancer. Clin. Cancer Res. 2006; 12(2):
332-9.

35. Acs G., Acs P., Beckwith S. M. et al. Erythropoietin and erythropoietin
receptor expression in human cancer. Cancer Res. 2001; 61(9): 3561-5.

36. Lai S. Y., Childs E. E., Xi S. et al. Erythropoietinmediated activation of
JAK-STAT signaling contributes to cellular invasion in head and neck squamous
cell carcinoma. Oncogene 2005; 24(27): 4442-9.

37. Kumar S. M., Acs G., Fang D. et al. Functional erythropoietin autocrine
loop in melanoma. Am. J. Pathol. 2005; 166(3): 823-30.

38. Bohlius J., Brillant C., Clarke M. et al. Recombinant Human Erythropoiesis
Stimulating Agents in Cancer Patients: Individual Patient Data Meta-Analysis on
Behalf of the EPO IPD Meta-Analysis Collaborative Group. Blood (ASH Annual
Meeting Abstracts) 2008; 112: abstract 6.

KIMHUYECKAA OHKOTEMATOJIOTHS



TOM 2 e HOMEP 1 .

AHBAPb — MAPT 2009

KINHNUYECKAA

| KAMHWYECKAA
OHKOremaTonorusd

Once more about vitamin B, deficit
T. N. Perekatova, M. N. Ostroumova

SUMMARY

165 out-patients with level of B,, in blood below normal
variation were examined and their clinical and laboratory pa-
rameters were evaluated. The deficit of B,, vitamin is a more
often common pathology then it was considered before. The
deficit of vitamin B, is not the synonym of anemia. A classi-
cal pernicious anemia forms not more, then, approximately,
13-15 % of all the cases of vitamin deficit and its result of
prolonged vitamin deficit became complicated by hemolytic
process. There is no accurate correlation between level

of vitamin B, in blood, presence of anemia and degree

of its heaviness. Patients with deficit of B, vitamin have
typical accompanying and anamnesis pathology: these are
diseases coming from disorders of immune system (the
main — thyroid disease, making up at least 50 % of that
immune disorders) and diseases, breaking physiology B,, in
organism (gastro-intestinal disturbances). Cholecystectomia
is a risk factor in the development of B,, vitamin deficit.

Keywords:
vitamin B,,, anemia, cholecystectomia.

CEMMWHAP MO TEMATOJNIOTrUN

Ewe pas o nepuumre suramuna B,

T. H. I[lepekamosa, M. H. Ocmpoymosa
P E® EPAT

O6cnepnoBaHo 165 am6ynaTtopHbiX 60fbHbIX, Y KOTOPbIX OTMEYanochb
CHMUXeHWe ypoBHA BuTamuHa B., B KpoBu. [deduunt BuTamuHa B,
BCTpeYaeTcsa ropasfo valle, 4em 9To NpeacTaBnanoch paHee. dedu-
uMT BUTaMuHa B,, He siBNseTCA CMHOHMMOM aHemuun. Knaccu4veckas
nepHUUMO3HaA aHeMuUs cocTaBnseT He 6onee 13-15 % Bcex crnyyaes
Aecuunta B, n, ckopee Bcero, ABNsSeTCA pedynsTatoM ANINTENIbHOro
CyLLLeCTBOBAHMA 3TOro geduumnra, KOTOPbIN OCNOXHUIICA reMOSIM30M.
HeT 4eTkol KoppensumMn mMexay ypoBHeM ButamuHa B,, B KpoBM, Ha-
NM4Mem aHeMumn 1 cTeneHblo ee TaxecTu. bonbHble ¢ B, -neduuntom
NMEeIT XapaKTepHY COMyTCTBYIOLLYIO NAaTOMOrM0: ayTOUMMYHHbIE 60-
ne3Hn (Cpean HMX camMOW 4acTol SIBMSIETCHA NaTonorus LMTOBUAOHON
xenesbl — 0Kosflio 50 % Bcen naTonornm AaHHOW rpynnbl) U 60Ne3Hu,
Mpu KOTOPbIX HapyllaeTca manonormyecknin obMeH ButammHa B, B
opraHmname (3abonesaHus XXKT). XoneumctaktoMus aenseTcsa akTo-
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Konrakrbi: perekatova_tanya@mail.ru

Mpuusto B nevarnb: 7 mas 2009 r.

pOM pucka B pasBuTuM aecunumTa ButammHa B,,.

KntoyeBble cnosa

BUTaMUH B,

O B, necuuuTHol aHeMHH, KaXKeTcsl, M3-
BECTHO BCe.

3a nocieande 150 JeT BbIsICHEHDI
9THOJIOTHSI W T1aToreHe3 M pazpabGoTana
Teparnusi aToro 3aboJseBanust. [TosydeHHble
JIaHHbIE 3JI02KEHBI B 3apyOeKHbIX M OTeue-
CTBEHHBIX KJIACCHUECKHX  PYKOBOJICTBAX
10 TeMaToJIOTHH, B Pa3/IMUHbIX yueOHbIX U
pekoMeHzaTesbHbIX nocobusx. KopoTko
HarmoMHHUM 06 OCHOBHBIX (DaKTax.

MsBecTHo, uTO MepBOe KJAMHHUECKOE
onucanue B ,-neduuntHoi anemun (1849)
npunuceiBaioT Thomas Addison,' kotopbiit
st ee o603HAYEHMST yMOTPeGUI TepPMHH
«ymuonatuyeckast  anemusi».  [lonsitne
«MePHULIMO3HAsT aHeMMsI» BIepBble BBeJl
A. Biermer,? u 3T0T TepMHH CTaJl LIHPOKO
HCII0JIb30BaTbhCs 151 0003HAUYeHUs TaHHON
natoJioruu ¢ nocsenHei uetBeptu XI1X B.

CyllecTBYIOT ~ JBE  KJIHHMUECKHE
popmbl B, -necdunutHoll  anemuu:  0T-
HOCHTE/JIbHO 4YacTblil B3pPOCJbIH THI H
pPEIKMI JIETCKUI BapHaHT, BEPOATHO Ha-
c/ielyeMblil 10 ayTOCOMHO-PEleCCHBHOMY

aHeMNA, XONeUunCTaKTOMNA.
R

tny. He BbIsIBIEHO 4eTKOH B3aMMOCBSI3H
MeXy JBYMsl 3THMH (DopMaMH aHEMHH.

Bapocsibie  hopmbl  aHeMHH  JIOBOJIBHO
LIMPOKO PAacCpoCTpaHeHbl B MUpe, yalle
cped  CeBEpOEBPOINEHCKUX  HApOJIOB.

G. Richard Lee B ruiaBe, MocBsilleHHOH
Merajio6JlacTHBIM aHEMUSIM, B PYKOBOJI-
crBe «Wintrobe’s Clinical Hematology»
(10-e uan., 1998)° npuoaut cieyoiine
JIAHHBIE O PaCIpPOCTPaHEHHOCTH TEPHUIIU-
03HOM aHeMHH: 3a00/1€BAEMOCTb B Pa3HbIX
cTpanax cocrapjser oT 9 no 17 HOBBIX
cayyaeB Ha 100 000 nacesnenusi B o u
ot 0,13 10 0,2 % 6o/LHLIX cpeau Hace-
Jierust B tesiom. OTMeuaeTcsi yBeJuueHue
YacTOTbl AHEMUH B 3aBUCHMOCTH OT BO3-
pacra 6osbHbIX. H. A. Anexcees* B 2004 r.
nyGJaukyeT cienytoiue naunbie V. Herbert
0 pAacCrpOCTPAHEHHOCTH IEPHUIIHO3HON
aHeMUH: B Bo3pacTe OT 6 Mec. 10 OJHOTO
rojia MepHUIIMO3HAs aHeMHUsT HaGMIoaeTCs
y 1 peGenka na 1 muH gereit; ot 1 10
10 jer — y 1:10 000, 30—40 jger — y
1:5000 u B Bo3pacte 60—70 et — y | Ha

[0POACKOI KOHCYNbTATMBHO-AMArHOCTUYECKMiA LieHTP N2 1, CankT-TTeTepBypr
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T. H. Nepekarosa, M. H. OcTpoymoBa

200 »xwuteneit. Cpennuit Bospact GosbHbIX ¢ B ,-neduuuTHoi
aHeMHel K MOMEHTY YCTaHOBJIEHHS IMarH03a COCTaBJIsIeT OKOJIO
60 seT, Hauano 3a6osneBanns A0 30 JeT ABAAETCS PEAKOCTHIO.
JKentmnel 6osetor B 1,4—1,6 pasa vatiie My»KuuH.

Knunuueckue Hab/oieHUsT U pa3BUTHE TAaTOJOTHYECKOH
anatomun B 60—70-e romel XIX B. mo3Bosuan 0OGHAPYKHTH
CBfI3b MEKJly aHEeMHEH U HaJMuueM Y 3THX OOJIbHBIX T5XKEJI0r0
atpodudeckoro ractpura. B 1926 r. G. R. Minot u W. P. Murphy®
onyGJIMKOBaJIM HAOJMI0JIeHUs], B KOTOPbIX MOKA3aJiu, YTO JAHHYIO
AHEeMHUIO MOXKHO M3JI€UUTh, HazHauyasi O0JbHOMY JHETY, COolep-
JKallylo 60JibILIOe KOJMUECTBO ChIPOK MeyeHH, W YTO MPH 3TOM
[IPOUCXOAUT CTHUMYJISILIMSI KPACHOIO POCTKA KOCTHOMO3TOBOIO
KPOBETBOPEHHUsI, OTPaKEHHEM Yero siBJSIeTCs BO3HUKAIOULIMH
peTukyJouuTapHbiil Kpua. Yuennk G. R. Minot William Castle®
9KCIePUMEHTAJIbHO YCTAHOBUJ CBSI3b MEXKILy 2KeJyJ0UHOM axu-
Jmell ¥ 3(pheKTUBHOCTBIO YIOTpeONeHHUsT CHIPOH TTeueHH. Bbio
MOKa3aHO, YTO NPUYMHON 3a00JIeBaHUS TEPHULIMO3HON aHeMHueH
SIBJSIETCSl yTpaTa OMPeeJeHHOr0 KOMIOHEHTA JKEeJyI0YHOTO
COKa, KOTOpPbIH OblJ1 Ha3BaH BHYTPEHHUM (PAaKTOPOM U TO3/IHee
nosyuns1 umst W. Castle (dpaxrop Kacna). Buyrpennnii dhaxkrop
(KaK mnosaHee ObLIO YCTAHOBJEHO, SIBJSIOLIMACS T[JIMKOMPO-
TEUJIOM ), OKa3aJscsl HeOOXOAMMBIM ISl BCAChIBAHUSI « BHELIHETO
(hakTopa», oGHApYKEHHOTO B TeUeHW M Msice. BblneseHHBIN
B I0C/EIYIOLIEM M3 MeYeHu BUTamMMH B, W okasajcsa >Tum
«BHEIHHM (pakTopoM». Briepsble Butamun B, Gbll1 BbileseH B
1948 r.,7® Ho laGopaTopHblil CHHTE3 €ro Obljl 3aBeplleH TOJMbKO
K 1973 r., mocsie MHOTOMIETHEH paBOTHI GOMBIIOTO KOMJIEKTHBA
ozt pykosojctsom Y. C. Woodward.*1°

Okasanochb, uto BUTamuH B, npeacras/iser co6oi cloxk-
HYIO MOJIEKYJTY, CTPYKTypa KOTOPOH HAaIOMMHAET CTPYKTYpPY rema
B remorjiobuHe. OH COCTOMT M3 TeTParnUppoJOBOTO KOJbLA,
B LEHTPe KOTOPOTo pacriosiaraercsi KoOasbT, a B KaxJIOM H3
MUPPOJIOBBIX KOJIELL HAXOAUTCs COOCTBEHHbIN pajuKal, 0Jaro-
Jlapsi KOTOPOMY pasJ/iMyaloT LMaHOKOOalaMWH, TMIPOKCUKO-
O6anamMuH, MeTHJKOOaJaMUH U J1€30KCHAJeHO3UIKOOaNaMUH.
[TepBble aBa cTaOUJIbHbI U UCIOJIL3YIOTCS B KIMHUUECKON MpaK-
THKe B KaueCTBe JIEKAPCTBEHHBIX MPernaparoB, a JABa MOCJEIHNHX
OnpeaessioTess B TKaHIX, CBIBOPOTKE KPOBH, OHH HECTAOUJIBHbI
1 SIBJSIOTCS KOopepMeHTaMH B IBYX JKH3HEHHO BayKHBIX OMOXH-
MHYECKHX PeaKLHsIX:

MetuakobanamMuH yyacTByeT B cHHTe3e MeTHOHMHA. OH
SIBJISIETCST KOPEPMEHTOM METHOHMHCHHTETa3bl, KaTaJUu3UPYHO-
11ell epeHoC MeTHJbHBIX Ipynil oT N-MeTuaTeTparuapogosata
K romouucrenny. [Ipu sTom oOpasyeTcsi METHJATOMOLUCTEHH,
KOTOPBII U Ha3blBaeTcss MeTHOHHHOM. [Ipu neduimre Kobana-
MuHa 6JI0KHpyeTcsl MeTa6osiu3M (hoJ1aToB Ha 3Ttare o6pa3oBa-
HUST METHJITETparuapodosiata 1 paspuBaeTcs (PYHKIHOHANBHBIH
neuuuT hosaToB, MPUBOAALIMH K HapyuleHnto cuHTesda JIHK
U TOSIBJICHHIO Merajo6/1iacTHOr0 KpoBeTBopeHus. Takum 00-
pasoM, aHemust MpH Jeduuute BuTaMuna B, — 370, Mo cyTH,
aHeMmusi, oOycJOBJeHHAs AC(HUUHUTOM (OJHEBOH KHUCIOTHI H
MOP(OJOTHYECKH HX Pa3MuUTh HEBO3MOKHO. OfHaKo MpH
Jeduuute BUTaMHHa B, pasBuBaloTCs KpOMe aHEMHH M He-
BpOJIOTHYECKHE HAPYLICHHUST, KOTOpble 00yCA0BACHBI MATHUCTOH
JIeMHeJIMHU3ALMeH Ceporo BellecTBa B TOJOBHOM M CIHHHOM
Mo3re ¥ nepudepuyeckux HepBax. TouHast MpUYKMHA ITOTO MPO-
1iecca rnoka He ycranoJsieHa. OJIHUM U3 BO3MOXKHbBIX (DAKTOPOB,
00YCJIOBJIMBAIOILUX IeMUEJMHU3ALMIO, MOXKET ObITh HapylleHHe
CHHTE3a XOJIHHA U COJIeP2KalIUX XOJUH (hoChOUMHIOB (JTeLUTHH
1 COUHTOMUEJIHH ) BCJIEJICTBHE HEIOCTATKA AKTUBHOTO METHOHH -
Ha, BO3HMKAIOLIEro NpH Je(uuuTe BuTamuua B ,.

Je3okcuaneHosuniakobanamuu obecreyuBaeT mnpeppalie-
HHE METHIMAaJOHOBON KUCIOTHI (TPOILYKT METab0IH3Ma XK1 PHBIX
KHCJIOT) B IHTAPHYIO KMCJIOTY, YTO TaK:Ke HEOOXOAUMO /151 OTITH -
MaJIbHOTO MeTa0o/Hu3Ma MHeJMHa B HEePBHBIX TKaHsax. [Ipu ne-
(uyTe 3TOrO0 KO(hepMEHTa B TKAHSIX MOBBILIACTCS COAEPKaHHEe

186

MeTHIManoHu-KoA 1 ero mpesiiecTBeHHHKAa — MPOMHOHUI-
KoA. B pesysibrare 31010, Kak roJaraioT, B MHEJMHOBYIO 000-
JIOUKY HEHPOHOB BCTPAHBAIOTCSl aHOMAJIbHBIE XKUPHbIE KHCJIOThI
C HEeYeTHLIM UMCJOM aTOMOB YIJIEPOJa, UTO TaKxkKe MOYKET ObITh
OJIHOH U3 MPUUYHH JIeMHUEJMHU3AIUN HEPBHDBIX BOJIOKOH.

Kpome Toro, ymeHbliieHHe aKTHBHOCTH 3THX JBYX Kodep-
MEHTOB BMTaMHHa B, NPHBOAMT K yBEJHYEHHIO COLEPKAHMA
B KPOBY FOMOLMCTEMHA U METUJIMAJOHOBOI KucaoThl. [Ipen-
nosiaraetcsi, 4To Mnpu JAeduuure KoOajaMuHa yBeJUUHBAIOTCS
o6a 3TuX MetaboJiuTa, a Mpu AeuimTe (HOJATOB — TOJBKO
TOMOIIMCTEHH.

Tepmun «BuTamun B ,» ¢ TOUKH 3peHHst XHMHKOB OTHOCHTCS
TOJIbKO K LIHaHOKOOaslaMUHy, U TEPMUHbI «KOOaJaMUH» U «BH-
TamuH B ,» sBgioTcst BsaumosamensMbiMH. LnanokoGanamun
OGMOJIOTUYECKH HEAKTHUBEH W HCMOJb3yeTcsl TKAaHSMH TOJIbKO
rocJie peBpalleHus ero B KohepMeHTHbIe (hOPMBI.

Buramun B, nonagaet B opraHuaM 4eJIoBeKa HCKJIIOUHTE b+
HO ¢ 6eJIKaMH XKMBOTHOTO MPOUCXOXKIEHHS U HE CHHTE3UPYETCS
B ero TKaHsx. HanGosee Goratbl BuTamuHom B, nedenb, nouku,
MOJIJIIOCKH, pakH, Kpadbl, MOJIOUHbIe TPOAYKThl. CyTouHas no-
TpeGHOCTDL B BUTamuHe B, y uesioeka cocrapasier 3—7 Mkr. [1pu
0OBIYHOM pexKUMe TTUTaHUsI B OpraHu3M rnoctynaet 5— 15 MKr, a
uHorna u g0 50— 100 mkr Butamuna B cytku. Obliee coneprKa-
HHe BUTaMuHa B, B opranusme yesopeka Kose6Jercst oT 2 10
5 MI, OCHOBHAsl €ro 4acTb COlePKUTCS B reueHH. [ToCKOJIbKyY
exKe/lHeBHast oTepsi BuTaMuHa B, ouenb Hepesiuka (2—>5 MKr),
TO UCTMHHBIN aJJAMEHTAPHbBIH €ro IeUIIUT BCTpeyaeTcst KpaiiHe
PEIKO: TOJILKO Y CTPOTHX BereTapHaHileB ¥ BCKOPMJIEHHBIX HX
MOJIOKOM TPyAHbIX JieTell. KeraTu, eci y Kopwmsiliel MaTepu
(arke He BereTapHaHKH) €CTb XOTsl Obl CYOKJMHHUECKHH Je-
(uuut Butamuna B ,, To y peGenka B neppbie 1 —2 roga »usHu
MOXKET Pa3BUTLCA B ,-neduuurnas anemus.

Yaie neuuuT BUTaMUHA B,, BcTpeuaercst BC/EACTBHE
HapylleHnsi (PU3HOJIOTHYECKUX YCJIOBHH OOMEHA BUTAMHHA B
opraHMame 4yesioBeka (yMeHblleHHe TJIOUIAJM BCAChbIBAHMUS,
HapylleHHe pelupKyJIsuuu ButamuHa). OJHAKO OCHOBHOH
NPHYMHONA PasBUTHA NeULMTa BUTaMuHA B, y B3pocsbix B
HacTosillee BpeMsl CUMTaeTCsl ayTOMMMYHHBIH rpoliecc ¢ oopa-
30BaHHeM aHTHTeJ K TapHeTaJbHbIM KIeTKaM KeJayaKa, n/uin
K BHyTpeHHeMy dakropy Kacna, nim k camomy eutamuny B, B
pesyJibTaTe Yero pe3Ko yMeHblIaeTes BeachblBaHue BUTaMuHa B,
B JKeJIyJIKE ¥ TIOCTENEeHHO PA3BUBAETCS €T0 IEPUILIHT.

[Tpu HOpMaIbHBIX YCJOBHAX BUTAMUH B, B 2KeJ1yIKe coe-
HsieTcst ¢ OesikaMu Ko6asnoUIMHAMU, KOTOPble CUHTE3UPYIOTCS
MUTENHANBbHBIMU  KaeTKamu  causuctoit obosouku YKKT u
CJIIOHHBIMU 2Kesle3aMu. B /1BeHajauaTHNepcTHOH KHUIKE 3TOT
KOMIIJIEKC Pa3pyLIaeTcst, i BUTaMuH B, coeaunsieres ¢ ractpo-
MYKOIPOTEHUIOM (BHYTpeHHHM hakTopoM Kacsia), KoTopblii Bbl-
pabaTbiBaeTCs TapueTa bHBIMU KIeTKaMH (hyHIaJIbHOTO OTHe
JKeJqyaka. DTOT Mpoliece Jiydiie TPOUCXOAHUT B I1IeJI0UHOH Cpejie.
B nompsnommoi kuiike B, cBasbiBaetea co cnenuduieckuMu
pelLenTopamMmy KuilleuHo# cTeHKH. OT KoJIMuecTBa pelenTopoB
B 3MUTENHAJbHBIX KJIE€TKAX KHIIKM 3aBHCHT CKOPOCTb MOCTY-
NJICHHs BUTAMUHA B opranusm. [lanee B KpoBu BHUTamuH B,
coemunsiercst ¢ tpancko6anamunamu I, 11 u III (Gonbuie c II).
Yacrb Butamuna B, coenunsierces ¢ rpanckotanamunom I u no-
CTaBJISIETCS B [TeUeHb W KOCTHbIH MO3T (TOCTYMUBLLIMI B KOCTHbIH
MO3T HCII0JIb3YeTCsl 1151 KPOBETBOPEHHUS, MOCTYNHUBLINH B [eUeHb
nenouupyercsi). [leuenb sip/sieTcs raBHbIM JeN0 BUTaMuna B,
B opranuame. CienyeT n06aBUTh, YTO TIpU TIpueMe OGOJbIIOH
JI03bl BUTAMHHA €ro BcacblBaHHE MOXKET MPOUCXOAUTb W 0e3
BHYTpPEHHEro hakTopa.

Brinensiercs Butamun B, B OCHOBHOM C KeJIIbIO U KaJIOM.
CyliecTByeT KHILEYHO-TIeYeHOUHbIH KpyrooGopoT BuTaMuna B,
B OpraHu3Me: MpUMepHO 3/4 BBLIIEJISIEMOTO C KeJIUbI0 BUTAMHUHA
B,, BHOBb peaGeopGupyloTest, a ero HeakTHBHble ananoru ('/,)

KIMHUYECKAA OHKOTEMATOJIOTHS



Aecnuut Butamuna B,

ynaasiorest. AKTHBHblE KOOaJaMHHbl W HEAKTHBHbIE aHAJOTH
CEKPETHUPYIOTCS B JKEJIUHBIX TYTSIX M 3aTeM TlepeBapHBaloTCs B
JIBEHANATHTICPCTHOH KHUIIKe TTaHKpeaTHIeCKUMU (hepMeHTaMH,
Jiasiee akTHBHBIE KoOasaMUHbI peabcopOUupyroTes, a HeAKTHBHBIE
aHaJIorH SKCKpeTHpytoTcs. Ec/in KuileuHo-neueHouHbIH Kpyroo-
60pOT MPepbIBACTCS, TO HAPYLIAETCS BCACbIBAHHE BUTAMUHA, UTO
MPUBOJIMT K PACXOJly 3a11aCOB BUTAMHHA B OpraHHU3Me.

B nacrosiee Bpems B ,-neduuyTHas aHemMus yCreLHo Je-
YUTCs BBEleHHeM BUTaMUHa B, napenTepasibHo, M I0CTUIHYTAs]
peMHCCHsT MOJUIEPIKUBAETCS TOXKM3HEHHBIM BBEJIEHHEM 3TOTO
npenapara.

B ,-neduuurnas anemus u aeduuMT BUTamuna B, 10 Ha-
CTOSIILIEr0 BPEMEHH OCTAIOTCS TOK/IECTBEHHBIMH TTOHSTHSIMH /1151
GoJIbLIMHCTBA Bpadell Hallleil CTpaHbl, B T. Y. U JJIs TeMaToJ10-
TOB.

B knaccuueckom BaphaHTe HHKAKHX OCOOBIX CJIOXKHOCTEH
C IMarHOCTHKON W JiedeHueM B -neduumnTHOl aneMuu He BO3-
nukaeT. Jluarnos aeduuura Butamuna B, ocHoBbiBaeTcs Ha
COYETAHHH XapaKTEPHOH KIMHMUECKOH KApTHHbI U JAHHBIX Ja-
60paToOPHOro HCC/IEI0BAHHS: TAHLMTONEH S, 0OHApYKHBaeMast
B KPOBM, MAaKpOLUTAPHbII XapakTep aHeMHUH, Merajno0JacTHoe
KPOBETBOpPEHHe B KOCTHOM Moare. Jlo Tocsie/iHero BpeMeHH
JIOCTOBEPHBIMH KPHTEePHsIMU Marnosa B, -necdunutHoll anemun
SIBJISINCh  TOJIBKO JIaHHblE KOCTHOMO3TOBOT'O KPOBETBOPEHHSI.
OnHako rnosiBUBLIAsICS BO3MOXKHOCTb KOJIMUECTBEHHOTO OTIpesie-
JIeHHs] YPOBHsI BUTaMKHa B, B KpPOBH M03BOJIM/IA JIHATHOCTHPO-
BaTh Ne(hULUT BUTaMuHa B, sHaunTesibHo Goslee MPOCTHIM s
60/IbHOTO CMOCOGOM M BBISIBUTb HE TOJNBKO (PaKkT HeIoCTaTKa
BHTaMHHA, HO U OLIEHUTb UMEIOIIHIICS TeUINT C KOJIHYECTBEH-
HOH TOUKH 3PEHHUSI.

B Canxr-Iletep6yprckoM ropojcKoM KOHCYJ/LTaTHBHOM
JauarHocTuyeckom wLeHTpe Ne | k/anHHYecKasi JjlaGopaTopusi
OCHAllleHa COBPEMEHHBIM J1aGopaTopHbIM  060PYIOBAHHUEM.
PaGoraer sinoHcKuil remartoJiornieckuil anasmusatop (Sysmex
XT-2000j), KoTopblil TO3BOJISIET OLEHUTb KIMHHUECKUE aHAIH3
KpoBH 1o 31 napamerpy. buoxumuueckue ananuzaropbl ADVIA-
1650 (Bayer) u Modular P (Roche) onpenensiior 6osee 40 no-
KasarteJsiell KpOBH, B T. 4. COJep:KaHHUE CHIBOPOTOYHOTO Keseaa,
TpaHceppruHa, PacTBOPUMOTO pellenTopa TpaHcheppuHa |
np. Conepx<anue Butamuna B ,, donatos, gepputina B KpoBH
omnpesessieTcst Ha BBICOKOUYBCTBHTE/IBHBIX aHATM3aTopax, pado-
TAIOLLKX 10 MPUHIIMITY MMMYHOXEMUJIOMUHECLEHIMH — Access
(Beckman), Elecsys (Roche) u Modular E (Roche). Hopmasib-
HbIl ypOBEHb BUTaMHHA B |, B KPOBH, onpejesisieMblii MeTofaMH,
ucnogb3yeMmbiMu B Jadopatopun [KIILL Ne 1, cocraBsser
197—867 nr/mi.

CuuTaercsi, 4To sl TOJHOLEHHOro J1ab0paTOPHOro MoJl-
TBep2KIeHHA JehuluTa BuTaMuna B , neo6xomumo, Kpome ycra-
HOBJIEHHSI CHH2KEHHOTO YPOBHS BATAMUHA B KPOBH, JIOMOJIHUTE b~
HOe HceJIefloBaHNe ypoBHs romonucrerHa (5,4—13,9 MKM/1),
MeTHIMAIOHOBOH KHCJOTHI (73—27 1 HMa1/1), TpaHCKOGaIaMUHa
1 QOSHeBOH KHCJOTH. B KIMHWUECKOH MpaKTHKe ornpeesieHne
YPOBHs1 BUTaMuHa B, B KpOBH MOKET ObITb J0CTATOUHBIM CaMO-
CTOSITEIbHBIM OPHEHTHPOM, CHHKEHHE B KPOBH €TI0 yPOBHST HIKE
HOPMAJIbHOTO MOXKHO CYHTaTh JOBOJILHO TOYHBIM KpHTEpHEM
HexXBaTKH BUTaMHHa B opranuame. [To nannsim Matikn k. Poys
1 Haucu Bepannep (2000),!! coneprkanne KoGajaMiHa B CbIBO-
pOTKe KPOBHM 0OBIYHO TOUHO OTpakaeT ero 3arachbl B opraHuame
W TOJIKO TIPUMEPHO y 5 % GOJILHBIX KJIMHHYECKHe, HEBPOJIO-
rMYeckie, MOpgo-reMaTo/IorHIeckue MposiBjeHusT JeduImTa
BUTaMuHa B, Ha6J10a10TCsl IPU €ro CofeprKaHuu B KPOBH ellle
B Mpejiesiax HHxKHeH rpaHuibl HopMbl. IMEHHO y Takux 60JbHbIX
s IOCTaHOBKH 1Martosa jieuuuta B, aBTOpbl peKoMeHyloT
JIOTIOJTHUTENBHO  OTIPE/Ie/IITh  CofiepaKaHue TOMOLUCTEMHA U
MeTabOoJMTOB METH/IMAJIOHOBOH KHCJIOTH B KpOBH. [ToBbIlICHHE
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YPOBHSI 9THX TTOKA3aTeJIel BJISETCS MOJATBEPIKIEHHEM HATHUHS
necduuura BuTaMuna B ,.

3a 1Ba roga paboTbl B Hauiell JaGopaTopuu ObLIO TPO-
Besieno Gonee 1600 mccnenopanmii conepxkanus Butamuna B,
B CHIBOPOTKE MalHeHTOB, HAGJIONABIINXCS B MOJUKIMHHKE H
craiuonape. M3 HUX mpeaMeToM HaIIero MCCae0BaHus cTala
rpynna GOJIbHLIX CO CHHKeHHeM MoKasaTesisl BUTamMuHa B, B
kposu Meree 190 nr/ma (Hopma 197—867 nr/ma). Ouenu-
Ba/iMChb JlabopaTopHble JaHHble M HaJHYHe COIMyTCTBYIOLIEH
COMaTHYECKOH TaTOJIOTHH B HACTOsIIIIee BPEMsI M B aHAMHe3e.

Cpenuuii Bo3pact GOJIbHBIX B Hallel Tpynre COCTaBHJI
61,8 roga ¢ konebanusiMu ot 27 10 86 Jet, u3 Hux 85,7 %
MPUXOIMJIOCH Ha KeHlKH. CorocTaByieHne 3THX JaHHbIX C J1aH-
HBIMH MHPOBO# CTATHCTHKH TOKA3bIBAET, UTO CPEJIHUI BO3pacT
GoJibHBIX Halliel rpynmbl (61,8 roga) npuMepHO COOTBETCTBYET
CpeaHeMy eBpOMelCcKOo-aMepUKaHCKOMY BO3pacTy  OO0JIbHbIX
¢ B ,-neduumtHoii anemueit (60,5 roga), B To e Bpems npe-
BaJIMPOBAHHUE JKEHIIMH HAJl My>KUHHAMH B HAlLIeM UCCJIE0BAHUH
cocraBuiio 5:1, a ve 1,4—1,6:1, kak B pa3BUTBIX CTpaHaX.

Cpennuit yposeHb ButamMuia B, y Halmx GOJIbHBIX ¢ e -
untom B, cocrasun 119 nr/mi (2—190 nr/mi). B saBrcumoctn
OT YPOBHsl CHHXKEHHsI COAepXKaHUsl BMTaMuHa B, GObHBIX
YCJ0BHO MOXKHO Pa3lesiuTh Ha rpynibl (Tabi. 1).

Ta6nuua 1. Pacnpepienerme 60/bHbIX B 3aBACUMOCTM OT YPOBHA BUTamMmHa B,

CreneHb gedvumTa CopepxaHue ButammHa B, Yucno 60nbHbIX,

nr/mn n (%)
INerkas 190-151 57 (34,5)
CpepHss 150-101 53 (32,0
Tsaxenas 100-51 27 (16,5)
0yeHb TaXenas <50,0 19 (11,5)

Kak BuaHo u3 Tabsulibl, TsKesasi cTeneHb JeUIUTa BU-
tamuna B, (< 100 nr/min) onpenensiiesi y '/, (28 %) Hauux
aMOyJ1aTOPHBIX OOJILHBIX.

Pesysibrathl saboparopHoro o6ce/e1oBaHusi GOJbHBIX C
JeduuuTom BUTaMuHa B, mpencrassiensl B Ta61. 2.

M3 npencraB/ieHHbIX JaHHBIX BUHO, UTO 110Ka3aTesu Kpac-
HOW KpOBM (cofiep:KaHue TeMOTJIoOUHA, YMCJIO SPHUTPOLMTOB,
PETHKYJIOLMTOB, a TaK:Ke pacueTHble HHAEKChI reMaToJIornye-
CKOTO aHaJIM3aTopa) 3HAUUTeNbHO BapbupoBan. Ha ocHoBannu
nokazateJsisi remorsiobuHa Bce GoJibHble OblJIM pasjie/ieHbl Ha
4 rpynnet (Taba. 3).

Ta6nuua 2. [laHHble nabopaTopHOro o6cnefoBaHns 605bHbIX

MNokazartenb CpepHee [uanasoH Hopma Yucno Mccpe—
3Ha4eHne [OBaHWA
Temorno6uH, r/n 107,9 53,0-165,0 117,0-167,0 165
putpouuTsl, X 10'%/n 3,6 1,3-5,3 3,7-5,1 165
PeTtukynouuTsl, % 1,8 0,3-8,1 0,5-1,5 84
MCV, chn 94,5 61,8-136,0 76,0-95,0 165
MCH, nr 314 16,2-46,0 27,0-31,0 165
MCHC, r/an 32,8 23,6-37,5 32,0-38,0 165
RDW-CV, % 16,8 11,6-28,1 11,5-14,5 130
RDW-SD, ¢on 56,8 38,9-108,0 37,0-54,0 130
JleiikouuTsl, x 10%/n 49 2,3-12,9 4,0-8,0 165
Heitpodhunsl, % 55,6 26,0-80,0 51,0-77,0 165
Jlumcpountsl, % 32,3 4,0-63,0 25,0-38,0 165
03nHounbI, % 2,7 0,0-15,0 1,0-5,0 165
Tpom6ounTbl, X 10°/n 238,6 54,0-686,0 170,0-360,0 162
Buramut B,,, nr/mn 119,0 190,0-2,0  197,0-866,0 165
DonueBas KUCNOTa, Hr/Mn 6,2 1,17-12,9 2,1-9,0 27
2Keneso, MKMonb/n 15,0 0,8-50,9 6,6-30,1 158
Bunupy6uH, Mmkmons/n 14,7 10,0-131,0 <171 115
Nar, EQ/n 708,0 180,0-6709,0 170,0-480,0 84
ranTorno6ux, r/n 0,96 0,01-3,1 0,3-2,0 46
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Ta6nuua 3. PacnpepgeneHve 60bHbIX B 3aBUCUMOCTU
OT YPOBHS reMorno6uHa

YpoBeHb remornobmHa MokasaTenb Yucno 60nbHbIX,
remorno6uHa, r/n n (%)
HopmanbHblii >120 56 (34,0)
Jlerkoe cHKeHue 119-90 77 (47,0
CHWXeHMe CpefiHei TsHKecTun 89-70 24 (14)5)
CHWXeHWe TSHKenoil cTeneHn <70 8 (4,5)

Ananus pacnpenesieHusi GOJIbHBIX CBUIETENLCTBYET O TOM,
YTO IIPM BblsABJIEHHOM AeduluTe BUTaMuHa B,y 1/3 60JIbHBIX
cojleprKaHKe reMor1o61MHa GbLI0 B TIpeaesiax HopMbl, y 50 % oT-
MeuaJsioch JIerkoe ero cHmxenne, y 14,5 % — anemust cpejmeil
TSKECTH M ToJbKO ¥ 4,5 % — anemus 6blia Tshkesolt. [Ipen-
CTaBJICHHbIE Pe3YJ/IbTaThl MO3BOJISIIOT MoJaraTh, YTo OOJbHbIE C
K/IaCCHYeCKOH TsuKe10M B, -neduuuTHoi aneMueli — 3T0 JIMIIb
oueHb HeGOoJIbIIIAs YaCTh NMAalMEHTOB, CTPAAIONIUX OT AedHIIUTa
BUTaMHHa B, («manenbkasi Bepirna GoJblioro aiicGepra» ).
BeposiTHO, K/IMHUUECKHE MPOSIBJEHUS SIBJASIOTCS Pe3yJbTaToM
JUTUTEJILHO CYIIECTBYIONIETO, HEPACTIO3HAHHOTO Ha MPOTSKEHUH
JIET U He KOMIIEHCHPOBAHHOrO Je(huLMTa BUuTaMuHa B .

[TostydeHHble NaHHblE MOCHAYKHJIH OCHOBAHHEM JIsl TPO-
BeJIEHUs] MOCJEeyIOlUlero aHajauda. bbuii corocraB/eHbl Mo-
KazaTeJ/ii COjlepKaHusl reMorsioOuHa B 3aBUCUMOCTH OT YPOBHSI
CHIKeHHsl BuTamuna B , (ta6u1. 4).

Ta6nuua 4. NokasaTeny reMorno6mHa y 60mnbHbIX C Pa3NUYHbIM YPOBHEM
neduumrta ButamuHa B,

YpoBeHb Yucno Hb>120r/n Hb 119-70 r/n Hb
BUTaMuHa B,, 605bHbIX <70r/n
<100nr/mn 55 14 (27 %) 35 (62 %) 6 (11 %)
>100nr/mn - 110 42 (38 %) 66 (60 %) 2 (2 %)
Bcero 165 56 (34 %) 101 (61 %) 8(5 %)
p < 0,05 >0,05 <0,05

[IpencraBiieHHble JaHHble MO3BOJMJIM YCTAHOBHTb, UTO Y
GOJILHBIX C BBIpA’KeHHBIM Je(MUUMTOM BMTamuHa B, riay6okas
anemusl (remoryio6uH Menee 70 r/n1) HaG/ofa1aCh 0CTOBEPHO
yaile, a HopMaJibHbIH yPOBEHb FeMOIJIOOHHA pexke, UeM B Clydasix
yMepeHHOro 1 Jierkoro aeduiyta sutamuna (100— 190 nir/ma).

OJHaKo B 4aCTH CylydaeB BbipaxKeHHbIH AeQUIUT BUTAMHHA
B,, He conpopoxnaica anemueil (14 nauMeHnToB) WM CTeneHb
CHMKEHHs1 reMoryiobnHa Gblia ymepeHHo#.?> Bojee Toro, npu
ypoBHe BuTamMuna Metee 50 nr/may 3 u3 16 Go/bHBIX ypoBeHb
remMorJio0MHa ocTaBaJIcsi B rpejiesiax HopMbl. [1pn ypoBHe BuTa-
muna B, 24—30 nr/ma (13 cydaes) anemust onpejessiach y
BCeX NalHEeHTOB, HOY & — B JIETKOF CTeNeHH.

[TpuBesieHHbIe JIaHHbIE TO3BOJISIIOT KOHCTATHPOBATh, UTO
Aeduuut BuTaMuHa B, He Bcerna MpUBOAMT K PasBUTHIO
aHeMuH, cTeneHb AeMLUMTAa BUTAMUHA JAJ€KO He BCeraa co-
OTBETCTBYET CTEMeHH TSKECTH aHeMWH, Ae(UUUT BMUTAMHUHA
B, He siBNsieTCS CAHOHMMOM aHEMHH.

Ananuz  1abopaToOpHbIX JAHHBIX OOJIbHBIX C  YPOBHEM
sutamuna B, 140—190 Tr/MJT TIOKA3aJ1, 4To B 9THX CJIydasix,
B,,-nedbuumnTHOl aHeMUH npakTHYecKH He ObiaeT. Ilpuunnoit
CHMKEHHs! reMOrJIoOGHHA Y MalMeHTOB 3TOH TPYIbl SIBJSETCS,
KakK MpaBuJIo, JIeULHT JKeJle3a.

Jlo Hacrosilllero BpeMeHH OCTaeTcsi HesiCHO, MoueMy IpH
OJIMHAKOBOM JlepuLUTe BUTAMUHA B, B KPOBH Y OIHHX GOJILHBIX
pa3BUBAETCsl aHEMHsl, a y JIPYTHX COXpaHSIeTCsl HOPMaJbHBbI
ypoBeHb remoryiobuna. My Hac HeT eIMHCTBEHHOTO OTBeTa Ha
3TOT BOMpOC. B nombITKe pazo6parhbest Mbl BbIACHUIIN 1151 10TI0 -
HUTEJILHOTO aHaIN3a 38 GOJBHBIX CO 3HAUUTEJILHBIM A€ (ULHTOM
putamuna B, (< 90 nr/mi). OHH GbLIN pasiesenbl Ha jBe
rpyNIibl B 3aBUCMMOCTH OT yPOBHsl reMorsio6una: Menee 90 r/a 1
HOpMaJIbHOE COIepIKaHHe.
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B 1-1o rpynny Bouwio 22 60JibHBIX, B CPEIHEM COAEPKAHHE
reMOorI06HHA Y HHX COCTABHJIO 74 I/J1, a 06'beM SPHTPOLIUTOB Gl
cyliecTBeHHo nobitieH — 112,7 1. [To cytn 310 GBI MALM-
EHTHI C XapakTepHOH KJIMHHYeCKOH KapTuHO# B ,-neduumntHoi
anemuu. Bo 2-10 rpynmy Bouwio 16 yenoek 6es anemnu (remo-
rI06HH B cpeHem o rpynne — 127,7 r/a, MCV — 103,9 ¢).
Pesysbrathl s1aGopaTtopHoro o6c/enoBanust GOJMbHBIX 00eUX
TPy MpejcTaB/eHbl B Tab1. D.

Ta6nuua 5. MNokasaTeniv KPoBM 60JIbHLIX C AEPULMTOM
BuTaMuHa B, meHee 90 nr/mn

Mpynna B,  Petukyno- JKeneso, Bunupy6buH, [antorno- JIAL,
GONbHbIX NF/MA UWTbl, % MKMOSIb/N  MKMOJbL/N 6WH, r/n EO/n
1-9 48,6 3,78 26,5 29,9 0,39 2216
2-5 59,6 0,9 19,9 13,7 0,95 337,6

npOBeﬂeHHb]ﬁ CTATHCTHYECKUH aHaJIn3 HE BbISIBUJT

CyIIEeCTBEHHBIX Pa3JMuMil MokasaTeseil B o6enx rpymmax, 3a
uckiovenrem JIII ¥V 6osbHbIX ¢ aHemuer aktuHocth JIII0
6bia1a goctoBepHo Bbille (p < 0,05). Ipyrue napamerpbl — r1o-
Kazaresiu 6UIMpyOHHa, 2KeJle3a, UUC/I0 PETUKYJIOLUTOB — HMe-
JIM TEHJEHLIMIO K MOBBILLIEHHIO, a YPOBEHb ranTorobuHa — K
CHIKEHHIO Y GOJIbHBIX 1 -if TPYTIITBI [0 CPaBHEHHMIO CO 2-H.

Jlepunut putamuna B ,, BbIbIBAlOWIMH HapylleHHe Co-
3peBaHUs MPE/LIECTBEHHHKOB 9PUTPOIN033a B KOCTHOM MO3re H
pasBUTHE KPOBETBOPEHHS 110 He3(PHEKTHBHOMY THITY, SIBJSETCS
NPUUUHON aHeMHH. MOKHO NPEATIOJI0KHUTD, UTO HE TOJIBLKO CaM 110
cebe JehHIUT BUTaMUHA B, HO H NpHCOeIMHUBILHUICS FeMOJTH3
OTpeIeNIOT BO3HUKHOBEHHE aHEMHUH U CKOPOCTb €€ HapacTaHusl.
Benb nednuut sutamuna B, He siBasieTcst ocTpoil cutyauued, a
pa3BUBAETCS TIOCTEMEHHO, B TeYeHHe MHOTHX JeT. BepositHo, ¢
KaKOr0-TO KPUTHUECKOTO YPOBHSI CHHXKEHHS COZleprKaHHsl BUTa-
MHHA B KPOBH ( Cy/Isl 110 HALLIMM JIAHHBIM, 3TOT [IOPOrOBbIi yPOBEHb
Hike 130— 140 nr/man, BEPOSITHO, OTHOCUTENILHO MHIMBH]IyaJ1eH
JUISl KaKJI0r0) MOXKET MPHCOEIMHUTBLCS TeMOJMTHYECKUI KOM-
TMOHEHT, CHavasa J1abopaTopHO HeOoNpeJeIsieMblil (JaTeHTHbII ).
JIMTesIbHOCTD 3TOrO NMepHoja JaTeHTHOTO FeMOoJIM3a Y OOJbHBIX
MOXKET 3HAUMTEJIbHO —pa3iuyaThCsl. YPOBEHb TIeMOrJao0MHa
MOZKET JIOITO OCTaBaThCsl B Mpejieaax HOPMbl, HECMOTPS Ha yCy-
ryOJsIoMHCS 1e(UIUT BHTAMUHA W HAPACTAIOIIMA MaKpOILIUTO3
spurpouutoB. Keraty, u B Hauefl rpynme 60/bHBIX 6€3 aHeMHUH
OTMEYaeTCsi BbIpAyKEHHbIN MaKpoLUTo3 3putpoutos (103,9 dur).
Mer npeanosaraem, 4To CrpoBOLUPOBATh WM YCHIUTD ME/JIEH-
HbIF TEMI FeMOJIM3a, BEPOSITHO, MOXKET J1I000€ MHTEPKYPPEHTHOE
3aboJ/ieBaHKe, ornepalus, TpaBMa, Ja U MOCTeleHHO HapacTalo-
11MH 1eHIUT BATAMHHA — <TIepPeXOjl KOJIMYECTBA B KaueCcTBO».
[To HalIMM JaHHBIM, aHeMHsl OTMeyaJlach y BceX OOJIbHBIX MPH
ypoBHe BiTamMuHa B, B kpoBu MeHee 24,9 nr/mi, HO 5TOT nopo-
roBbIfl ypoBeHb KpaliHe uHauBuUayaseH. Hepeako 60JbHbIE caMu
OTMEUAIoT, 4TO MJI0X0 cebsi 4yBCTBYIOT nocsennne |—2 mec.,
3 roja mocsie TOro, Kak repeHecsn MpocTyaHoe 3aboJieBaniue,
oGocTpenne GPOHXHTA, OMepalHio W Ip. A ¢ yCKopeHHeM TemIia
reMoJiu3a pa3BUBAETCs KlaccHueckas Kaptuna B ,-nedunmrhoi
anemun. KMspecthbl ciyuan pemucenn B, nebunuthoil anemun
Ha (hoHe Tepanuu KOPTHKOCTEepoUAaMH. B MopoOHbIX cydasix He
Kynupyetcst Ae(ULUT BUTAMHHA, HO YAAISeTCs] reMOJIUTHUECKas!
COCTABJIAIOLLAS AHEMHH.

O06beM 3pUTPOLUTOB B ONpe/ieJIeHHOH CTeNeHU KOppeJnpy-
et ¢ ypoHeM Butamuna B ,. Ha puc. 1 otpaxena saBucumoctnb
MCV u nokasatesieii Butamuna B ,.

Ha npeacraBjieHHOM pHCYHKE BUHO, UTO, HECMOTPS Ha LIH-
POKYIO MOJIOCY pacrpejiesieHnst rpauuecKiX TouekK, OTUETIHBO
npocJieKuBaeTcst 0O6paTHO MPONOPLUHOHANbHAS 3aBHCHMOCTD
MexKJly MoKasaTeisIMH BUTaMuHa B, 1 pasMepamMu 3pHTPOLUMTOB!
YyeM HIKe COoJeprKaHHe ypoBHS BUTaMHuHa B, Tem Gosee BbI-
pakKeH MaKpOILMTO3 SPUTPOIUTOB.
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Aecnuut Butamuna B,
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Puc. 1. Pacnpegenervie 6051bHbIX C PasiMiHbIM 06bEMOM 9PUTPOLIMTOB B 3aB1CUMOCTU OT YPOBHS feduunta ButamuHa B,,

CBsA3b MeKJly MOKasaTeJqsiMH YPOBHS JIepUIUTA BUTAMHHA
B, 1 BeImuuHOi 3pUTPOLIMTOB Npe/cTaBaeHa B Ta6J. 6.

Ta6nuua 6. MNMokasaTtenu o6bema apuTpountoB (MCV) npu pasnnyHbIx
YPOBHAX fecuumta ButammHa B,,

YposeHb BTamnHa B, nr/mn MCV, con
<50 1121476
51-100 108,1+8,7
101-150 9361938
151-190 79,8 + 8,1

Kak BHIHO U3 MpejicTaB/IEHHBIX JaHHBIX, 110 MEPE CHIKEHHSI
colieprkanus BUTaMuHa B, napactaeT MakpouuTO3 3pHTPOLIMTOB.

B ocHOBHOM MakKpoLMTO3 3PUTPOLUTOB OTMEYascs TMpH
ypoBHe BuTamuna B, B kposn menee 100 nr/MiJ1, B OCTa/bHBIX
C/Iydastx MOT OTMpeeqsiThbCsl HOPMOLMTO3 WIH MHKPOLUTO3. B
CpeHeM T0 TPyIne MaKpOLHUTO3 3PUTPOLMTOB HaGMIOAANCS Y
41,8 % (69), Hopmountos y 39,2 % (65) u mukpouutos y 19 %
(31) 60/BHBIX.

Ha 06beM 9puTPOLMTOB KPOME YPOBHS BUTaMHHa B, Bins-
eT TaKXKe M CojleprKaHue Kese3a B KaeTkax. [1pu HopmasibHOM
YPOBHE CBHIBOPOTOYHOIO »Kejie3a BbIparKeHHbIH MaKpOLMTO3
sputpounToB (6osee 110 1) oT™Meuasics yxke MpH ypoBHE BHU-
Tamuna B, B kpoeu 130 nr/MJ, B TO BpeMst KaK MpH CHHKeHHH
noKasaresisi »Keje3a MHKPOLHMTO3 3PUTPOLMTOB  BbISIBJISIICS
Jlayke TIPU BbIpaykKeHHOM jlepuiTe BUTaMuHa — 73 1ir/mi. dh
JIaHHBIE TTIOUEPKUBAIOT Ba’KHOCTH TPUMEHEHNS aBTOMATHYECKUX
reMaToJIOrHUeCKHUX aHaJIM3aTOPOB B MpaKTHUYecKol paboTe, HJ1a-
rojapst KOTOpbIM orpejiefisieTcst 00beM PUTPOLIUTOB H pa3zdpoc
k1eToK 1o BejuuuHe (RDW). ¥Yeennuenne RDW cBuneresn-
CTBYET O Ha/IMUMK (PPAKIHH HOPMO- H/HJIH MHUKPOLIHTOB.

Takum 06pa3oM, MOXKHO 3aK/IOYUTb, YTO MaKpPOLMTO3
IPUTPOLIUTOB sIBJsieTCSl Gosiee YETKUM KPUTEPHEM Haludus
Aeduuuta B ,, yem yposenb remorso6una. Hopmouutos u
MHUKPOLIMTO3 3PUTPOLIMTOB He UCKJIIOUAIOT HAIMUMs AeduuuTa
BuTamMuHa B ,, ecin y 60/1bHOTO MMeeTcsl BbIpaXKkeHHbli aedu-
LIMT 2KeJe3a.

[TokasaTesb unc/a JIeHKOLMTOB B CPeIHEM MO TPyIre Obl1 B
npejiesax HopMbl M cocTaBma 4,9 x 10°/a. OfHako HelTporeHus
Obly1a BbIsIBJIEHA Y 1/3 (48) nanwenTos, n3 nux HuKe 3x 10%/n1 —
y 16, nimke 2,5 x 10%/n1 — y 4.
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[1pn aHa/M3e 3aBUCHMOCTH HEHTPOTIEHHH OT YPOBHS BHUTA-
MiHa B, B KDOBH OTMEUEHO, 4TO OTHOCHTEIbHO Hatlie (57 % cty-
yaeB) OHA BCTpeyasiach B rpyrrne GoJbHbIX ¢ YPOBHEM BUTaAMHHA
B,, B kposu menee 100 nr/MJ1, N0 CpaBHeHHIO ¢ OCTANbHBIMH
GonbhbIME (18 %). CaieyeT 3aMeTHTL, UTO y 6 MALMEHTOB T1pH
HOPMaJIbHbIX TT0Ka3aTe/sIX KPaCHOH KPOBH HENTPOTIEHHsT OTMe-
yasiach Ha MPOTSPKEHUH MHOTHX JIET U [TOC/TY2KUJ1a OCHOBHBIM I10-
BOJIOM JI/Is1 HATIPaBJIEHHs] HA KOHCYJIBTaL|Io K remartoJiory. [Tocse
MPOBEJIEHHON Tepariu YUCJI0 JIEHKOLUTOB HOPMaJIU30BaIOCh.

CpeziHee YHCJIO TPOMOOUMTOB Y GOJIBHBIX JAHHON TPYTIITBI
6bi10 B npeenax HopMbl — 238 x 10°/1. TpomGouuToneHus
oTMeuasach y 1/4 (26,5 %) naupentos. OTHOCHTENILHO uallle
TPOMGOLMTONEHHs BCTpeyaach 1pM ypoBHe BHTamuHa B, B
kpoen Menee 100 nr/ma (37,9 %), ueM npH GoJee BEICOKHX
nokasatensx (22 %) (taba. 7).

Ta6nuua 7. YacToTa crny4aes LMTONEHUN Y 60MbHBIX C Pa3HbIM YPOBHEM
BUTammHa B,,

MNokasatesnb Butamu B, < 100 nr/mn Burtamux B,,> 100 nr/mn
Helitponexuns 57 % 19 %
TpombouuToneHns 37,9 % 22 %

Buipaxennas tpomGouutonenns Menee (100 x 109/m)
onpejesisiach TobKo B 12 (7,4 %) caydasx. ¥ 9 naupenton
nocJie JieueHHsl BOCCTAaHOBHJIOCh HOPMaJIbHOE YMCJI0 TPOMOOLIH -
TOB, y 3 — TPOMOOLUTOIMEHHS 0CTaBa ach MocJje MPOBEAEHHOH
Tepanuu. BeposTHO, reHe3 CHIKEHHS Yucaa TPOMOOIUTOB 3a-
BHCEJI He TOJILKO OT fiehuLMTa BuTaMuHa B ,.

B nocsienytomiem 66l MPOBEACH aHAMN3 KIMHHYECKOH Kap-
THHBI y 00C/IeIoBaHHbIX G0JbHBIX. [1pH 3TOM obpatianu BHUMA-
HUE Ha XapaKTep COIYTCTBYIOLLEH U [lepeHeCeHHON MaTOJIOTHU.
MBbl norbITaIuCh CUCTEMAaTH3UPOBATh HO30JI0THUECKHE POPMBbI,
YCJIOBHO BbleanB Tpu rpynnbl: narosorus JKKT, nmmyHHnas
NaToJIoTHs! U rpyrnna rnpounx 6osesnei (tadir. 8).

MO2KHO OTMETHTB, UTO HauboJee YacTbiM ObLIO coyeTaHue
necduuura BuTamMuna B , ¢ saGosieBanneM LMTOBHAHON XKeJle3bl,
»KeJIMHOKaMeHHOH 60J1e3HbIO C TPOU3BEIEHHON XOJIELHCTIKTO-
MHEH, CKJIOHHOCTBIO K a/lIePrHIeCKUM PeakIysiM, ¢ GpoHXHaJb-
HOU acTMOH U (PUOPOMHOMOTI.

M3 nannbix B Ta6a1. 8 BuaHo, uto nopaxenue YKKT n ummyn-
Hasi IaTOJIOrUsl IPEJICTaB/IEHbl Y HALKUX GOJIbHBIX TOUYTH TTOPOBHY,
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Ta6bnuua 8. AHaMHeCTYecKMe 1 CONyTCTBYOLME 3a60/1eBaHUs, BbisiBIIEHHbIE Y 60bHbIX C AednumTom B,,

XapakTep natonorumu Yucno cnyyaes

Yuncno 60nbHbIX, Y% Mpumevanne

MaTtonorus Xenypo4HO-KULIEYHOrO TPAKTa
ATpocuyeckuii ractput 4

13BeHHas 60Me3Hb ABEHAALATUNEPCTHON KULLKIA, 22 BCEro, pe3ekuns xenyaka y

XKenyaka, AyoaeHuT 15 60MbHbIX
JKenyHokameHHas 6011e3Hb 33
XoneumncTakTomus 26
XpOHWYECKMIA XoneuncTuT 22
XPOHUYECKNI NaHKpeaTuT 12
OcTpbIi renatut A 12
Manspus 11
Pak xenyaka 8
3noynoTpe6nexue ankoronem 5
[nBepTUKYNes K1LWeYHnKa 4
Pak npsimMoit KuLku 1
KapumHoua K1Lwkm 1
WmmyHnas natonorus

[laTonorus LWMTOBMAHOI Xenesbl 81
300 (y3noBoi, Anchdy3HbIi, Andcy3HO-y3n0BOiA) 55
AyTONMMYHHbIV TUPEOUANT 26
Anneprus, 4acTo NonuBaneHTHas 38
BpoHxuansHas actma 17
Monunaptputbl 12
Butunuro 5
CaxapHblit gua6et Tuna 1 3
Heipopepmut 2
Mpoyas natonorus

Dubpomroma matkn 26
MoyekamenHast 60/1€3Hb 1 N1eNoHedpuT 13
NHeynbT 6
BeretapnaHcteo 3
CaxapHblil guabeT Tuna 2 4
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133 Pe3ekuus BbINONHANACh N0 NOBOAY NEHETPaLNK A3Bbl, nepdopa-

LK, KpOBOTEYeHMS
20,0
157
133
72
72
6,6 Penkas anq Hawero pernoxa naronorus!
48
3,0
2,4
0,6
0,6

X0neuucTaKToMus BbINONHEHA Y 78 % 60NbHBIX C CONYTCTBYHO-
1L/ MEeNYHOKAMEHHOI 60Ne3HbH

49,0 C HapyLueHneM (yHKLNM XKenesbl y KXA0ro TPeTbero 6051bHOr0

(32,3 %)
33,8 Tmnotupeos y 25,5 %
15,7
255
11,7
78
34
2,0
13

Tuneptupeos y 6,8 %

21,0
89
38
2,0
2,5

HO, O€3YCJIOBHO, «JIMIEPOM> sIBJIsieTCsl 3a00JieBaHHe LIMTOBU/L-
HoO#l keJsie3bl. O coueTaHWH HapylIeHUs! QYHKIHH UTOBUIHON
Kesiesbl M B ,-euuuTHOl aneMuH ObLIO M3BECTHO JaBHO, HO
CTOJIb BbICOKAs 4ACTOTA, BbISIBJICHHAs! B HALIEM HCCJIEIOBAHUH,
Obla1a HeOXKUAAHHOH. BodaMoxKHO, MoJiydeHHble JaHHbIe 00YCJ/10B-
JIeHbl COBPEMEHHOH YeTKON IMAarHOCTUKON 3THX 3a6osieBaHui. B
HalleM AHarHOCTUYE€CKOM LieHTpe paboTaloT MOLLIHOE SHIO0KPHU-
HOJIOTHYECKOe OTjle/ieHre U JabopaTtopHasi 6asa, Mo3BoJisitolye
MOJIHOLEHHO 00C/IeN0BaTh OOJIbHBIX C MTOJI03PEHUEM HA HAJHUMe
SHJOKPUHHOH natosiorud. Haum HabuioneHusi nopuepkuBaioT
HeOOXOIMMOCTb TLIATEIbHOTO SHIAOKPHHOJIOMHUECKOTro 00c1e/10-
BaHKsl GOJIbHBIX C BbIIBJCHHBIM Ae(pHLUTOM BUTaMuHa B ,.

M3 rtaba. 8 BUAHO, 4TO YacToTa M JPYrodl MMMYyHHOI
NaToJIOTHHU JIOCTATOUHO BBICOKA: aJllepruyeckue MposiBIEHHUS
oTMeuasuch y 25,5 % GosbHbIX, GpoHXMAbHAs acTMa — Y
11,7 %, nomwaptputel — y 7,8 %, Buthauro — y 3,4 %
(mpuuem HepenKo ¢ GOJBIION MJIOLIAABI0 KOKHBIX MOpaXKeHH il ),
caxapHblit aadet tuna 1 — y 2 % nauuentos. BosmoxkHo, y
9TUX GOJIbHBIX HMEET MECTO KaKOH-TO 0OLIMI Ae(DEeKT CHCTEMBbI
UMMYHUTETA, TPOSIBJSIOUIMICS B HAPYLIEHUH TOJEPAHTHOCTH K
rpyrne aHTUreHOB, OOHAPYKEHHbBIX B JKEJyJIKe, TKAHSAX LIUTO-
BUJIHOM 2KeJ1e3bl, MOJLKEJYI0YHON 2KeJie3bl U KOXKe.

Uro kacaetcst 3ab6ogeBanuii JKKT, To noareepansiucs xopo-
IO M3BeCTHbIE JaHHble O coueTaHuu B, -nedunutHoll aHemuu
C HaJIMuMeM aTpo(pHUecKOro racTpura, KOTOPbIH OTMEueH, 110
JIAHHBIM racTpockonuy, y 24,8 % GOJIbHDIX. [TpoueHT 60/bHbIX
OKasaJjicsl MeHblle, YeM 3TO MpeAnoJarajocb TEOPETHUECKH.
B03M0KHO, 3TO CBSI3aHO C Te€M, YTO He KaxKIbli OOJIbHOH CO-
raamianacs Ha TpoBefeHHe (GpuOPOracTpoCKOMUH, KpoMe TOro,
UCCJ/1e10BaHUs TPOBOAMJIMCH B PA3JIMUHBIX YUPErKIEHUSIX rOpoaa
U B HAlLIeM PacClopszKeHUHU ObIM TOJIbKO 3aKJ/IOUEHHUS, a He [1POo-
TOKOJIbI FACTPOCKOTHH.
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O6patiaet Ha ceOst BHUMaHUE BBICOKAs YaCTOTA MaTOJNOTHHI
nedeny U xKeauHbIX myteil. ¥ 13,3 % GoJbHbIX IMarHoCTHPOBaH
xponundeckuii xonmemuctut 1y 20 % — KequHOKaMeHHast
60s1e3Hb, TIpUYeM y OGOJBUIMHCTBA MALMEHTOB C KeJMYHOKA-
MEeHHOH GoJ1e3Hbl0 6bla MpoBeieHa XoaenrcTaKToMus. CTogb
BBICOKAst B3aUMOCBA3b jeduuuta BUTaMuHa B, M HacToThl
XOJICLUCTIKTOMUU BTOJHE OOBsiICHUMA. [laTo/MOTHS KeJuHBIX
MyTell HapyllaeT, a XOJELHCTIKTOMHUS, BEpPOSITHO, TpepbiBaeT
KHLIEYHO-TI€YEHOYHbIH KpPyrooGopoT BuTaMuHa B ,. Ymenbiua-
eTcsl WK peKpatiaercst peabcopOLys BUTAMHHA B KULIEUHUKE,
60’JIbllIast YacThb BUTAMHHA GE3BO3BPATHO TEPSIETCS C KaJIOM.
YBeJiHueHHe TPaThl BATAMMHA NPUBOIUT K YOLICTPEHHUIO pacxoa
3arnaca BUTaMHHA B OpraHuMaMe M, TeM CaMbIM, MPOBOLUPYET
pa3BuTHE ero aeHIHTa.

MoXHO cuMTaTb, YTO XOJMELMUCTIKTOMHUS siBAsieTcs ak-
TOPOM pHCKa pasBuTUs neduuuta BMTamuHa B ,, npuuem
NpakTHYeCKW He MeHee 3HAYMMbIM, YeM pe3eLUpOBaHHbIN
KeJYIOK. YialeHHe KeJUHOTO My3bIpsl T0/KHO OBITH CTPOTO
apryMeHTHPOBAHO.

CielyeT OTMETHTb TaKKe JOCTATOUHO BBICOKHH MPOLEHT
B aHaMHe3e y HalMX G0JbHLIX ocTporo renartuta (7,2 %) u
Manspun (6,6 %), NpUTOM, uTO MasApUst 3TO peaKas 1is
HalMX WHPOT naroJorus. Kak npabuso, nauueHTbl GoJsesiu
MaJisipuell B CBOU JIETCKHE U IOHOLIEeCKHe rojibl, B rojpl OTeue-
CTBEHHOW BOMHHbI, B MepBble NocJeBOeHHble rojibl. BeposiTHo,
nepeHeceHHble MH(EKIMOHHbIe 3a60JeBaHNs C MOpayKeHUEM
reueHu TPUBOIAT K HApyLIeHHIO 0OMeHa H/H/H IeMoHHpoBa-
HUsl BATaMUHa B .

$I3BenHasi 6osie3nb oTMeueHa y 22 60JIbLHBIX, TPUUeM Y 60J1b-
muHCeTBa (15) M3 HUX Obla MPOBe/ieHa Pe3eKIHs JKeJyaKa Mo
MOBOJTY Pa3NMHUHBIX MPUUKH: TPoOOIHAS 53Ba, TEHETPALUS 3BbI,
si3BeHHOe KpoBoTeueHHe. CPOK JABHOCTH PE3EKIMH JKeJyaKa

KIMHUYECKAA OHKOTEMATOJIOTHS



Aecnuut Butamuna B,

KoJsie6ascst o 1 10 46 siet, B cpe/iHeM pe3eKiiys BbIToJHEHa 3a
18 Jiet 10 o6Hapyxenus aeduuuTa ButamMuna B .

OnyxoJ >KeJyaKa B aHaMHe3e ObL1n y 4,8 % GOoMbHBIX, M0
MOBO/TY KOTOPBIX MPOBE/ICHA SKCTHPTIAINS JKeTy/IKa B CPOK OT 2
1o 6 Jiet, B cpeaneM 3a 4 roja 10 yCTaHOBJIEHHA aMarHosa B -
NeUIUTHON aHEMUH.

Pasnuua B cpokax pasBUTHSI aHEMHM MOCJE ONEPaTHBHbIX
BMELIATENLCTB MO MOBO/Y 3Bbl U OMYyXOJM KPOETCsl B TOM, YTO
nocJie OnepaTHBHOrO JieYeHHsl sI3Bbl YaCTb JKeJy/Ka 0CTaeTcs
¥ OH BBITIOJIHSIET YACTHYHO CBOM CeKpeTopHble (DYHKIIMH, a M0-
cJle IKCTHPIALMK KeJyJKa 3TOro He MpOMUCXOAUT. BoamoxkHo,
M3Ha4Ya bHO y OGOJIBHBIX C OMYXOJSIMM HMEJ MeCTO JeUIHT
BUTaMHHa B ,. ¥V IBYX HAlLMX NaUHEHTOB C ONYXOJISAMH KeJly/Ka
B,,-neduumrnas anemusi Boisiejenayepes 1 — 1,5 ronanocie yna-
Jienust JKeayaka. Ecaim Obl Hexoano ypoBeHb BuTaMuHa B, y 9Tux
60/IbHBIX ObIT HOPMAJbHBIM, TO Teopetnuecku 1—1,5 roma —
HeI0CTATOYHBIH CPOK JUIsl Pa3BUTHS JaHHOH aHEMHUH.

Xpouuueckuil nankpeaTuT otMeuascs y 7,2 % GOJNLHDIX,
4TO TaKXKe He BbI3bIBAET YAMBJICHHUSI — HapylleHHe BbIPAOOTKH
NaHKpeaTHYeCKUX (PEPMEHTOB BJIMSIET HAa pacllereHue TpaHe-
KoOa/JaMHHOB M HapyllaeT BcachblBaHWe BUTaMuHa B, B kuwey-
HHUKE, YTO CIOCOOCTBYET PA3BUTHIO AHEMHH.

M3 npounx 3a6oJieBaHuil, COMyTCTBYIOUINX A€(UINTY BUTA-
MuHa B ,, o6pamaeT na ce6s1 BuMManue Hajuuue puOpPOMHOMEL
MaTku y 21 % »KeHtuyH. Buaumoii npuduHHOI CBSA3H MEXTy JIBY -
Msl STHMH MaToJIOTHIMU Kak 6yaro HeT. OJIHaKo B Jilo6OM ciyyae
9TO BaXKHbIH DaKT. AHEMHUST y KEHILMHbBI ¢ PUOPOMHOMOI MATKH
¥ THTIepMeHOopeeil MpaKTHIECKH BCer/ia CUUTaeTCs xKee3o1edu-
LUTHOH, HO /715l YacTH OOJIbHBIX, KAK OKa3bIBACTCS, STOT AMArHO3
He ABJSETCS TOYHBIM, a MMeIoLMAcs aeduUMT BUTamuHa B,
ocraercs HepacnosHanHbiM. I1pabaa, neduuut BuTamuna B, B
9TOM rpynie 60JbHbIX, KaK [1PaBUJI0, Obl]1 HEIJIyOOKHM.

CJiellyeT cKasaTb HECKOJIbKO CJIOB O JH(HIIOO0TPHO3E H
JecduuuTe BUTaMUHA B ,.

ITo coderaHue, KIACCHUECKOE 110 OMUCAHHIO, OUeHb PEIKO
BCTpeYaeTcsl Ha NpakThke. B o6esieoBaHHON HaMK rpyre Ta-
K1X 60JIbHBIX He Obl10, HO BHE IPYMITbl GbII0 3 MAlMeHTa C YeTKO
YCTAHOBJICHHBIMH JIMATHO3aMU aHEMMH U FeJIbMUHTO3a, NPHYEM
nBoe HabJoganuch B nocseande 1,5 romga. OaMH W3 HUX —
JoOUTe/Ib CbIPOH PBLIOHOH CTPOraHuHbl W PbIObl JOMalLHEN
3aCOJIKH. DTOT MPUMEP MOKA3bIBAET, UTO U O TAKOH BO3MOXKHOH
npuuKHe JeuuuTa BuTamMuHa B, naxke B HacTosillee BpeMs 3a-
6bIBaTh He CTOUT. B To ke Bpemst y 0iHOIT 06CeI0BAHHOI HAMH
MaLUEHTKH C YCTAHOBJIEHHBIM AMarHO30M AU(UII000TPHO3A He
ObL10 HY aHeMHM, HU JeduuuTa ButamMuna B . H. A. Anexcees.*
B CBO€I KHUT'e MPUBOJUT aHHble 1. Palva o Tom, uto ripu nuBasuu
LIMPOKUM JIEHTELIOM TOJLKO y 2 % MOpaXKeHHbIX OTMeyaach
pa3BepHyTasi KapTuHa Merajo6/acTHoOl aHemuH. HekoTopble
NpU3HAKK aneMuu oTMedasuch y 9 % 3apaxkeHHbIX LMPOKHM
sentelom, a y 38 % — TobKo cyGHOpPMAJILHOE CONepIKaHHe
BUTaMHHa B, B CEIBOPOTKE KPOBH. ¥ OCTaNIbHBIX MOPa’KeHHBIX
HI aHEeMUH, HH Ae(DUIIUTA BUTAMHHA He ObLIO.

Kax wusBecTHO, K/accHUecKHMH TIpU3HaKaMH JaeHIHTa
BUTaMHHa B, ABisi0TCS nosmHefiponaTuk W (DyHUKYJIsIPHDIH
Mues03. B Toli un MHO cTeneHH pas/inyHble HEBPOJOrHYeCKHe
HapylleHus: (rojoBHasi 60Jib, OHeMeHHe, MapecTe3n) MOXKHO
BbISIBUTb OYTH y BCeX OOJIbHLIX C JeUMUMTOM BHTaMuHa B,
y2Ke MOTOMY, YTO 3TO, KaK MPaBUJIO, JIIOAH MOXKUJIOr0 Bo3pacTta
C COYETAHHON COMATHYECKO! NaToJIoruell, Ho BbICTyNalollle Ha
MepBbIi TJIaH HEBPOJIOTMYECKHE HApPYLICHHs] BCTpeyaloTesl He
Tak yacto. B nauiefi rpynne G0JIbHBIX KaPTHHA BbIPAXKEHHOTO
noJiMHeBpUTa HabJII0a1ach Beero y 6 60JbHbIX. B TO XKe Bpemst
CPABHUTEJILHO YACTO OTMeuajHCch siBienus rioccuta (17 %).
[Ipn 3TOM y HeCKOJBKHX OOJBHBIX My4HTEJBHBIH TJIOCCHT Ha
MPOTSKEHUH MeCsILEB U lazke JIeT Obl/ ¢IMHCTBEHHBIM MOBOJIOM
JUIst o6pallleHHs K BpauaM CaMbIX Pa3HbIX CHeLHalbHOCTEH.
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OTHM MalueHTaM BBICTaBJSIMCL pa3HO0Opa3Hble AMArHO3bl —
OT aJIepruu Ha 3yOHble TPOTE3bl, aMJEPrUd HA XUMHYECKHE
peakTHBBI (60JbHBIE MEHSIJIH MPOTE3bl, MEHSITH MeCTO paboThl)
JI0 HapyLIeHust PYHKLMH cuxuku. Kak npaBuo, y 3THx 60JbHBIX
aHeMuu JIHOO He Obl1o, MO0 OHA Oblia JIErKoH, yallle aHeMHst
Obl1a HOPMOLIUTAPHON M COUETAHHOU 110 IPOUCXOKICHHUIO: JIeT-
KMHA Win cpenuuii neduunt Butamuna B, codetancs ¢ pasHoit
cTerneHblo feduluTa xKesesa. B 11esom ckiaapiBaercs Brevar-
JIeHWe, YTO BbIpa’KeHHbIe HEBPOJIOrHUeCKHe HapylleHHs yallle
OTMeYaloTCsl MpH COXpPAaHHOM YpPOBHE reMorjoGHHa, W TakHe
60oJIbHbIE MTPAKTHUECKH He MOMNaaaloT K rematosioram. Tak, y 4 u3
6 HatNX 6OJILHBIX C SIPKUMH TTOJHHEBPUTHIECKMMH HapyLIEHHSI -
MH, PacClieHEHHbIMH KaK MoJIMHEeHponaths (Mo cyTH, 310 Oblia
KapTHHa (DyHUKYJISPHOTO MHEN03a), yPOBEHb TeMOrJIo6HHA GBI
nopmanbhbiv (129—149 r/n1). Yposenb BHTamMuna B, y Hux
GbL HU3KUM H cOCTaBJA B cpeanem 65 nr/ma. [Tocsie Tepanuu
BUTAMHHOM B, riioccut npouest y Beex 60JIbHbIX, a IPOsBJICHHS
MOJIMHEHPONATHH Y OfHOM U3 OOJIbHBIX ITOJIHOCTBIO KYIIHPOBATh
He ylasoch. Brionne BepoaTtHo, uTo AedMUMT BUTamMuHa B, ¢
KapTHHOH (PYHHUKYJISIPHOTO MHeJi03a — He Takasl pejkasi na-
TOJIOTHSI, HO OTCYTCTBHE XapaKTePHbIX H3MEHEHHI CO CTOPOHbI
KPOBH, OTCYTCTBHE HACTOPOKEHHOCTH Bpayeil B 3TOM BOIpoce
KpariHe yCI0KHSIOT MTPaBHJIbHYIO MOCTAHOBKY JIMArH03a.

BaxxHo mnomMHUTb, 4TO pa3HOOOpa3Hble HeWponaTHi,
HajMuMe TrJI0CCHTa MOryT ObITb MposiBIeHUsIMU AeduunTa
BuTamuHa B, u npu HopmasibHOM ypoBHE remoryioouHa.

Tepanus B ,-nedpuuutHol aneMin U3BeCTHA yIKe HECKOJIBKO
JIECITKOB JIET, OHA MOJHOCTBIO I0Ka3aaa cBOIO 3(h(heKTHBHOCTD
U MOXHO OOCYKIaThb TOJNBKO KOJHMYECTBEHHbIE TMapaMeTphl
MepBUYHOrO W TnoiepxuBaioliero Jjedenus. G. Richard Lee.?
YKAa3bIBAET CJIEAYIOLIMI PeXKUM JIeUeHUsT: eXKeJIHEBHOe BHYTpPH-
MblllleuHoe BBegeHne 100 MKr mpaHokoOa/laMHHA B TeuyeHHe
6—7 nHell 10 MOSIBJICHHSI PETHKYJOLMTApPHOIO KpH3a, Mocje
peTHKyJIoLMTapHOro Kpusa eute 7—38 paefenui B, no 100 mxr,
HO y2Ke uepes JieHb, 3ateM 1o 100 Mkr | pa3 B 3—4 nHs B Teue-
Hue 3 Heat. Takum o6pas3om, cymmapHast J103a liHaHoKo6aiaMiHa
JI0JKHA COCTaBJIATL 1,8—2 Mr, BBeJeHHbIE B TeyeHue H—6 Hejl.
Pekomenayemasi UM mnojiepxkuBaiollasi J0sa BuTamuna B,
coctaBiisier 100 MKT exKeMecsyHO B TeueHHe Beel KU3HU. AHa-
JIOTHYHBIE PEKOMEHIALMH JaHbl B KJACCHUECKOM PYKOBOJCTBE
no remarosiornu V1. A. Kaccupckoro u I A. AnekceeBa «Ku-
Hudeckasi remarosiorusi» (1970).'2 Ognako B nocsieiHee BpeMmsi
reMaTOoJIOTH TIPUBBLIK/IN K HA3HAUEHHIO GOJBIINX 103 BUTAMUHA,
1 B MeTouuecknx pekomernaiusix 2003 r.'? « MerasiobsiacTHble
aHeMHUH» exKeJIHeBHAsi peKOMeH/lyeMast 103 BBOJAUMOTO 1IHaHO-
koGasamnHa coctapJisieT 10 600 MKT pH CpeiHel JUTHTEbHOCTH
ero BeeleHnst 4—6 Hel. BoaHukaer Bonpoc: ecyin y GOJIbLIMH-
cTBa 0OJIbHBIX HOPMAJIM3ALMIO YPOBHSI BUTaMHHa B, B KPoBH
MOXKHO TIOJUIEPXKHUBATh MEHbLIUMH JI03aMH, TO 3aUeM Has3HayaThb
60JiblIIME J103bI? DTOT BOMPOC, HECMOTPSI HA €ro KaKyliylocs
He3HAUMTEJbHOCTb, HYXKIAeTCs B MCCJAEIO0BAHWH, TOCKOJbKY
KacaeTcst OueHb 6OJIBIIOr0 KOJINYeCTBa GOMBHBIX.

Bosbune noser Butamuna B, (1000 mkr exxennesHo)
ompaBJaHbl TPH HAJHUYMH  BBIPA’KEHHBIX HEBPOJOTHUECKUX
HapylleHni, KapTHHe (yHUKyJasipHOro Muesosa. [lomnepku-
Balollasi Tepanusi BUTAMMHOM B, NpOBOAMTCS MNOXKM3HEHHO
exkeMecsiuHbIM BBesleHHeM ripenaparta 200—500 MKr B Haiueft
crpane u 100 mxr B CIIA u crpanax EBpornbl. Ml Habuonamu
4 GoJbHBIX, Y KOTOPBIX Jaxe cranaaprHast teparust 500 Mmkr
€KeMeCsMHO He M03BOoJIslIa TOJIePXKUBATh YPOBEHb BUTAMHHA
B, B npefienax HopMa/ibHbIX 3HaueHui. OUeBHIHO, HyKHbI Ha-
6J110/IEHAST B TeUEHHE HECKOJIbKHX JIET C €2KETO/IHbIM KOHTPOJIEM
YPOBHsl BUTaMiHa B, B KpoBU y GOJILLIKX IPYIIT G0JbHBIX, 4TOObI
YeTKO OMPEeUTh ero HeoOXOAUMYIO MOJUIE PAKUBAIOLILYIO I03Y.

CylecTByIoT nepopasbHble penapaTbl BuTamMuHa B, (Re-
cord B, Sigma-Tau), kotopble B Halle# CcTpaHe NMPAKTHYECKH
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HE HCIOJIb3YIOTCS, XOTS JIOCTATOYHO LIMPOKO TPUMEHSIIOTCS B
MEJIMLIMHCKON TMpaKTHKe 3a py6eskoM, 0COOEHHO /sl MOIEp-
Kupaioieil Tepanuu. OfHAKO TOSBUJINCH JAAHHBIE O TOM, UTO
Jaxke AanTebHbI (11 Mec. ) mpuem nepopasibHOro KoGaaaMuHa,
TNIPUBOAALLMI K TTOBbILICHHIO yDOBHSI BATAMHHA B, 1 CHIXKEHHIO
YPOBHSI METHIMAJOHOBOH KMCJIOTHI B KPOBH, He 06eCreunBaeT
HOpPMaJIM3aLMI0 YPOBHST TOMOLIMCTEHHA, B TO BPeMsl KaK Ha3Ha-
yeHHe BMTaMuHa B, napenTepanbHO GBLICTPO HOPMAIM30BAJIO
conep:kanne oGoux MetaGosutoB.!* [To Bcell BeposiTHOCTH,
nepopaJibHbIfi pHeM BUTaMHHa B, He MoxeT aGCooTHO 3a-
MEHHUTb €ro NapeHTepaibHOE BBEIEHHE.

B coBpemeHHOH HayuyHOH MeIMUMHCKOH JUTepartype, B
OCHOBHOM, B Te€U€HHE TOCJACAHUX D JieT 0 JedHUIHTe BUTAMHHA
B,, nuuercst nemasio, HO JIMIIb eIMHUYHBIE MYOJIHKALMH Kaca-
I0TCS1 HEMOCPEICTBEHHO B, -necunurnoii anemuy.

OueHb HHTepecHbl paboThl, KacalollMecs pacrnpocTpa-
HEHHOCTH Jeduuura BuTaMuHa B, cpenn nacenenus. Hame
YIAMBJICHHE YaCTOTOH BCTPEYAeMOCTH JeduuuTa BUTaMuHa B,
y HalIUX MAlHEHTOB COBMAJAET C YIUBJICHHEM Bpauel, KOTopble
CTOJIKHYJIUCh ¢ 3TOH TpobJemMol B cBonx crpaHax. Tak, S. Loi-
kas W coaBT."> Mpu U3ydeHHU PACPOCTPAHEHHOCTH jedHUIIUTA
BUTaMHHa B, y Jini crapuie 65 J1eT Ha 1oro-3anane OUHAAHIUN
(6osee 1000 obeenoannbix) o6HapyKuan aeduuut y 12 %
HaceJieHUsl, PEUMYIECTBEHHO Y MykuuH. B 78 % cayuaes
JedbuuuT BUTaMUna B, 10 9TOro mianosoro o6cesieloBanyst Bbl-
sIBJIEH He ObT M KJIMHUUECKH He rojo3peBalcs. Boischsis dax-
TOpPbI PUCKa Pa3BUTHA JeduluTa BUTaMuHa B, y 9Toil rpynmbl
HacesJeHusi, aBTOPbl OTMETHJIM, YTO EAMHCTBEHHBIM CTaTHCTH-
YeCKH JIOCTOBEPHBIM (PAKTOPOM PHCKA ObIT 0TKA3 OT MOJIOUHBIX
MPOJYKTOB: He yNOTPeb/Isionie MOJOUHbIE MPOIYKThl HMEIOT
B 2 pasa 0O0JIbLIMI PHCK Pa3BUTHA AeduuuTa BUTaMuHa B, no
CPaBHEHMIO C OCTAJIbHBIM HACceJIeHHeM TOr0 BO3pacra.

[TpakTHueckn aHaJorHyHble J@aHHble O pPacrpoCTpaHeH-
HOCTH JIepUIIUTA BUTAMHHA B,, coobwaior H. Hin u coaBT.,'®
KOTOpbIe Onpee/isi/i ypoBeHb Butamuna B, y 1000 naunenTos
crapuie 75 JIeT M BbISIBUWIM CHHXKEHHBIH ypOBEHb BHTAMHHA
y 13 % u3 nux. Biuskue pesysnbraThl nosiydeHbl W B paboTe
G. Robertson u coasr.,!” kotopbie o6¢enoBann 421 6osbHOTO ¢
KapJHOBaCKyJIsipHO# naTtosioruei (215 my»uun u 206 KeHIIHH
B Bogpacte oT 30 o 90 set, B cpeanem 66 JeT) n 06HAPYKHIH
Jeduumut ButamMuHa B,y 73 us nux, T e.y 17 % 06c/1e10BaHHbIX
GosibHbIX. Jlepuuut Butamuna B, y 9THX NaUMEHTOB Takxke
KJMHHYECKH He Tpejtoarascs. ABTOPbl CTaThbi OTMETHIIH ellle
OJIMH HHTEPECHbI (haKT: MJIOLa/lb KAPOTHIHbIX aT€POCKIEPOTH-
yeckux OJisilIeK y 3THX O0JIbHBIX HMeJs1a 0OpaTHYI0 3aBUCHMOCTD
OT ypOoBHsl BUTaMHHa B, B KpoBH.

Takum 06pasom, pasHble aBTOPbI KOHCTATHPYIOT HEOXKH/IAH -
HO LIMPOKOe pacnpocTpanenye JeduuuTa ButamMuna B, cpenu
HaceJIeHHs] pasHbIX CTpaH, 0COGEHHO B CTaplleil BO3pacTHON
rpynne. Jeduuur BUTamMuHa B aGCOMOTHOM OOJIbLIMHCTBE
C/lyyaeB He HMeeT YeTKOH KJAWHMYECKOH KapTHHBI H OCTaeTcs
HeqMarHoctTipoBanueiM. Harle mpeamosioxkenue, 4to B Ha-
crosillee BpeMs AeGUUUT BUTaMHHa B, aMarnocTipyeTcs JiMiib
npumepHo y 15—20 % ero Hocutesieli, BIOJIHE MOATBEPK/IACTCS
TUMH TyOaHKaUUsIMU. MOXKHO TIPeAnoNokKUTb, UTO OBICTpoe
yBeJIMUeHHe yacToThl jAeduuuTta BUTaMMHA B, ¢ BospacTom
SIBJISIETCS] PE3YJIbTATOM KaKHX-TO 3aKOHOMEpPHbIX MeXaHM3MOB
CTapeHusi: BO3MOXKHO, C BO3PACTOM CHHXKAETCS CHHTE3 KOGaJs10-
(UJHMHOB CJIOHHBIMH 2KeJie3aMu U canaucToit o6osoukoit JKKT,
CHMKaeTcs cuHTe3 dakropa Kaciia, 1pyrux MyKornpoTenoB, 4To
HapyllaeT BCaChblBaHWe BUTAMHMHA B, M yCKOpsIeT pasBUTHe ero
neduunra. Keratu, MoxkeT ObiTh, 3HaUUTE/IbHAST YAaCTOTA €(hU-
uMTa BUTaMMHa B, pu runotnpeose oGycsoB/IeHa He TOJBKO
OOIIHOCTBIO TATOT€HETHYECKOT0 ayTOMMMYHHOTO MeXaHH3Ma,
HO M MPOCTO TOBBIIIEHHOH CYXOCTbIO CAMU3UCTHIX 060J0UEK MPH
TUMOTHPEO3e, HapylIatollel yCBOeHHe BUTAMUHA.
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OcHoBHasi Macca Hay4HbIX MyOJIMKALMH MOCEIHUX JIET,
CBAI3AHHBIX C BUTAMHHOM B ,, a 3To coTHM paGoT, nocesiiena
Tpom603aM. O6CyKIaeTCs CBsI3b PUCKA BO3HMKHOBEHHST TPOM-
6030B € yPOBHEM COZIEPXKAHKS B KPOBH (o1aToB, BUTaMuHa B ,,
TOMOIMCTEHHA ¥ BOSMOXKHBIMH MyTallMSIMHM TEHOB, KOJIUPYIOLINX
CHHTE3 (PEPMEHTOB, KOTOpPBbIEC YYACTBYIOT B OHOXMMHUECKHX
peaklusx B3auMorpeBpatiieHus 3tux Beitects. B 1994 r. 610
YCTAHOBJIEHO, UYTO TMOBbILLIEHHE YPOBHSI FOMOLUCTEHHA B KPOBH
(rvneproMmolMCTEHHEMHST) SIBJISIETCS HE3ABUCHMbIM (DAKTOPOM
pHucKa TpoM603a. BbiiesisiioT Hac/ieACTBEHHYIO U TTIPHOGPETEHHYIO
runepromolucrenHemuto. Hacnencreennasi popma obyciioBiieHa
JeULUTOM HJIH MyTallMOHHBIMH H3MEHEHHSIMH (hepMEHTOB, yua-
CTBYIOLLMX B MeTaboJ/IM3Me TOMOLMCTENHA, CPEIN KOTOPHIX Kak
CaMylo 4acTylo U KJIHHMYECKH 3HAUUMYIO pacLieHHBAIOT MyTallHI0
C677T B rene mMetunenterparuapodoaatpenykrassl (MTHFR),
Betpeuarolytocst y 5 % Hacesienust. Opnako nojasJstoliee
YHCJIO CJTy4aeB rUMEProMOLUCTEHHEMHH TPHOOPETEHHBIE H 00Y-
CJIOBJIEHO J1e(ULMTOM B KPOBH BUTamuHa B, u/nmm donatos.
ITOT ieULUT MPUBOJUT K TOMY, UTO HApyLIAeTCs PeBpalleHe
FOMOLIMCTENHA B METHOHWH W HEM3PACXOJOBAHHbII FOMOLHCTE-
VH Hakar/JuBaeTcsi B opranuame. [Ipuuem B mocjieiHue rojpl
OCHOBHOH MPHYMHOH MPHOOPETEHHOH TMIEProMOLUCTEHHEMUH
CTAaHOBHTCsl HMEHHO JeUUMT BUTaMuna B ., T. K., B pesyJbrare
MPOBOJMMON aKTHBHOH MPOTNaraHuCcTCKON KaMraHuu oJueBast
KHCJIOTa HHTEHCHBHO BHEJPSIETCS B THIIEBOH PALMOH KUTEJE
Esponbl 1 CLLIA 1, Takum 06pa3om, ee 1e(hHUUT KOMIIEHCHPY-
eTcsl.

B MHorounc/enHol muTepaType MPUBOASATCS KAaK OMHUCAHHS
OTAEJBHBIX CJy4aeB, JEMOHCTPHUPYIOLINX COUeTAaHHE KaccHyie-
CKO#1 B ,-ehuuMTHON aHeMHH ¢ TPOMOO3aMH, TaK U Pe3yJ/ILTaThbl
HAyYHO-HCCJIEI0BATEIbCKUX pabOT, MOCBSIIEHHBIX HM3y4eHHIO
9TOH 1POOJIEMDL.

Tak, A. Kharchafi u coast.'® onucamu 2 ciyuasi TsKes0i
anemuu Bupmepa (y 60J1bHBIX 24 1 35 J1eT) ¢ MACCHBHBIMH BEHO3-
HbIMH TPOMOO3aMH BepXHei Mool BeHbl, TJyOOKOH OepeHHON
BeHbI, PACCMATPHBAs MX KaK CBA3b ¢ Je(HLUUTOM BUTaMUHa B ,,
MPUBOJISILILETO K THIIEPTOMOLUCTEHHEMHH 1 J1ajiee — K TPOMOO-
3am. E. Kjpeli n coant.!” onuceiBaior ciydaii TpoM603MGOJHHA
JIETOYHOH apTepuu y »KeHIIMHBI 46 Jet. [lpn oGcnenoBanun
y 60/bHON OBITH BbISBJACHBI TETEPO3UTOTHBIE MYTALMH T'€HOB
nporpoM6uHa 1 MTHFR, TunepromMounCcTeHHEMHUS], CHHKEeHUEe
ypoBHs BUTamMuHa B , n depputnna. ABTOPEI CTAaTLH CYHTAIOT,
4TO THIIEProMOLMCTEeHHEMHUS], 00yCI0BNCHHAs 1e(DUIIUTOM BUTA-
MuHa B, MoB/KMsIa HAa BOSHHKHOBEHHE TPOMO03a.

M. Barrios 1 coaBT.2’ OMUCHIBAIOT JIByX GOJIbHBIX C BEHO3-
HBIMH TPOMGO3aMH, y KOTOPBIX MpPH OOCJ/EN0BAHUH BbIsIBJIEH
JeuUMT BUTaMMHA B,,. DTH aBTOpBI TakKe M0J1araloT, uTo
Jebuuut B, NPUBOAMT K TMIEPrOMOLMCTEHHEMHH, KOTOpasl,
B CBOIO OYepe/b, SIBJISIETCS MyCKOBBIM MEXaHH3MOM Tpoliecca
TpoMO00Opa30BaHMUsI.

A. F Remacha n coaBt.?! peTpoCreKTHBHO OLEHHJIH PHCK
TpoMGo3a y 193 GosbHbIX ¢ aeduuuToM B, mo cpapnenuio ¢
KOHTPOJIbHOH rpymmoii u3 87 uesnoBek. OKasasock, 4To yacToTa
TPoMO030B y JiuLL ¢ B ,-neduunrom Oblia B 2,2 pasa Bhille,
yeM B KOHTPOJIbHON rpynne. ABTopbl oTMedatoT, uto 85 % 31X
TPOMOO30B CJIyUHJIUCh B TedeHHe 2 JIeT, 1Pe/IlleCTBYIOIIHX yCTa-
HOBJICHHIO AMarHosa aeduuura B ,., 1. e. B nepuon yray6senus
JeduLuTa BUTAMUHA B, M HAKOIJIeHHs TOMOLIMCTEHHA.

E. Oger u coaBt.??, o6cneioBaB 467 60JbHBIX ¢ MIyOOKUMH
BEHO3HBIMH TpPOMOO3aMH H TPOMOO3MOOJIHIECKHMH  OCJI0XK-
HEHHUSIMH, TaKxKe OTMETHJIH, 4TO Je(UUUT BUTaMuHA B, u ru-
MEeProMOLIMCTEUHEMHUST SIBJSIOTCS (DAKTOPAMH PHCKA BEHO3HBIX
Tpom60308. E. Zittan u coart.? o6enenoBanu 360 310pOBbIX JHIL
C L[eJTbIO BBISICHUTD BO3MOKHbBIE CBSI3H MEXKIy TOMO3HTOTHOCTBIO
no reny MTHFR ¢ myrauueii B C677T, nedpuuntom Butamuna B,
1 ucdyHKUmel snaotens. BoiscHuioch, uTo yactora nayuae-
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Aecnuut Butamuna B,

Moii romosurotHocTH pasta 18,6 %. leduuur Buramuna B, y
rOMO3HTOT orpejiesisiiicst B 4,2 pasa uaile, 4eM y reTepo3uroT.
JnchyHKIMS SHI0TENS BBIABAAIACH Y BCEX TOMO3UTOT, HO MPH
COYETaHHH TOMO3HTOTHOCTH C JeMUMTOM BHTamMuHa B, muc-
(yHKIMS HAOTEMNS Oblla BbIpAXKeHa 3HAUMTENBHO OGOJbIIE
Ky[MpoBaJach M0c/e Tepanui BUTaMuHoM B, u dponatamu.

M@l B cBOCI paBGoTe He BBISICHSIN B3aHMOCBSI3H YPOBHSI BH-
TaMHHa B,  rOMOLMCTeHHA B KPOBHU, MOCKOJILKY 10 MOCJIeHEr0
BpEMEHHU B Hallel J1abopaTopuH FOMOLMCTEHH He OMpeesisiiu.
[Tocsie T0sIBJIEHHsT TAKOH BO3MOXKHOCTH y JABYX MY:KUMH 67 M
71 ropa, obcnenyeMblX MO MOBOAY TPOMOOIMOOJMH JIETOUHOH
aprepuu, Obla BbISIBJIEHA TMIIEPrOMOLIMCTEHHEMHUS], @ BCJIEL 3a
5TuM M JepuuuT Butamuna B ,. Tpudyem y onnoro us nauuenta
GbIIO JIMLIL JIETKOE CHHXKeHHe ypoBHs B, a y BToporo —
HH3KOe ero copepxkanue (52 nr/mi). Hu y omHoro u3 60JabHbIX
K/IMHAYECKHX MPH3HAKOB JeduuuTa BUTamMuHa B, e Gblio u
ypoBeHb reMor/1o61Ha Obl/1 B ipesiesax Hopmbl (140—150 /).

CremyeT TakKe OTMETHTB, UTO YacTOTa MHCYJbTa Kak CO-
MyTCTBYIOLLEH NMATOJIOTUH B Hallel rpynne OO0JIbHbIX COCTABUJIA
3,8 % W cHauana Mbl He 0OpaTUJM HA 9TO BHUMaHus. Tenephb
MBI M0J1araeM, 4To 3TO He cJydaiiHasi iudpa, a, BO3MOXKHO, ellle
OJIHO TMOJTBEPIK/IEHHE HAIMUMS MOBBILIEHHOTO PUCKA TPoMG03a
npu JeduumTe BUTaMuHa B .

B ,-neduuut 1 1emenLus — BTopast [0 YacToTe TeMa ocJe
TpoM6030B, obcyxiaeMast B HayuHbIx My6/ankatusx. OnuceiBa-
I0TCSl OT/e/IbHbIE KJIHHMUECKHE HAOJIO/IEHHsT OCTPBIX MCHXHYe-
CKMX U3MEHEHHH, KOTOpble, 10 MHEHHIO aBTOPOB, OBIIN CBSI3aHbI
¢ rIyGOKMM JlepuuMTOM BUTaMuHa B ,, a Takke myG/uKyoTes
paboThl, TOCBSAIICHHbIC H3Y4eHHWIO BO3PACTHOH JEMEHIMH |
BO3MOKHOH POJIM B TOH MAaTOJOTHH TOMOLMCTENHA, (PONATOB,
BuTaMuHa B, u ux Mera6oautos. JlaHHble NPOTHBOPEUMBDI, HO
BCe-TaKH MPOC/IeKUBAETCS HEKOTOPAs TEHEHIHS.

Tak, S. Srikanta u coapr.? onucann 129 GosbHBIX ¢ OCTPO
JeMeHLurel. Y 24 nauneHToB eMeHIUsl oKasajaach 06paTHMOH.
Y 5 u3 24 60sbHBIX ¢ 06pAaTHUMOH OCTPOH JIeMEHIIHeN OKasaJscs
HU3KHM YPOBEHb BUTAMHHA B ,, XOTS 10 KIHHUYECKHM MPH3HA-
KaM ero Ie(ULHT He rojlo3pesaiicst. leMeniiust, no HabJ0eHUIO
aBTOPOB, KyNMpoBaach npuMeneHdem B ,.

C. Durand u coast.? onucanu 60JibHyI0 64 JIeT ¢ OCTPbIM
TICHX030M, Y KOTOPOIi Gbly1a BEISIB/IEHA JIETKAs aHEMHUS C YPOBHEM
remorsio6una 114 r/n u ouenb HU3KMIl YpOBEHb BHTAMHHA B,
B KpoBM — 52 nr/ma. Hasnauenne Butamuua B, kynupoaJio
ncuxo3. B nanbHefieM y KeHIIMHB! Obl1 BBISIBJEH W THIIOTH-
peos.

K. L. Tucker u coaBr.?® B cBoeil paGoTe OTMETHJIH, YTO
BBICOKHI YPOBEHb FOMOLIMCTEHHA W HU3KME yPOBEHb BUTAMHHA
B,, accouunpyiorcst ¢ HapylleHHeM KOTHHUTHUBHBIX (DYHKLHH Y
TOKHJIBIX MY>KUHH.

M. Folstein u coaBt.?” Takke coOO1IAIOT O BLICOKOM YPOBHE
FOMOLIMCTEHHA MPH Lepe6POBaCKYJISIPHON MaTONOTHH, MCHXHYE-
CKOH IempeccHi 1 06CyKIaloT BOSMOXKHYIO «THITEPrOMOIIHCTEH -
HOBYIO» THITOTE3y BOSHUKHOBEHHSI ICMTPECCHH.

H. Hin u coasr.,'s BoisiBuB y 13 % u3z 1000 o6enenosan-
HbIX AC(HUUT BUTaMHHa B ,, NMokasaju, 4TO HH3KHIl ypOBeHb
BUTAMHMHA B KPOBH aCCOLMMPOBAJICSI C PACCTPOHCTBOM MaMsITH
U Jlel1peccue.

C. McCracken 1 coaBT.?® B CBOEM HCC/IEI0BAHUH C yIaCTHEM
84 GOJIbHBIX OTMETHJIH, UTO YBeJIHUeHHE B KPOBH MeTabOJIMTOB,
BO3HUKAIOLIMX MPH Jeduuute BUTaMHHA B ,, Takux Kak Me-
THJIMAJIOHOBAsT KHCJIOTa, ObLIO YETKO CBS3aHO C HapylleHHeM
KOTHUTHBHBIX (DYHKUHMH y MOKUJIBIX G0sbHBIX, @ M. S. Morris n
coaBT.”® BLIAABMJIM, UTO TIPH HU3KOM ypOBHE BHTaMHHa B, Bbi-
COKHH ypoBeHb (p0JIaTOB aCCOLMUPOBAJICS C KOTHUTHBHBIMHU Ha-
PYLIEHHSIMH, a TIPH HOPMaJbHOM YPOBHE B, BHICOKHIT ypoBeHb
(ho1aTOB CBfI3aH C 3ALIUTHBIM JCHCTBHEM MPOTHB HApyLIEHWUH
(byHKIMM MO3ra. DTO 03HAYaEeT, YTO TMepes npumMeHeHnem ¢o-
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JIaTOB HaJI0 JIMO0 HCC/IeNoBaTh yPOBEHb BUTaMHHa B, B KpOBH,
2160 HasHauath BuTamuH B, Onnaxo S. G. Eussen u coapt.”
OTMETHJIM, YTO Jake HOpMaJM3all¥sl ypOBHs1 BMTamuHa B, B
KPOBH TOCJIe JieueHHsl He YJjydlllaja KOTHHTHBHBIX (PYHKLHHA y
9THX GosibHbIX. Kak U3BecTHO, U Helponatusi nmpu QyHUKyJIsp-
HOM MHeJsio3e He Bceraa obpaTHMa, HeCMOTpPst Ha KylupoBaHHe
Jecduuuta BuTamMuna B, nocie sevenus. B stoit o6nacTu eme
oueHb MHOTO HesicHoro. [Toka MOKHO JIHLIL CKa3aTh, YTO MHOTHE
aBTOPbI OTMEYAIOT y4acTue BUTamuna B ,, honaros, metaGosu-
TOB UX OOMeHa B HapylIeHHH JIESTEJIbHOCTH TOJOBHOIO MO3ra,
Pa3BUTHH OCTPBIX TCHX030B W BO3pacTHOH jeMeHUnH. [Tpniuem
yacto HabGJIIOAETCSl KOPPEJSILHS MEXIy CHHKEHHEM YPOBHS
BUTaMKMHa B, ¥ MOBbILIEHHEM YPOBHSI TOMOLIMCTEHHA B KPOBH €
BBIPA’KEHHOCTBIO MEHTAJIbHBIX HAPYLLIEHHH.

CyliecTByeT ellle OfMH BOMPOC: HACKOJbKO O0GOCHOBAaHO
BCTpeyaloleecs B Cpeie MEIUIIHHCKOTO MepcoHala yoekaenue,
uTO BUTAMHH B, CTUMYyJHpyeT pa3BuTHe OMyXOJIM U ero Ha3Ha-
ueHHe OMacHo?

B naweii rpynne G0JbHbIX AHArHo3 B ,-nepuuutHoi aue-
MHH OblJ1 yCcTaHOBJIEH Y 8 GOJIbHBIX, paHee MpoorepHpOBaHHbIX
110 MOBOJLy paKa »keJsyaka. Uto KacaeTcst oryxoJiei, BOSHHKIINX
nocJie NPoBeJeHHsl Teparuu BUTaMUHOM B, B Halleil rpynme
GOJILHBIX Mbl 3Ha€M O TPOMX, Y KOTOPBIX MOSIBUJIUCH 3JI0Kaue-
CTBeHHble 06pa3oBaHust uepe3 2—2,5 roja nocJje JieueHus U no-
JIydeHHUs TIOJTHOH PEMUCCHH aHeMUH. DTo 6oJibHbIe 65—75 JeT,
JIBE JKEHIIMHbl M OIMH MY)KUMHA C KJIACCHUYECKOH KapTHHOH
B ,-neduuuTHONl aHeMuH, ¢ o4eHb HU3KHM ypPOBHEM BUTaMHMHA
B, B kpoBu (37—60 rir/ma). BhIsiBJIEHHBIE OMYX0JH — 3TO paK
MOJIOYHOH KeJie3bl, paK MaTKH, PaK MPeICTaTe/bHON sKese3bl.
TpynHo ckasaTb, cydyariHo J1 MOSIBJACHHE ITHX OMyXOJeH.

3a nocaennue 10 jer myGaMKaluil, KacaloUMXCsl BO3MOXK-
HOMH CBfI3M MexKIy BMTAMHHOM B, M omnyxoJeBbiM mpoueccoM,
MaJlo, U Mbl He OOHApyKu/d paboT O MPOBOLUPYIOLLEM HJIHU
CTUMYJIUPYIOLLEM pa3BHTHE OMYXOJH NEHCTBUHM BMTaMuHa B ,.
B ocHoBHOM ony6/iHKOBaHHblE paGOThl TTOCBSIEHbI H3YUEHHIO
COOTHOLIeHHsT AepHLMTa BUTaMUHa B, H pUCKA Pa3BUTHsA pas-
JIMUHBIX 3/10KAY€CTBEHHBIX OMYyXOJIeH.

Tak, S. E. Vollset u coaBt.®! ugyuanu cBsi3b pucka pas-
BUTHSI PaKa »KeJyJKa C ypoBHEM B KPOBH (posIaTOB H BUTAMHHA
B,,. [TpoBeneno GoJibllioe paHJOMH3HPOBAHHOE HCC/IeloBaHHe
(247 60mbHBIX U 631 — B KOHTPOJIBHOH TPyTIE), U Pe3ybTaThl
€ro MoKasaJiu, 4To ypoBeHb (hosIaTOB B KDOBH He HMeJI 3HAUYEHHSI
B Pa3BUTHH paKa KeJlyjlka, HO OTMeYasioCh MOBbILIEHHE pHUCKA
pasBUTHSl paKa »KeJylka IpH HM3KOM YpOBHe BHTamuHa B,
B KkpoBH. Dosiee Toro, 1. Kosu.?? B cBoell paboTe MPUBOAUT
JlaHHbIEe O TOM, UYTO Y GOJIbHBIX € B ,-neduuuTHOl anemuei pak
Kestyzika Berpedaetcst B 20 pas uaille, ueM y TalneHToB 6e3 31o-
ro iepuumta. B cBsian ¢ 9THM GOJIBHBIM MTEPHULIMO3HOH aHEMHEH
06513aTe/IbHO MPOBOAUTCST PUOPOracTPOCKOTIHSI.

E. Schemhammer u coaBt.*® uccieoBajin cBsidb pucka
Pa3BUTHSI paKka MOKEJY/I0UHON JKesle3bl ¢ ypOBHEM B KPOBH
donaros, Buramuna B, B ,, romouuctenta B 601b110# Koropre
60J1bHBIX (208 GoJbHBIX U 623 — B KOHTPOJILHOH rpyrire). AB-
TOPbI He HALIIH CTATHCTHYECKH 3HAUMMON accolMallui MeXy
PHUCKOM pa3BUTHsI paka TOJLKEJyJI0UHON JKesle3bl M YPOBHEM
TIepeUHC/IEHHBIX Bblllle KOMIOHEHTOB B KPOBH Y BCeX GOJIbHBIX
B 11€/I0M, HO OTMETHJIH HasiMuke 06paTHOH 3aBUCHMOCTH MEeXLy
YPOBHEM BHTAMHHOB B KPOBH M PaKOM Y TalHeHTOB, HE TpH-
HUMAaBLINX MYJIbTHBUTAMHHBI, H OTCYTCTBHE TAKOH 3aBUCHMOCTH
y TNPUHUMABLIMX BUTaMuHBL. TakuM 06pa3oM, TMOBBILIEHHBIH
PHCK Pa3BUTHsI paKa MOJLKEyA0UHON KeJie3bl aCCOLUUPYeTCs C
Je(DULHTOM BUTAMHHOB.

W. H. Xu u coar.?* B Gosibiiom uecsenoBanuu (1204 6oJib-
HbIX M 1212 — B KOHTPOJBHOH Tpymme) BBIABUIM UYETKYIO
o06paTHyl0 KOppeJsiliiio MexKy TueTol, Goratoil doJsatamu,
M PHCKOM Pa3BHTHSI paka 3SHIOMETPHSI W MPEATNOJNOKHUIN, UTO
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npueM oJiaTOB MOXKET HE TOJIbKO YMEHBIIMTb PHCK Pa3BHTHSI
paka SHIOMETPHs, HO U MOJAUMHULMPOBATH S(PEKT BJIUSHHUS reHa
MTHFR, myTtauuy KOTOPOro acCOUMHUPOBAHbl C PUCKOM Pa3BHTHSI
OMyXO0JIEBOTO TpoLecca.

M. Laious 1 coaBr.,* npoBejist 60J1b1110€ MPOCTIEKTHBHOE HCCIe-
noBanue (1812 yKeHIIMH ¢ paKOM MOJIOUHOM »KeJie3bl U 63 739 — B
KOHTPOJILHOH TPYIIIe ), BbISICHUJIH, YTO TPHEM BBICOKHX /103 (hoJIaTOB
OblJ1 CBSI3aH C yMeHblIEHHEM PHCKA PAa3BHUTHsI paKka MOJIOYHON 2Ke-
JIe3bl M UTO 3Ta TEHJIEHLIUsl YCUINBAIACH T1PH JI0OaBJIEHUH K IIPHEMY
dosatos Butamuna B ,.

U. Lim u coaBr.’® Takke OTMeTWJIM Hajnude OGPaTHOH
accolMaluu Mexkay aueToi, Goratoil ButamMuHoM B ,, n yacToToi
HEXO/LKKHHCKHX JIMM(OM y KypsiLiiX. ABTOPBI TPEOIONKHIH, UTO
oboralieHHte JMeThl BLICOKUMHU JI03aMH BUTaMHHa B, MoKeT urpathb
HEKOTOPYIO TPEIyNpPeaUTe/bHYI0 POJb B OTHOLIEHHH Pa3BUTHS
M OM.

Jlanubie 3THX paGoT, MOXKeT ObiTh, HE CJHIIKOM BECOMbI, HO
BCe-TaKH MPOC/IEKUBAETCS] TEHJIEHIIUsI TOrO, UTO CKOpee JAe(HUUT
BUTAMHHOB, YeM HX H30bLITOK, MOXKET SIBJISITHCS OIHUM U3 (haKTOPOB
PHCKa OMyXO0JIEBOTO TIpoliecca.

Kpome nepeunc/ieHHbIX Bbillle 1poGseM, B JIMTepatype J1o-
CTATOYHO MHOTO MyOGJIMKALMil, TOCBSILIEHHBIX PAa3BUTHIO eDHLIUTA
BUTaMMHA B, 1pu npueme THIOIMIMKEMH3HPYIOLLETo MpernapaTa
MeT(opMHHA, HAa3HAYAaeMOro IIMPOKO BO BCEM MHpEe MO TOBOJY
caxapHoro auabera thna 2. Merdopmun (cHHOHUMBL: [JMKOMeT,
[nudopmun, Huanopmer, Cuodop, Iniokodar, Metdoramma),
OTHOCSILIMICS K MpernapaTtam Kjacca OUTyaHHIOB, KaK 0Kasasioch,
HapyllaeT BcacbiBaHue BHTaMHHA B ,, W cHIXKeHHe yPOBHA 110-
CJIEJIHEr0 B KPOBH CTATHCTHUECKH JIOCTOBEPHO 3aBUCHUT OT JI03bl U
JUIMTeJILHOCTH NpHeMa nipenapata. M. Pomgchaindecha u coapt.?”
OTMETHJIH, UTO MeT(OPMHH y GOJIbHBIX CaxapHbIM 1Ma0eToM THIa 2
yMeHbLIAeT CofeprKaHHe BUTAMHHA B, B KPOBM M 9T MalMEeHTL
HYKJIAI0TCs B MOJyleprKUBatoliell Tepanuu ButamutoM. T. S. Cal-
lagham u coapt.® TaksKe BLIABUIN CBA3L JeduLUTa BUTAMUHA B , B
KPOBH C JUTHTE/IbHOM Teparnueit Metdopmutom. R. L. Ting n coapr.®
YCTAHOBHJIH, YTO Y G0JIbHBIX CaXapHbIM 1M1a0ETOM, MOJTydaBILIMX MET-
(opmuH, cHHKEHHE YPOBHsI BUTaMHHA B, B KPOBM CTaTHCTHYECKH
JIOCTOBEPHO 3aBHCEJIO OT 103bl U JUVINTEIBHOCTH MPHEMa Mpernapara.
H. J. Lin* coo6uiaior o My»KurHe, TpUHAMaBIIEM MET(GOPMHH 110
MOBOJly caxapHoro juabera B TeueHue 6 JeT, y KOTOPOro pa3BuJcs
JeuuuT BUTaMuHa B, 1 BeHo3HbIi TPOMOO3.

ABTOpbI COBETYIOT BHUMATE/IbHEE KOHTPOJMPOBATH MTOKA3aTe !
KPOBH GOJIBHBIX, VIHTEJILHO MOJIYYaloliX MET(OPMHUH, 1 PEKOMEH-
JIIOT MPOBOJIMTH NPO(UIAKTHIECKYIO MOJIEPIKUBAIOLLYIO TE€PATHIO
BHTAMHHOM B, ,, uT0Obl M30€KaTh PA3BUTHS aHEMHH, TPOMOO3OB,
MeHTaJIbHbIX HApYLLIEHHH.

HMurepecuyto pabory ony6mukoBasu M. C. Marino u coapr.*!
Omnu o6eenoBann 62 noxKuMbIX GoMbHbIX ¢ B ,-fedunurom, crpa-
JIAI0IIHMX TacTPUTOM C HajuuueM uH{pekuun Helicobacter pylori.
[Tocsie mpoBeieHust Kypca Teparnuu 1o 3pajrKalnm XeJHKoOaKTe pui
aBTOPbl OGHAPYKHJIM YBeJMUeHHEe B KDOBH YPOBHs BUTaMuHa B , u
yMeHbllIeHHe YPOBHsI roMotLcTerHa. MOXKHO MPeIoNoNKnTh, YTO
H. pylori sBnsioTCS KOHKYPEHTHBIM MOTpeCuTeeM BUTaMuHa B .

Heduuut BuTamuna B, — na/neko He Takas pekas natoJorus, Kak
3TO MPEJACTABJIIOCH paHblie. Ee yacTora yBesuurBaeTcs ¢ BO3-
pactom, pocturast 12—17 %, a, MoxKeT ObITb, 1 60Jiblle B camoil
cTapiieil BogpactHoi rpymre (> 70 jer).

Jlepuumr BuTamuna B, He siBasieTcs caydadHON H30J1MPO-
BaHHOH matosiorueil. HapyuieHust AMMYHHOH CHCTEMBI, MATOJIOTHS
JKKT, HesicHble MOKa MeXaHHU3Mbl CTapEHHsT SIBJSIOTCST TPUUUHAMA
pasBuTHs ero neduiuta. K HUM 0THOCSITCS ayTOMMMYHHbBIE GOJI€3HH
(maToJiorus LMTOBUAHON ¥Kese3bl, GpOHXHAIbHAST ACTMa, aJlJIepTH-
ueckue peakunn) u natosorusi JKKT (xponnueckuit ractpur, ore-
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PUPOBAHHDIH >KEJY/I0K 10 TI0BOJY AA3BbI HJIH OIyXOJIH, XPOHHUECKHUH
MaHKPeATHT, XOJICLUCTHT, JKeJYHOKaMeHHast 60J1e3Hb, XOJICLIUCTIK-
Tomusi, renatut A, maJgsipusi). [latosorndeckue npoieccbl MOryT
COoYeTaThCs B Pa3/IMYHBIX BApPHAHTAX, COCOOCTBYS YCKOPEHHUIO pas-
BUTHS Je(hHULMTa BUTAMHHA. XOJELMCTIKTOMHUS SIBJSIETCS TaKUM
Ke (hakTopom pucka pasputus aeduuura ButamuHa B | kak u
pe3eLupOBaHHbIN XKeJy10K.

Heduuur Buramuna B, He sBsieTCs CHHOHMMOM aHeMHH,
6oJsiee TOro, aHeMHUsi — M0-BHAUMOMY, HE caMoe yacToe ero npo-
sipjenne. M nostomy B Gosbluumctse caydaes (10 80 %) nedbuuur
BUTaMHHa B, ocraercst HeamarHoctHpoBaHHbIM. OCOGEHHO 3TO
Kacaercst OOJIbHBIX CTaplleil BO3PACTHOM IPYIIbI.

Her crporoit napaienu Mmexiy ypoBHeM BuTamuHa B, B
KPOBH, HaJIMUMEM aHEMHH U CTereHblo ee TskecTd. Ho npu yposHe
puTamMuna B , menee 24 1r/MJ1 aHeMust pa3Hoii cTerneHu oTMeyanach
y Beex G0JIbHBIX, a TPH ypoBHe Gostee 140 nr/m/1 aneMuHu, CB3aHHOM
¢ nepuumntoM B ,, npaktuyecky He ObiBaeT.

MoxkHO Tos1araTh, uTo KJacchueckas B ,-neduuuTtHas ame-
MHST — 39TO Pe3yJbTaT HePACNO3HAHHOTO U JUTUTENLHOTO Ie(UINTA
BUTaMMHA B, KOTOPLIA OC/IOKHUJCA TeMOIH30M Je(eKTHBIX
IPUTPOLIUTOB.

Bounee yetkast 3aBUCHMOCTbL OTMEUAETCsl MEXKLy MOKA3aTeNsIMHU
IPUTPOLIUTAPHBIX HHIEKCOB, B repByio ouepeab MCV, u crenenblo
necduuura putamMuna B ,. Hanmuue MakpoLuTtosa (MM TOJLKO TeH-
JIEHLMH K MAaKPOLIUTO3Y ) MOKET ObITh [EPBbIM TPHU3HAKOM Je(hHIIHTa
BUTaMKHa B, B KDOBM IPH HOPMaJIbHOM YPOBHE reMor/io6uHa. 1o
MOKa3blBaeT Ba’KHOCTb MCCJIEI0BAHUS KDOBH HA FeMaTOoJIOTHYeCKOM
aHaJsmaarope.

Heo6xomuMo MOMHHTB, 4YTO TPH HAJHYMH  BBIPAXKEHHOTO
JeuLrTa XkKeseaa HOPMOLUTO3 U JlayKe MUKPOLIUTO3 SPUTPOLIMTOB
HE HCKJII0YAlOT BO3MOXKHOCTH HaJjlMuMsl Aeduuura BUTaMHHa B,
1 MO3TOMY CJeyeT oOpallaTh BHUMAHHE Ha COOTHOLLUEHHE YHc/a
spuTpounToB, nokasateseil MCV u cbiBopoTouHoro xedsesa. [1pu
HECOOTBETCTBUM MMEIOLIMXCS JAHHBIX MOKA3aHO OIpejiesieHHe B
KPOBH YPOBHSI BUTAMHHOB.

HMnorna necuuut puramMuna B, mposiBJisieTest TOLKO JieHKore -
HHel B KITMHMYECKOM aHaJsIu3e KPOBH.

Hannune passuuHoil HefiponaTHH, IJIOCCHTA MOXKET ObIThb
nposiBJieHreM JiepuuuTa BUTaMUHa B , 1 pH HOpMasibHOM ypoBHe
reMorJio61Ha.

Anemust y JKeHUIMHBI ¢ (PUOPOMHOMOI U THNiepMeHopeeil He
BCEraa TOJbKO »keje3oneduuuTHas. M ecin y MeHIMHbI ¢ 9TOH
naToJiorueli ecTh ellle M MaTtoJorHs IUTOBHAHON yKeJe3bl H/Hiu
MaToJIOrUsl TIeUEHH W JKEJIYHBIX MyTeH, ajuieprusi, 6poHXHaNbHAS
acTMa, cJieflyeT NoyMaThb U BO3MOXKHOM eculuTe BuTaMuHa B ,.

daktopom pucka pa3puThsi JeduLUMTa BUTaMuHa B, Moryt
ObITb pa3JiMuHble JieKapCTBEHHble Mpenapatbl. [MnorankeMusu-
pylolmi npenapat MeTGopMHuH (GHryaHH) BbI3bIBAET Pa3BUTHE
Jecduuura BUTaMHHa B ,, 3aBHCHUMOro OT J03bl H JUIMTEJILHOCTH
npuema npenapara. bosibHbIM, NpUHUMAIOLMM MET(OPMHH, TOKa-
3aHO NePHOIYECKOe HagHauYeHHe BUTaMuHa B, s npoduIakTHKy
ero neduuuTa.

[Inpoxo pacrnpocTpaHeHHBIH M HEAMATHOCTHPOBAHHBIH A (DUIIUT
BUTaMHHa B, npejcTap/isercs BaxKHON MeIMKO-OHOJIOMHYECKOH, a
MOJKET ObITh, U MEIMKO-COLMaIbHON Tpobemoit. HepacrnosnaHHblf
JIaTEHTHBIN IeULHUT BUTAMHHA, IPUBOJSILLNI K THIIEPrOMOLIUCTEH -
HEMHH, sIBJISIeTCsl (DAKTOPOM PHCKA pa3BHTHsI TPOMGO30B, Tporpec-
CHPOBaHMs aTepocKIepo3a, BO3MOXKHO, BHOCHT CBOH BKJaj B pas-
BHUTHE CTapuecKoil ieMeHInH. He ucKioueHo Takke, 4To AeUuLuT
BUTaMKHa B, siBJIsIeTes 10M0MHUTeIbHBIM (PaKTOPOM PHCKA Pa3BH-
THsT oryxoJieBoro rpouecca. Takum o6pasom, aepuumr BUTaMUHA
B,,, cam no ceGe ABASAACH «OCJAOKHEHUEM> WM «CIYTHUKOM>»
BO3pacra M 6oJie3Heil, CTAHOBHUTCSI, B CBOIO ouepelb, (hakropom,
YCKOPSIIOLLMM CTapeHHe U YKOPAuMBAIOILMM XKHU3Hb.

Onpenenenne ypoBHsi BuTaMuHa B, B KpoBy 10/1KHO cTaTh
CKPUHUHIOBbIM HCCJe10BaHUEM JJisi GOJMbHBIX C XapaKTepHOi
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Aecnuut Butamuna B,

KJIMHUYECKOH MarojiorMei U B cTapliei BO3pacTHOM rpynne.
IT0 WccienoBaHWE JOMKHO CTaTh LIMPOKOMOCTYNHBIM sl
NPaKTHYECKOro 3APaBOOXPaHEHHS.

Jlevenne neduumra putamuna B, oGlienspecTHO M He-
CJI0KHO, M TIOKA PEKOMEH/lyeTCsl HasHayaTh BUTaMHH B, napen-
TepanbHO. MOXKHO 00CYKAATD JHILL BOTIPOC O 103€¢ BUTAMHUHA Ha
KYpC JICUCHHsT U TePaTHIo MOJIe PrKaHHUSI.

Kpome Toro, xke/aTesieH 1 KOHTPOJIb yPOBHs BUTaMHHa B,
B KPOBH B Ipolecce MOMIEPKUBAIOLLEH Teparnui, MOXKeT ObITb,
1 pazB 1,5—2 roza.
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Gaucher disease: up-to-date diag-
nostics and treatment

E. A. Lukina

SUMMARY

Gaucher disease is the most frequent inherited enzyme
deficiency included into the group of lysosomal storage
disorders. Gaucher disease results from the deficiency of
acid p-glucosidase, a lysosomal enzyme responsible for the
intralysosomal catabolism of its natural substrate, glucosyl-
ceramide. Mutations of acid -glucosidase gene localized

in the region g21 on chromosome 1 are the genetic basis
of Gaucher disease. Gaucher disease is the multisystemic
disorder presenting with typical clinical manifestations
(hepato- and splenomegaly, cytopenia, bone involvement)
but extremely varied clinical course. The article is devoted to
up-to-date methods of diagnosis and treatment of Gaucher
disease.
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Gaucher Disease, inherited deficiency of enzyme,
glucocerebrosidase.
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CEMMWHAP MO TEMATOJIOTUN

bosesusb [owe: coBpemenHas

JUATrHOCTHKA U JIEHEHUE

E. A. Jlykuna
P E® EPAT

BonesHb [Nowe — Hanbonee YyacTtaa popma HacneacTBeHHbIX PepMeH-
TonaTun, o6beOuHEHHbIX B FPYMny fM30COMHbIX GOfIe3HEN Hakone-
HUA. B ocHoBe 3a6051eBaHNsa — HaCNeACTBEHHbIN 4eULUUT aKTUBHOCTU
B-rntokouepebpo3ngasbl — IM30COMHOIO (PepmMeHTa, y4acTBYHOLLErO B
Jerpagauun npogykToB KNeTto4Horo metabonmnama. 3aboneBaHue Ha-
cnegyeTcs No ayTOCOMHO-PELLECCUBHOMY MYTU, FTEHETUYECKYIO OCHOBY
COCTaBNAT MyTauuM reHa rfawokouepebpo3naasbl, TOKanmM3yoLerocs
B pernoHe g21 Ha xpomocome 1. BonesHb lNowe — cuctemHoe 3a6o0-
fieBaHne, xapakTepusyrLlleecs OOHOTUMHBIMU KIMHUYECKUMU MpPOSiB-
neHvaMM (renato- 1 CnieHoMeranusl, UMTONeHns, nopaxeHne KocTten),
HO WCKJTIIOYUTENIBHO FETEPOreHHbIM KIIMHUYECKUM TeyeHueM. B ctatbe
NPUBOLATCA COBPEMEHHbIE MPUHLMMbI ANArHOCTUKU U NieYeHns 60ne3HN
lNowe.

KntoyeBble cnosa
6onesHb ["oule, HacneacTBeHHas dpepMeHTonaTus, rmokouepebposmaasa.

BBEJIEHME JTUONOrna 1 NATOrEHE3

bBosesubp  Toule  nacaenyercst no

Boanesnb [oiie — naubosee yacras dop-

Ma HacJIe[ICTBEHHBIX (epMeHTONaTHH,
00bEJMHEHHBIX B TPYIITY JIM30COMHbIX
OoJie3Hell Hakorenusi. B ocnoBe 3a60-
JIEBAHUST — HACJIEJCTBEHHbIH JIeQUIUT
AKTHBHOCTH [-IJIIOKOLepeOpO3UIashl —
JII30COMHOTO (hepPMEHTa, YUacTBYIOIIEro
B Jerpajalyy TIPOIYKTOB KJIETOUHOTO
Metabosnsma. bosesnb lome 6bl1a
BrepBble onucaHa B 1882 r. ¢pan-
nysckum meaukom P C. E. Gaucher,
KOTOPBIA HMIEHTH(PUIIUPOBAT TATOTHO-
MOHHWYHbBIE JJIsT JaHHOro 3aboJieBaHusl
KJIeTKH-MaKkpoari,  HakaruiMBawlue
JIINUBI, 1103/Hee Ha3BaHHblE KJETKAMU
Toure.!?

Bonesnn  Towe Berpeuaetcss ¢
yactoroit or 1:40 000 no 1: 60 000 y
npeCcTaBUTe el BCeX STHUIECKHX TPYIII,
B TOMyJIALMKN eBpeeB AllIKeHA3H 4acToTa
3TOro 3a6oJieBanus gocturaer 1: 450.°

AyTOCOMHO- PeLIeCCUBHOMY MeXaHh3My. B
OCHOBe 00JIE3HH — MyTalliHl T'eHa IJIo-
KoLepeOpPO3HIa3bl,  JIOKAIU3YLIErocs
B peruoHe 21 nHa xpomocome 1. K Ha-
CTOSILIIEMY BPEMEHH MJIEHTU(PUIIUPOBAHO
6osiee 200 MyTaruii, U3 KOTOPBIX 4 ABJIS-
foTcst Haubosiee YacThIMU U COCTABJSAIOT
okoJ10 90 % Bcex MyTaLuil B omny.JIsIiH
nauueHToB ¢ OoJiesHbto [owe. [lpu-
CYyTCTBHE JIByX MYTaHTHbLIX —aJijiesied
reHa (roMO3WroTHOE  HAcC/eLOBaHHUE)
ACCOLMUPYETCS1 CO CHUKEHHEM (UJH OT-
CYTCTBHEM ) KATAJIUTHUECKOH AKTHBHOCTH
JII0KOLlepe6po3uaasbl, 4TO TPUBOIUT
K HaKOIUIEHHIO  HEYTHUJIM3MPOBAHHbIX
JIMTIHJIOB B IIUTOMJIa3Me KJIeToK.!?
[mokoliepe6posniaza  ComepKUTCs
BO BCeX KJeTKax OpraHuama, OJHaKO
NeUIUT 3TOro (epMeHTa HMeeT Hau-
Gosibllice 3HAYeHWE IS aHTUTEHIepe-

[eMATONOTMYECKNIA HAY4HbIN UEHTP PAMH, MockBa
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pabaTbIBaIOLIMX MaKpodaroB, MOCKOJbKY BayKHOH (yHKIHEN
9THX KJICTOK-«MYCOPILLIMKOB» sBJseTCs Jerpajalus KJIeTok
KPOBH, 3aKOHUMBIINX CBOH KM3HEHHbIH 1IMKJ.2! OTCyTCTBUE UK
HU3Kast aKTUBHOCTb KHCJIOH [B-rilioKolepeOpo3uiasbl PUBOJISIT
K HaKOTJIEHHIO B JIH30COMAaX MakpoaroB HEyTHIU3HPOBAHHBIX
JIMMWJIOB U 00PA30BAHMIO XapAKTEPHBIX KJIETOK HAKOMJICHHS,
wiK Kaetok [oue, — KpynHble sjgeMeHTb, paamepom oT 20 10
100 MKM ¢ He6OJBILNM, SKCLEHTPUYHO PACIIOJI0KEHHBIM SPOM
U OOWJIBHOH ULMTOIMJIA3MOH, UMEIOLIEH THIHYHBIA «CMOpLIEH-
HbII» WJK 1oJiocaThblil BUL (pHc. 1).

Puc. 1. KneTku lNoLe B nyHKTaTe KOCTHOrO Mo3ra

CnenctBueM  (hyHKLHOHANLHON TMeperpy3kn Maxpodaros
SIBJAIOTCS: | ) ayTOKPUHHAS CTHMY.JISILMS MOHOLIMTOIO33a U yBe-
JinyeHne abCco/TIOTHOTO KOJIMUECTBa Makpodaros, uTo MposiBJIsi-
eTcs renaro- M cryieHoMerasnei, HHpuIbTpalueil Makpodaramu
KOCTHOT'O MO3Ta, JIETKHX H IPyTUX OPraHoB; 2 ) HapyLIeHHe MHOTHX
(hu3nosornIecKknx (hyHKLIMEH Makpodaros, B T. 4. PETYJISILIMK KPO-
BETBOpeHHs] U MeTabo/M3Ma KOCTHON TKaHH, YTO MPEANOO0kKH -
TEJILHO JIESKUT B OCHOBE LIUTOTIEHHIECKOTO CHHAPOMA U MOpaxKe-
HHUsT KOCTHO-CYCTaBHOI cucTeMbl. B narorenese MHOroo6pa3HbIx
KJIMHHUYECKUX MPOosiBIeHNH 6oJ1e3HH [ollle UrpatoT BaxKHyI0 poJib
narosiorudeckue 3(heKThbl MPOBOCMATUTENbHBIX LUTOKMHOB (IL-
I, TNF-0, IL-6) # UMTOTOKCHYECKHX MEIHAaTOPOB (aKTHBHbIE
(hopMbl KHCJIOpO/ia, HUTPOKCHJL, POTEOUTHIECKHE (hepMEHTHI,
KOMIOHEHTbI KOMIJIEMEHTA ), KOTOPbI€ CEKPETHPYIOTCSI aKTHBH-
POBaHHBIMH Makpodaram, reperpy’KeHHbIMH JIHTHAAMH. >

KJIMHUYECKAS KAPTU

B coorBercTBHM ¢ HaJMUHEM M OCOOEHHOCTSIMH BOBJIEYEHHSI
LIHC Boiestiorest Tpu trna 6osiednu [orme:!

@ Tun I — Xxapakrtepuayercs OTCYTCTBHEM HEBPOJIOTHYE-
CKHUX NPOAABJCHUH;
@ tun Il (ocTpoifi HelipoHOMAaTHUECKHIT) — BCTpevaeTes y

JleTell paHHEro Bo3pacTa, OTJHYAETCS MPOTpeccHpylo-
1IUM Te4eHHeM U TsixKesbiM nopakennem LIHC, Benyinm
K JIeTaJIbHOMY HCXOY: OO0JIbHbIE PEJIKO J0KHUBAIOT /10 BO3-
pacTta 2 JieT;

@ tun Il (xpoHunyeckuil HellpoHONaTHUeCcKUi) — oObe-
JHHseT GoJiee PA3HOPOJHYIO TpyMnny OOJbHLIX, Y KOTO-
PBLIX HEBPOJIOTHUECKHE OCJIOKHEHHUS MOTYT MPOSIBJAATLCA
KaK B paHHeM, TaK U B MO[pOCTKOBOM Bo3pacTe. CUMINTO-
mbl nopaxkenust LIHC moryT BkJlouath rias3oiBurareib-
HYIO anpakcuio (HapylleHne LeJeHanpaBaeHHbIX POU3-
BOJILHBIX JIBUMKEHUH TJIa3HOTO 16JI0KA) UM CXOASIIeecs
KOCOT/Ia3ue, aTakCHio, MOTEepI0 HHTEJIEKTa, HapylIeH!s
4yBCTBHTEJIbHOCTH."?

www.medprint.ru

Tun I — nauGoJiee yacTblil KJAMHHYECKHI BapuaHT 00J1€3HH
Totie 1 BcTpeyaeTcs Kak y ieteit, Tak M B3pociibix. CpejiHuii Bo3-
pact GoJibHBIX B MOMEHT MaHUdecTallni 3a60J1eBaHUsT BApbUPY-
et ot 30 1o 40 jger. CrekTp KIMHHYECKHX TPOSIBJICHUH OYeHb
wmpokuit — ot 6eccumntomtoro (10—25 % Bcex GOJIbHBIX)
JI0 TSZKEJIOrO TeueHHsl: MAacCHBHAsl renaro- M CrijleHOMeraJusi,
r1y6oKasi aHeMusi 1 TPOMOOLUTONEHHs!, BbIPA’KEHHOE HCTOLIle-
HHE U Pa3BUTHE TSKEJIbIX OCJ0KHEHHH (reMopparuu, HH(apKThbl
ceJie3eHKH, JIECTPYKLHUS KocTeil). B npoMekyTke Mexty 3THMH
MOJISIPHBIMY  KJIMHUYECKUMH  TpyNaMu Haxoistcst GoJibHble C
YMEpPEHHOI rerarocrjieHoMerajaneil 1 noYTH HOpMaJbHbIM CO-
CTaBOM KPOBH, C MOpaKeHHeM KocTel uin 6e3 Hero.>5

OcHoBHbIe (HJIH THITHUHBIE ) KJIHHUUECKHE NPOsIBJIeHHsT 60-
Jie3nn lolie BKJIIOYAIOT CIJIEHO- M reraToMerasmio, LUTONeHHIO
U MopazkeHue KOCTeH.

CreneHb CryIeHOMEraji BapbUPyeT B LIMPOKUX Mpejieax
(ot 5- mo 80-kparHoro ysesuuenusi, macca — ot 300 r 10
10 kr). [1pn Y3U cenesaeHKH MOTYT OTIpeeISITLCS 04aroBble Mo-
paxkeHusi, 00yCJIOBJIEHHbIE [TepPeHECEeHHBIMU paHee HH(apKTaMH,
GOJILLIMHCTBO M3 KOTOPBIX MPOTeKaeT GeCCUMITOMHO.>5

[enatomeranus nabsonaercs y 80—90 % MNaLueHToB
¢ 6osesnblo Touwe I Tuna. O6beM mnedeHd yBesMUMBAETCS B
2—4 pasa, 4TO 3HaUMTEJIbHO MEHBIIIE, UeM CTEMEHb yBEJHUEHHSI
cesezenku. Ot 30 10 50 % GOJBLHBIX HMEIOT HEGOJBIIIOE MOBbI-
IIeHHe aKTHBHOCTH ChIBOPOTOYHBIX aMHHOTpaHcdepas, 0ObIYHO
JI0 2 HOpM, OCTa/lbHble TMOKasaTen (QYHKLUUHM MeueHH, Kak
npasuio, He crpagaior. CranaaprHasi GUONCHS MeUeHH BCera
oGHapyxuBaeT KjeTku lolie, KOTOpbie comep:Katcsi B BHJE
arperaToB B CHHYCOUJAX WM JUPQY3HO pacrpenesneHbl BO BCex
30HaX H JI0JIbKaX, MpeJICTaB/IeHHbIX B GHornrare.>t

HauGoJiee yacTbiM U paHHUM MPOSIBIEHUEM LIUTOTIEHUYECKO-
r0 CHHJpPOMA CJIY?KUT TPOMOOLUTONEHHS, COMPOBOXKIAIOLIASICS
CITOHTAHHBIM TeMOPParMiyecKUM CHHIPOMOM B BHJIE TTOKOKHbIX
reMaToM, KPOBOTOYHBOCTH CJIM3UCTBIX 060/104EK U JUTHTEbHBIMH
KPOBOTEUEHHUSIMU T10CJIE MaJIbIX OMEPaTHBHbBIX BMELIATE/bCTB.
[TosnHee pasBuBaioTCs aHeMHsl U HEATporeHHst.>”

[TopaxkeHne Kocreil XapaKTepuayeTcsl HCKJIOUMTEJBHON
Bapuabe/IbHOCTBIO TMPOSIBJIEHHH — OT GECCUMITOMHON OCTeO-
neHuu U KoJ6006pasHol jehopMallid JUCTaNbHBIX OTIEJNO0B
6epeHHBIX KOCTel (TaK Ha3blBaeMble KoJOB JpaeHmeiiepa) 1o
TsKEJIEHIIEro 0CTeornopo3a ¢ MHOXKECTBEHHBIMH MaToJIOrHye-
ckuMH nepesiomamu. Hakoruienue kietok [otie B KocTsix conpo-
BOXK/IA€TCs M0Tepell KOCTHOU TKaHU (ouaroBasi win judysHast
OCTEOreHHsl), OCTEOCKJIEPO30M U HILIEMHUECKUMU (aBaCKy.JIsip-
HbIMH ) HeKpo3aMmH. [1pu Groricuu Kocteil oGHapyKHBaeTCs MO-
BbILLIEHHOE KOJIMYECTBO OCTEOKJIACTOB, YCHJIEHHAsT Pe30pOlus
TpabeKyJ/IsIpHBIX TOBEPXHOCTEN, HHPUIILTPALMS MaKpodaramu ¢
xapakrepHoit MopdoJiorueii Knetok [oure.® [TopaxeHune KocTHO-
CyCTaBHOH CHCTEMbI 3a4acTylo MPE/ICTaBJSET OCHOBHYIO KJIHHH-
4ecKylo npo6JieMy M MOXKET MPOSIBJISTHCS XPOHHUECKOH G0JIbIO,
MaToJNIOTMYECKUMH  T1€PEJIOMAMH  UJIH  TSKEJIbIMH  3TTM30aMH
«KOCTHBIX KPH30B», KOTOpblE XapaKTepHU3YIOTCsl MOJA0CTPLIM
HavasioM (ot 12 1o 36 u), cunbHeiiielt occanruen, JoKajabHOH
MPUITYXJIOCTBIO U JIMXOPAJIKOH, UTO 3a4aCTYIO CJIYKHT OCHOBaHH-
eM JIs1 JIO;KHOTO IMarHo3a ocreomue iura.”

K peakuM WJH  HETHNHYHBIM TPOSIBJEHHSIM  OOJIE3HH
Toure oTHOCSITCSl MoOpa<eHHe JIErKUX, Pa3BUTHE MOPTaJbHON
TUIEPTEH3HH U €€ OCJIOXKHEHHH (KPOBOTEUEHHsT U3 BAPHKO3HO-
paclIMpeHHbIX BeH MMHIIEBOJA M JKeJsyjlKa, aclMT), a Takke
TNOsIBJIEHHE <TOLLePOM» — TICEBJI00TyX0JIel ¢ HanboJiee 4acToi
JloKaJsiM3alneil B KOCTHOH TKaHu. >

[TopaxkeHne JIErkHX MOXKET MPOTEKaThb KaK MHTEPCTHLH-
aJIbHBIHA MPOLIECC WM MAHH(PECTHPOBATL CHMITTOMAMH JIETOUHOH
runeprensud. [latorenes nopaxenust cBsizat ¢ HHHUIbTPaALIHEN
JIETOUHON TKaHW KneTkamu Joie, o6pazoBanreM «mpo6oK» U3
KseToK [olile B JIeroyHbIX Kanuiisipax u IpyruMu HEJ0CTaTOuHO
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U3y4eHHbIMH MexaHu3MaMu. KimHuueckue nposiBieHust aHaso-
THYHbl TAKOBBIM MPH APYrHX 3a00J1€BaHUSAX JEKUX: CHMIITOMbI
JIbIXaTeIbHOHW HE0CTATOUHOCTH, 1IHaH03, (hopMHpOBaHHe «bOa-
paGaHHBIX MAJbLUEB» U «YaCOBBIX cTeKo/1». [IporHos — Kpaiite
He6aronpUsITHBIA, BbIKHBAEMOCTb OOJbHBIX HE MpPEeBbLIIAeT
3 sier.3?

HMckmountenbHasi BapuabesbHOCTL  KJIMHUUYECKUX  TPO-
SIBJIEHUI W TeueHUs1 Gosie3HH [ollle He UMeeT YeTKOH CBSI3H CO
CTeleHbl0 aKTHBHOCTH Jie(heKTHOTO (hepMeHTa (TJIroKoLepe6po-
3U/1a3bl B JIEHKOLMTAX), YPOBHEM HAKOMJIEHHOrO MeTaboJuTa
WM 0COOEHHOCTSIMH I€HOTHIA, YTO CBUIETE/IbCTBYET O BarKHOH
NaToreHeTHYeCKON POoJIM JIPYruX, HEN0CTaTOUHO HM3y4YeHHbIX
cpakropoB. Tak, hakTopom pHCKa, JTOCTOBEPHO CBSI3aHHBIM C
NopaKeHUeM JIETKUX ¥ Pa3BUTHEM TOPTaJbHOHN THTEPTEH3HHU,
0KasaJiach MpeJIeCcTBYONIAst CIJIEHIKTOMHST, >

ONATHOCTUKA

Jlnarnos 6ojesuu lomie ciemyeT MPeAnonoXKUTh y MalHeHTa
C HeOODbSICHUMOH CIJIEHO- W rernaTomerajuer, LUUTONeHHeH
CUMIITOMaMH nopaxeHust Kocte#. CTaHZapTOM COBPEMEHHOH
JIUATHOCTUKK sIBJISileTCsl OMOXUMHUYECKMH aHaJi3 aKTHUBHOCTH
KUCJIOH B-IJI0Ko1epe6po3uasbl B JIEHKOLUTAX KpOoBH. J{uarios
MOATBEPKAACTCS TPH CHIMKEHHH aKTUBHOCTH (epMeHTa 10
30 % u MeHee OT HOpPMaJLHOrO 3HaueHusi. JlOMOJHUTEILHBIM
XapaKTepHbIM GHOXHUMHUECKUM MapKepOM CJTy?KUT 3HAUHTEbHOE
MOBBILIIEHNE aKTHBHOCTH XHTOTPHO3WA3bl B CHIBOPOTKE KPOBH
(thepMeHT, MPeAnoNOKUTENBHO CEKPETHPYEMbIH aKTHBHPOBAH-
HBIMH Makpocaramu, rneperpy’KeHHbIMH HEYTHIH3UPOBAHHBIMH
JIMITUJAMH, OTHOCHTCS K CyppOraTHbIM MapKepaMm aKTHBHOCTH
6osie3nu [ouie). BepuduippoBath IMarHo3 MOXHO ¢ MOMOILbIO
MOJIEKYJ/ISIDHOTO aHaJ/iu3a reHa rJioKolepeOpo3naasbl: Halnuue
JIByX MYTaHTHbIX aJljejiefl MOATBepKIaeT AuarHo3 00Je3HU
Towe 34

Mopdosoriuueckoe uccse[oBaHie KOCTHOTO MO3Ta [T03BOJIs -
€T BbISIBUTb XapaKTepHble AMarHOCTHUECKUE 37IEMEHThl — KJIETKH
[oue W 0IHOBPEMEHHO UCKJIOYHUTD IMArH03 reMo0J/1acTo3a Uiu
JUMQOMBI KaK MPUUHHY LUTOTIEHHM M TeraTocrjieHOMerauu.
Hannune MHOTOUMC/IEHHBIX KeToK [ollle B MyHKTaTe W Tpemna-
HOOHOMTAaTe KOCTHOrO MO3ra WM GHOTITaTe TeYeHH SIBJASETCS
JloKaszareibHbIM Tpu3HakoM 6osie3nu [oie. OnHaKo eIMHHYHbIE
KJIETKH C aHasoruyHo# mMopdostorueii (lorie-nogo6Hble) Moryt
BCTpeuaTbCsl MpU APYrux 3a00JeBaHUSX, COMPOBOMKIAIOLIMXCS
MOBbILIEHHON IeCTPYKIHMEN KJIETOK, HATPUMEP MTPH XPOHHUECKOM
MHeJI0JIeiKo3e | iuMdonposiidepaTHBHBIX 3a00JeBaHusIX. 7

PentreHorpacust KocTell ckesieTa HCIOJb3YeTCs I Bbl-
SIBJEHHST M OLEHKH TSKECTH T0paXKeHUsi KOCTHO-CYyCTaBHOH
cuctembl. Jlencutomerpusi 1 MPT — Gosiee uyBCTBUTEJbHbIE
MEeTO/Ibl U MO3BOJISIOT BBIIBHTH TOpayKeHHe KocTel (ocTeore-
HUIO, MH(UABTPALMIO KOCTHOTO MO3Ta) Ha PaHHUX CTaIUsX, He
JIOCTYIHBIX BU3ya/H3alii peHTreHorpadue.

ANOOEPEHLUUANBHBIN AUATHO3

Bonesnn [oue caenyer nuddepenypoBaTh co Beemu 3a6oJieBa-

HUSIMU, [IPOTEKAIOUIUMHA C renaTocnﬂeﬂomeraﬂMeﬁ, U,I/ITOl'leHl/Ie[;l

¥ ropakeHnem KocTe:>

® reMo0JacTo3bl U JIUM(BOMBI;

@ XPOHHUECKHe XoJiecTaTHuecKue 3a60JieBaHUs MEeUeHH;

@ 1MPPO3 TeUeHH B UCXOJIe XPOHUUECKHX BUPYCHBIX U HEBH-
PYCHBIX TeMaTHTOB;

@ Jpyrue HacJeICTBEHHbIE
Humanna—ITuka);

@ Tajaccemusi v jipyrve hopMbl HACJEACTBEHHON MATOJO-
TMH 3PUTPOHA,

® peBmatuyeckue saboseBanus (cunapom Pentn).

thepmeHTonaTun  (60J1€3Hb
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Jleyenne Gosesnu [ole 3ak/ouaeTcst B MOXKH3HEHHOM Ha3Ha-
YeHNH 3aMECTHTENbHON (hepMEHTHOH Tepanun peKOMOHHAHTHOH
ryokollepebposunasoil (umurmonepasa, Llepesum). [lokasa-
HUSIMH K HayaJly 3aMeCTHTEJIbHON Teparui Cy:KaT LUTOTIeHHUS,
KJIMHHYeCKHEe W PEHTreHOJIOTHYECKHe MPU3HAKH TMOpPaKeHHs!
KOCTeH, 3HaUNTesIbHAs! CIJIEHO- M rernaTtoMerasus, CUMITOMbI
nopakKeHus JIErkKHX M Jpyrux opranos. [lpu Tsokenoit dopme
6oJs1e3un Toute (tun 1) y B3pocisbix HauadbHas nosa Llepesuma
cocrasasier 30 EJI/kr/undysusi. [Ipenapat BBOAUTCS BHYTpH-
BEHHO KaneJbHO ¢ MHTepBasoM 2 Hell. (2 pasa B Mecsl). B or-
JIeJIbHBIX CJIydasiX, HarpuUMep MpH TSKEJOM MOPaykeHHH KOCTel
cKesleTa ¢ MHOXKECTBEHHBIMH MATOJOTHUECKUMHU TMepesoMaMHt,
nosa llepesrma MoxeT GbITh MoOBbIIeHa 10 60 EJ1/kr Ha oxxo
Beegenne (120 EJI/kr/mec. ). 347

Llenn snevennst Bmouatot: 1) npeaynpekaenne neobpartu-
MOTO MOPaXKEHHsT KOCTHO-CYCTABHOH CHCTEMbl M JPYTUX KH3-
HEHHO Ba)KHBIX OpraHoOB (IMeueHb, JIeTKHe, TIOUKH); 2) perpecc
wiK ocsabjieHue LUTOMEeHUYeCKOro CHHAPOMA, 3) COKpallleHHe
pasmepa cesieseHkd ¥ nedeHu. Kontposib 3cdekTuBHOCTH 3a-
MECTHTEJIbHONH (DEPMEHTHOl Teparuy BKJIOYAeT MOHHTOPHHI
nokasareJsieil reMorpaMmMbl, GHOXHMHH KPOBH, B T. 4. OTpejiesie-
HHE CypporaTHoro Mapkepa akTHBHOCTH Makpo(aroB — CbIBO-
POTOUYHOH XUTOTPHO3NA3BI; ONPesiesieHle pa3Mepa cesie3eHKH 1
NeveHH; OLIEHKY COCTOSTHUS KOCTHO-CYCTaBHOH CHCTEMBI (JIeHCH -
tometpust, MPT, penrrenorpadus xocre#t 1 paz B 1 —2 rozna).
[Ipu pocTmKkeHMH MOCTABJACHHBIX 1le/ell Ha3HayaeTcs ToIep-
)upatoliee Jjederue Llepesumom B no3e 10—15 EJl/xr B BHzE
1H(y3UH 2 pasa B MecsiLL (10KU3HEHHO ).

Jlpyrum HaripaBsieHHeM B JieueHun GoJie3nu [olue siBaisiercst
cyOeTpaTpe/lyKIMOHHAs Teparusi, Wiesl KOTOpo# 3aKJiouaercs
B CO3/laHHM JIEKAPCTBEHHBIX MPENapaToB Ha OCHOBE MaJbiX
MOJIEKYJI, MONABJSIOLINX AaKTHBHOCTb (PepPMeHTa, OTBEUAIOIEro
3a cuHTe3 cybeTpaTa, — IVIIOKO3HJILepaMuia, MeTaboIn3M Ko-
TOPOTO HapyIIeH BCJIEACTBHE Ae(HUILMTA TIIOKOIlepeGpo3uaashl.
[lepBbIM TipencTaBUTEsieM CyOCTpPATPEAyKLMOHHOH Tepamnnu
SIBUJICS JIEKAPCTBEHHBI Mpenapat — Mmuraycrar (3aBecka, He
3aperucTpuposat B PD), npennasnaueHHbli 151 IeUeHUST HETS1-
2KeJio# hopMbl Gosie3Hu [o1ie npu HEBO3MOKHOCTH MPOBEJIEHHST
3aMecTUTesIbHOK  pepmenTHON Tepanuu Llepesnmom.®* Pasz-
paboTaH 1 MPOXOIUT KAUHUUECKHE HCTIBITAHHUS CAICYIOLINH mpe-
napat storo Hanpassenusi (Iens-112638). [Ipensapuresnbhbie
pe3yJsibTaThl JleueHHs! JAHHBIM T1PenapaTtoM CBHIETEbCTBYIOT
0 ero 0e30MacHOCTH, YIAOBJIETBOPUTEJLHON MEPEHOCUMOCTH U
BBICOKOH 3(h(heKTHBHOCTH. BaxKHbIM TpenmyliecTBOM cyOcTpa-
TPEIyKIMOHHOH Teparuu siBisieTcst (hopmMa yKasaHHbIX JieKap-
CTBEHHBIX TIPENapaToB — TaGJNETKH /15 TPHEMA BHYTPb.

[Tporpecc B uaydenuu narocusnosorun 6osesnu lome u
BHEJPEHHE B KJHHMYECKYIO MPAKTHKY 3aMeCTHTEJbHOH ep-
MEHTHOH Tepanuy 3aCTaBUIH HCKJIIOUUTb M3 CTHCKA JeueOHbIX
MEepOTIPUSITHH CIIJIEHSKTOMHUIO, PaHee IIHUPOKO MPUMEHSIBLIYIOCS
JUIsT COKpAILleHHsT OpraHoMerajiid M KyMHPOBaHMS LUTOMEHH-
YECKOro CHHIPOMA. YCTAHOBJIEHbI JJOCTOBEPHbIE CBSI3H MEXLy
CIIJIEHIKTOMHUEN B aHaMHe3e U M0C/Iey0LUM HeGJ1aronpUsiTHBIM
TeueHneM 3aboJieBaHusl. B COOTBETCTBUH C 3TUM JMarHOCTHYE-
CKYIO CIJIEHIKTOMHIO Y GOJIbHBIX C HESICHOH CrlJieHOMeraJjneit
CJIelyeT MPOBOJUTb TOJIBKO TOCJE HCKJIOUEHHsl AMarHosa 60-
se3nn loure, T. e. noce GHOXUMHYECKOTO aHANIN3a AKTHBHOCTH
B-ruokoliepe6po3uIasbl B JEHKOLUTAX KPOBH.

CoBpeMeHHast TAKTHKA BEACHHST MallHeHTOB C GOJE3HbIO
[omre cymiecTBeHHO M3MEHHJIACh MO CPABHEHHIO C TaKOBOH B
KOHILle npouioro crosietust. OCHOBOH JIMHAMHYECKOTO MOHM-
TOPMHIA SIBJISIIOTCS HEHHBA3WBHbIE METO/bl HCCJIeIOBAHUH:
KOHTPOJIb 0011lero 1 GHOXMMHYeCKOro aHannsa kposu (1 pas
B 3—6 mec.), Y3U, KT wiu MPT opraHoB GpIOLIHOI TT0JIOCTH

KIMHUYECKAA OHKOTEMATOJIOTHS
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(1 pas B 12—24 wmec.), pentrenorpacus u/unn MPT nopaxeH-
HBIX OT/IEJIOB KOCTHO-CyCTaBHOM cucteMsl (1 pas B 12—24 mec.).
[1pu nokazanHom ararHose 6ose3nn [o1iie He cieLyeT MpoBOUTh
MOBTOPHBIE MyHKLMH H TPENAaHOOHONCHH KOCTHOrO Mo3ra (/s
KOHTPOJISI LIUTOTIEHHH ) U JIPyrHe MHBA3HBHbIE JIMArHOCTHUYECKHE
MepoTpuATHs (OMOMCHST TIeUeHH, CeJIe3eHKH) C LeJbl0 MOJ-
TBePK/EHHUs Jrardosa.>’

Kpaiite omacHo orepaTuBHOE JieUeHHE <KOCTHBIX KpH-
30B», KOTOpble OLIKGOYHO PaCCMATPUBAIOTCS KaK MPOSIBJIEHHS
ocTeomuesiuta. PellleHHe 0 TPOBEIEHHHM XUPYPTHUYECKOTO
JIeYeHHs] JIOJDKHO TIPUHUMATHCS CIElHaTMCTaMU, WMEIOLIUMHU
onbIT JieyeHusi 6osie3nu loie. [TpoTuBONOKa3aHo nMprMeHeHHe
KOPTHKOCTEPOHMIOB C 1€JIbI0 KYNMHPOBaHUS IUTONEHHIECKOTO
cunnpoma. He o6ocHoBaHO HasHavyeHHe MpemapaToB rKejesa
GOJILHBIM C pa3BepHYTO KapTHHOH GoJie3nu [olle, T. K. aHeMHs]
B 3THX CJlydasix HOCUT XapakTep «aHeMHH BOCMAJIEHHsI» U acco-
LIUUPYETCs C TKAHEBOH MEPErpy3Koi Keae3oM.

[1pu 60s1e3uu Toue I Tuna nporuo3 GyaronpusiTHLIN B ciaydae
CBOEBPEMEHHOr0 HA3HAYeHMs] 3aMeCTHUTEeJIbHOH (hepMeHTHOM
tepanuu. [Tpn pasBuTHM HEOOPATHMBIX TTOBPEXKICHHI KOCTHO-
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CyCTaBHOI CHCTEMBI MOKA3aHO OpToIeauueckoe JiedeHue. [1pu
[OPA>KEHHH 2KU3HEHHO BAXKHBIX BHYTPEHHMX OPIaHOB MPOTHO3
omnpesessieTcsl CTeneHblo AUC(YHKIUM MOpPaKEHHBIX OPraHoB
U Pa3BUTHEM OCJOXKHEHHH (HampuMep, KpPOBOTEYEHHE W3
BAPHKO3HO-PACLLHPEHHBIX BeH [MULLEBOJA U 2KeJYIKA y OOJbHbIX
C LUPPO30M [1€U€HH U NTOPTAJIbHON rHIIepTeH3UeH; AblXaTebHas1
HEJI0CTATOYHOCTb Y OOJIBHBIX C MOPAXKEHHEM JIETKHUX ).
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Effective treatment of elderly pa-
tient with resistant form of AIHA by
Rituximab

N. V. Tsvetaeva, O. F. Nikulina, E. U. Varlamova,
E. S. Shurkhina, M. G. Dmitrieva, E. M. Gretsov,
1. A. Vorobjev

SUMMARY

Review is devoted to the successful treatment of elderly
patient with resistant form of AIHA by Rituximab. After 9
months remission we exposed preclinical signs of hemo-
lysis: monitoring of changing creatine level and density of
erythrocyte. The patient achieved 2 courses of Rituximab, in
both cases the hemolyse was interrupted. Complete remis-
sion without supporting therapy has been continuing in 56
months. During observation we didn’t find any infection and
depression of humoral immunity.

Keywords:
resistant form of autoimmune hemolytic anemia, treatment,
rituximab.

CEMMWHAP MO TEMATOJIOTUN

YenelHoe JieueHUe pUTYKCUMAaOoM O0JIbHOH
MO2KUJIOTO BO3PACTA C PE3UCTEHTHOH

AyTOUMMYHHOU MeMOJIMTHYCCKON aHeMHEeH

H. B. l[semaesa, O. ®. Hukyaruna, E. 10. Bapaanosa,
E. C. Ulypxuna, M. I'. [lnmumpuesa, E. M. Ipeyos, H. A. Bopobves

PE®EPAT

MpencrTaBneHo onucaHue YCMEeLHOro JieYeHUs PUTYKCMMaboM  MOXWK-
JI0 BONBHOW C PE3UCTEHTHOM ayTOUMMYHHOW reMOSIMTUYECKON aHeMuen
(AUTA). Mocne 9 mec. pemuccum 6b111 BbISIBAEHbI AOKIIMHUYECKUE Npu3Ha-
K1 aKTMBaUuM reMonun3a ¢ NOMOLLbIO MOHUTOPUHIa CPeLHEro ypoBHS Kpea-
TVHA B 3puUTpoLMUTax U pacnpeaeneHns apuTpoUnToB No NAOTHOCTU. Bornb-
HOW NPOBEAEHO €eLLle OBa Kypca puTykcumMada ¢ MHTEPBASIOM B HECKOSIbKO
MecsLeB 1 06a pasa yaanocb JOOUTHCA MPepbIBaHUA HAYMHAIOLLLErOCs pe-
unamea remonmaa. ObLuas NpogoHKUTENLHOCTL pemuccumn AUTA 6e3 noa-
JepXuBaroLLen Tepanun Ha cerofiHa coctasnseT 56 mec. YBenuyeHus va-
CTOTbl MUHADEKLUIM 1 fenpeccum ryMopasnibHOro UMMYHUTETa HE BbISBUSA.

KntoyeBble cnosa

Hematological Research Center RAMS, Moscow

Konrakrbi: ntsvet@blood.ru

Mpunsaro B neyarn: 21 mas 2009 r.
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Pe3NCTEHTHAA ayTOMMMYHHaA reMofinTn4eckaa aHeMnd, neveHne, puTtyk-

cumad.

AyTOUMMYyHHas reMoJIMTHYeCKasi aHeMHUs]
(AVT'A) BbI3BaHA MOBBILIEHHBIM 06pa-
30BaHHEM ayTOAHTHTE] K COOCTBEHHBIM
sputpouuram.' Pasmmunbie popmbr AMTA
BCTpPeYaloTCsl ¢ yactoToi 1 caydait Ha
41 000—1:80 000 xureneii, npenmytie-
CTBEHHO Y JIHLL MOJIOJIOTO U CPEJIHEr0 BO3-
pacra. Bropuunbie dopmbl AVITA Gostee
pacrpocTpaHeHbl, YeM MepBHUHbIE, HJIH
WIHONaTHUECKHe. Y MAlMeHTOB CTaplie
60 JieT B GOJIBIIMHCTBE CJIy4aeB ayToMM-
MYHHbl€ LIUTOTIEHHH BTOPHUHBI, OHU MTPe/I-
IIECTBYIOT ~pPa3/IMuHbIM  3a00JIeBaHHUSM
WJIH conpoBoxkaaioT ux. HanGosee yacro
sropuunbie AWMIA  passuBaiorcsi 1pu
XPOHHYECKHUX JIUMPOTposHhepaTHBHBIX
3a00JIeBaHUsIX, HEKOTOPBIX  COJIMJHBIX
OMyxoJisiX (paK TOJICTON KHIIKH, XKeJyl-
Ka, JIETKOro, TPeICTATebHOI MKelesbl,
SIMUHUKOB), & TaKXKe MPH PEBMATOMIHOM
apTpuTe, HecrnelundUIECcKoM $3BEHHOM
Kosute. B Tex ciyuasix, Korja y 60JbHOr0
JMOObIM U3 yKasaHHbIX 3a00JieBaHHUil
MMmeeTcst nadonatudeckasi popma AVTA,
COTYTCTBYIOLIAsi, YacTO KOMILIEKCHast
MaToJIorksl 3aTPyHsIET JledeHue aHeMHH
M HepeIKO OKasblBaeT  peliaiolilee
BJMSIHME Ha ucxon Gosie3HH. ¥ Bpauedd,

HaOJIO/AIONIMX TaKKX GOJIbHBIX, MPH Bbl-
6ope TAKTHKH JIeueHHsl 4acTO BO3HUKAIOT
cepbe3Hble MpobJeMbl, 00YyCJIOBJIEHHbIE
BO3PACTHBIMH OCOOEHHOCTSIMH KJIHHUYE -
ckux nposipsiennit AVITA u tpynHocTsiMu
B MPUMEHEHWH YHHBepCaJbHbIX 00lle-
MPUHSATBIX PUHLUIOB Tepanuu. Kopotko
OCTaHOBHUMCS Ha 0COGEHHOCTSIX JieUeHHs
AUWTA y imu npek/JoHHOr0 Bo3pacra.
Bo-nepBblx, noxujble  OoJbHbIE,
CTpajiaiolide MIIEMHYECKOH (0JIe3HbIO
cepila, MJoxo aganTHpoBaHbl K aHEMHH.
MHor/a faxe He3HAYUTEILHOE CHIXKEHHE
ypoBHs remorsio6uta 10 90— 100 r/n npu-
BOJUT K HHTEHCHBHBIM «AHEMHUYECKHM>»
Kajo0aM U YCHJICHHIO WIH TOSIBJIEHHIO
OTCYTCTBYIOLIUX PaHee MPUCTYNOB CTEHO-
KaplMh M HEIOCTaTOUHOCTH KpoBoOOpa-
wenust. [Tpu AUTA miemuueckue rmo-
CJIEICTBHST aHEMKH G0Jiee BbIPaXKEHbI, UeM
npu Apyrux Gopmax aHeMHil, MOCKOJbKY
OGrodH3NUECKHe CBOHCTBA IPUTPOLIUTOB
pe3ko MensiioTcsi.  PUKCHpOBaHHbBIE Ha
MeMOpaHe ayToaHTHTesJa MPUBOJAT K
YMEHbLIECHHIO CBOOOIHOM MJIOIIANH MO~
BEPXHOCTH 9PUTPOLIUTOB, MOBBILLIEHHIO KX
MJIOTHOCTH M TMOTEpe MJIACTHIHOCTH. DTO
BbI3bIBAET HAPYLLIEHHE MUKPOLUPKYJISLIUH

[eMaTONOrM4ecKIiA Hay4HbI LIeHTp PAMH, Mocksa



PutyKcMmab npu ayToMMMYHHOIi reMONUTUYECKOii aHeMuei

1 THIIOKCHIO OPraHOB W TKaHEH, MO3TOMY Y TIOXKHJIbIX GOJIbHBIX
3HAUMTEJIbHO Yallle, 4eM B 60Jiee MOJIOIOM BO3pacTe, BOZHUKAET
NMoTpeGHOCTb B 3aMECTHTEJBHBIX TPaHC(Y3HUAX IPUTPOIUTOB.
3auactyio «cTaHIapTHBIA OPHEHTHP>» TIPHU Ha3HAYEHHH TICPeJIH-
BaHUH JIOHOPCKUX SPUTPOLUTOB — KOHILIEHTPALHS reMOro01Ha
metee 70—75 /a1 — A5 TaKHX NALHEHTOB OKA3bIBACTCS He-
npuemsieMbiM. [Ipenes aHemusauun Ge3 MosiBJieHUst XKajuob H
CHMIITOMOB MIIEMHH NOPofi cocTapaser 85, a 1o u 95 r/a. B To
JKe BpeMsi ObICTPOe BO3MeELIeHHE KJIETOUHOH MacChl LIUPKYJIHPY -
IOLIeH KPOBH MPH HCXOIHON CepIeuHON HEeJI0CTATOUYHOCTH MOXKET
CIIPOBOILUPOBATH apTePUANIBHYIO THIIEPTEH3HIO H aPUTMHIO.

Elite oaHa 0c06EHHOCTD MOXKUJIBIX GOJBbHBIX — TII0Xast Me-
PEHOCHMOCTb KOPTHKOCTEPOUAHOH Tepamnu, KoTopast siBaseTCs
0O1IeNPU3HAHHON CTaHAAPTHO MepBoi JuHuel gedenust AUTA.
C noMmolibio 3TOH Tepanuu y GOJbIIMHCTBA OOJBHBIX TeMOJIH3
ylaeTcst KynupoBaTh ueped 2—4 ne. OHAKO 10CTHAKEHHE MO -
HOr0 OTBeTa (PEMUCCHH) BO3MOXKHO TOJIBKO TMPH JJIUTEJNBHOM,
YacTO Ha MPOTSKEHUH MHOTHX MECSIIEB, MIPUEMe MPEJHU30JI0HA
B ajleKBaTHOl 03¢ — 1 Mr/Kr, uTo peako cobJiofaeTcs mpu
JICUEHHUH TOXKUJIBIX TALUEHTOB M3-32 BO3HUKAIOIIMX OCJIOXKHE-
Hu#. BblcTpoe cHIXKeHHe JI03bl U, TeM 6oJiee, TIOMbITKa OTMEHBI
npenapara yepe3 | —3 Mec. Bcerja 3aKaHuMBAIOTCS PELUINBOM
¥ TOBTOPHBIM Ha3HaYeHHEeM MpeHu30/0Ha. Bee sT0 coznaet mo-
POYHBIN KPYT, MPUBOASAIINH K Pa3BUTHIO XapaKTePHBIX A5 KOp-
TUKOCTEPOUIHBIX TOPMOHOB MOOOUHBLIX 3(P(PEKTOB (0KUPEHHE,
3aj1eprKKa JKHAKOCTH, OCTEONOPO3, apTepHasbHas THIIEPTEH3Hs,
caxapHblil iuaberT, oBbllleHHe TPOMOOIeHHOT0 pUCKa, 060CcTpe-
HHe XPOHHUECKUX HH(EKIIMOHHO - BOCTAJIUTEIbHBIX 3a00/1€ BaHUI
TMOYEK, XKEJNUHOTO My3bIPsi, JIETKHUX U JIp. ), KOTOpble MOTYT HMETh
6oJiee TSKKUE TTOC/IEACTBHS, UeM CaM TeMOJIU3.

B tex ciyuasix, Korja aJjbTepHATHBHBIE BHIbBI Jieye-
HUST — HMMYHOJEMPEeccanThl (a3aTHOMpPHUH, HHKAodochamMua,
6-MepKanTomypHH) U CIJIEHIKTOMHS — OKa3bIBAIOTCS HElOCTa-
TOYHO 3(PEKTHBHBIMH, BO3BPAT K JIEUCHHIO KOPTHKOCTE POUIAMH
HEpEelKO BeleT K yCyryOJIeHHIO TSKECTH paHee TOJy4eHHbIX
OCJIOXKHEHUH W yXyAlllaeT TeYeHHe COIMYTCTBYIOLINX MOXKUIOMY
BO3pacty 3a00J/IeBaHUI, KOTOpPble MOTYT CTaTh (DaTasibHbIMH.
Pesucrentusie popmbl AUTA cocrapisiior okosno 20—30 %
ciyyaeB. CenTHuecKue OCJI0XKHEHUSI U TPOMOO3bl — OCHOBHbIE
MPUYMHBI CMePTH 60JIbHBIX pearcTeHTHON ANTA.

CrnuieHsktoMusi — Haun6oJgiee 3(p(heKTHBHBIA cnocob mpe-
pbIBaHHS TEeMOJIM3a B MOJIOJIoM Boapacte. OfHAKO Y TOKHIIBIX
60/IbHBIX CTIJIEHIKTOMMS, KaK U Jio6oe orepaTHBHOE BMellla-
TEJbCTBO, MOBBIIIAET PUCK PA3BUTHS THITOCTATHUECKON MHEBMO-
HHMH, CEpP/IeUHO-JIErOYHON JIeKOMITeHCAllMH, TPOMOOTHYECKHUX U
MH(EKLHOHHBIX oca0KHeHUH. Kpome Toro, BodpacTHol hakTop
pUCKa ycyryGuisieTcst MpaKkTHUECKH HEeH30€XKHbIM CHHAPOMOM
ACIJIEHHYECKOr0 TPOMOOLUTO3A.

B Teuenue nocsieiHux 5 JIeT MOSIBUJINCH CBeIEHHUS 06 yeriel -
HOM MWCIIOJIb30BAaHUH B JIEUeHHH pe3nucTeHTHbIX hopm AMIA
putykcumaba.?® Putykcumab (Ma6Tepa®, F  Hoffmann-La
Roche Ltd., IIsefinapust) npeacrapsier co60# XAMEPHOE MOHO-
KJIoHaAbHOEe aHTuTeno [gGl K-Tuna, nmerollee yeaoBeUeCKUH
KOHCTAHTHBIH W MBILIHHBIA BapHaOe/bHbIA pervoHbl. JleficTBre
putykcumaba HarpaBsieHo npotus anturena CD20, Tpancmem-
OpaHHOro OeJsiKa, KOTOPbIH y4acTByeT B TPaHCIOPTE KaJsbLHsl K
supy knetkd. Auturen CD20 skenpeccupyeTces Ha JUMGBOIUTAX
BCeX CTajiuil U PepeHIIUPOBKH 1 HE IKCIIPECCUPYETCs Ha CTBO-
JIOBBIX M MJIa3MaTHUECKHUX KJIETKAX, UTO JieslaeT ero 6e30MnacHbIM
1151 5THX K1eToK. Coenunsisich ¢ anturenom CD20 Ha moBepxXHOCTH
JuMdolHTa, pUTYKCHMa6 HHIYLHPYeT KOMIJIEMEHT3aBHCHMYIO U
HE3aBUCHMYIO OT KOMIJIEMEHTA LUTOTOKCHYHOCTb W anorntos.’*
[Ipenapar, paspaGoTtaHHblii s JiedeHHss  B-KJeTouHbIX
JUM(AaTHIECKHX OMyXoJeH, MPOIEMOHCTPUPOBAJ BBICOKYIO 3¢-
(heKTHBHOCTb TPH PA3IUUYHBIX ayTOATPECCHBHBIX 3a00J1€BAHUSIX
(uanonaruueckasi TpoMOOLMTOTIEHUUeCKasi myprypa, 6oJie3Hb
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Kpona, peBmaronnnblii aprput, AVIA), Bbi3biBas peMUcCHH B
50—80 % paree pesucTeHTHBIX ciydasx Gosesnn.” %12 Bospact
MalMeHTOoB, MOJyYaBLINX PUTYKCHMA0, BAPbHPOBAJ B OYEHb LIH-
POKHX Mpefiesiax, ' oiHaKo nojipoGHbIe COOOIIEHHUST 0 pe3yJibTaTax
tepanuu AVITA y sinit nozkusoro Bozpacra eiiHHUHBI.

HaunGosiee 4vacThlil pexxkum BBeAeHHS pPHUTyKCHMaba MpH
GoabLIMHCTBe 3a6oseBanuii — 375—500 mr/m? 4—6—8 pas
¢ HelesbHbIM uHTepBasiom.” ! Xors macca JumdouuToB, ¢
KOTOPO# B3aWMOJEHCTBYET Mpenapar MpH ayToarpecCUBHLIX
60JIe3HsIX, HECPaBHEHHO MeHbIlle, 4YeM TpPH  OMyXOJeBbIX
B-ksieTounbIX JUMQOpoandepaTHBHBIX Tpolieccax, HMeeTcs
JIMILIb eIMHUYHOE cooblieHne 06 3(pheKTHBHOM HCI0JIb30BAHHH
YMEHBILIEHHOH KypcoBoi#l 103bl putykcumaba npu AUTA.' Yuc-
J10 B-numdonntos neprudeprieckoi KpoBH yrke rocJsie nepBoro
BBEJICHHsI TpernapaTta pes3ko cHixkaercs. OHO HAauMHAET BOC-
CTaHABJIMBATLCS Yepe3 6 Mec. Mocjie OKOHYaHHsl JieueHH sl, BO3-
Bpallasch K HOpMaJAbHOMY YPOBHIO Mexkay 9-M i 12-m mecsiiem,
YTO YACTO COBIMAAET C PELUIMBOM remosiuza.’!6

Mer npuBoauM co6eTBeHHOE HAG/I0AEHHE TTPOAOJIKUTE b+
HOH peMHCCHHU Y OOJILHON 66 JIeT ¢ pe3UCTEHTHOH, HelpepbIBHO
peunansupyiomieit AMTA.

Bosbnas M., 66 siet, Habumonaercst B [HLL PAMH (Mocksa)
¢ okrsibps 1999 r. Jlnarno3 ayTOMMMyHHOH TFeMOJIHTHUECKOI
aHEMHH C TeTJIOBBIMH arryIIOTHHUHAMH yCTaHOBJIEH HA OCHOBAHHH
aHeMHH (reMoryo6uH — 53 /.1, SPUTPOLUTH — 2,3 X 10'2/),
petukynountoza (59 %o), MOJOKHUTENLHON TPAMOH NPOOHI
Kywm6ca (1:64 ), moBbIIeHHsT yPOBHS HEMPSMOTo GUINPYOHHA 10
45 MKMOJIL/J1, BbIZIeIeHHST TEMHOI MOUH C OTCYTCTBHEM FeMOCH -
JIepHHa.

B 1990 r. nepenecna MaCTIKTOMHUIO H JIydeBYIO T€parHio Mo
MOBOJly paKa JIeBOH MOJIOUHON »KeJjie3bl. Bo3MOXKHbIE MPUUHHDI
propuunoil AMTA Gbutn nckimouensl. [lepBoHavasbHO Mpuem
npeannzonona (B g03e 40— 100 mr/cyr) B Teuenue 3—4 Hen.
KyM1poBaJ MHOTOYHC/IEHHbBIE TeMOJIUTHUECKHE KpH3bl. Bo Bpemst
JleueHHst IeKOMIEHCHPOBAJIMCh CaxapHbli inabeT THia 2, rurnep-
TOHMUYECKasl 60JIe3Hb C HEJOCTAaTOUHOCTbIO KPOBOOOPALLIEHHS U
MPOrpeccHpoBaJio 0XKupenne. B ¢Bsidn ¢ 3TuM GblIM MOC/I€10Ba -
TesIbHO U 6€3 cTOHKOro 3hheKTa MpUMEeHEHbl Pa3JIMUHbIe BapH-
AHTbl aJIbTEPHATHBHON Teparui B COYETAHUH C MaJIbIMHU J103aMH
npennnzoona (40 mr/cyt): uukaodochamun B cymmapHoii 103e
3000 r, naaxsenus 600 mr/cyr, cnsenskromust (2000 r.), 3a-
TeM — a3aTHOIPHH, BUHKPUCTHH, iuMouutadepes. B dhespaie
2002 r. nonbiTKa NpoBeieHust TuMporuTadepe3a 0Ca0KHUIACH
TPOMOO030M TpaBOH TOAKIIOUMYHON BeHbl. BBenenue renapuna
1200 EJI/u B Teuenue 3 HeL. NpUBe/IO K JMKBUAALMK TpoMGa. B
nanbheitiem, ¢ 18.02.2002 r. 60/1bHOM MPOBOAKIIK TTOJIEPIKH -
BaIOILLyI0 Teparnuio BapdaprHoM B 103e 5 Mr/cyT, Tpom60-ACC
100 mr/cyt u dosmesoit kuenotoir. HectanaapTbie KopoTKue
Kypchbl Tepanuu npeanusononoM no 30 mMr 5—7 nHel Kaxuable
3 HeJl. CAEPKUBAJIH PA3BUTHE TSKEJIbIX FeMOJIMTHUECKUX KPH30B
OKOJI10 MOJIyrojia U He MPUBOJMJIN K BbIPA’KEHHOMY TOBbILIEHHIO
ypoBHsl caxapa KpoBH (8—12 mmosb/a1). TeMorso6uH ¢ Kosle-
Ganusamu 89— 112 r/n 1 petukynouutos 10 50 %o FOBOPHIIH O
MPOJ0JIKAIOIIEMCS] TEPMAHEHTHOM I'€MOJIM3€e, KOTOPBIH COMpo-
BOXK/IaJICS TIOBBILIEHHEM TeMIepaTypbl 10 37,5—38 °C.

B sauBape 2004 r. pasBepHysach 0Oojiee TsiKesasi, uem
BCerjia, KIMHHIecKast KapTHHA OCTPOro reMOJIMTHIECKOr0 KpU3a
CO CHIKEHHEeM TeMOro6uHa 10 31 1/, ¢ peTHKYJI0IHTO30M 10
200 %o, MOBLILLIEHHEM HETIPSIMOT0 GHIMPYOHHA 10 36 MKMOJIL/ 1,
sxopankoi 1o 38,5 °C. Hecmotpst Ha BBelieHUe MPeIHH30/I0HA
B 103e 1000 Mr/cyT BHYTPHBEHHO KameJbHO B TeueHue 3 AHei,
remMoJin3 He npekparuics. [losiBunack 6ojib B HHZKHHX KOHeU-
HocTsix. B roponckoit 6osibtuiie Ne 15 r. MockBbl, T71€ Jieunach
60JibHast, OblJ JMArHOCTHPOBAH TPOMOGO3 MOBEPXHOCTHBIX Oe-
JipeHHbIX BeH. [IpoBoau/Ioch Jeuenue nepeanBaHieM OTMBITBIX
SPUTPOLUTOB, LedobunoM, ppakchmnaprtom (1,2 ma/cyr).
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H. B. Lisetaesa u ap.

Jist nanbHefitero JsieueHusi 6osbHylo nepesesu B [HLL
PAMH. Ilpu nocrynnennu 16.02.04 cocrosiine kpaiine TsixKe-
qoe. Temneparypa tena 1o 40 °C. Koxka u BUIHMBIE CJIM3UCTBIE
060J104KH  GJIe/IHBIE, OTMEUAeTCsl JKeNTYLIHOCTb Cckaep. B
JIETKHX JIbIXaHHE 2KeCTKoe, XpuroB HeT. Hacrora apixanus 30 B
munyTy. Taxukapasi 1o 120 ya./mun. Tleuens nanbnuposanach
Ha 1—2 cm Hike peGepHolt ayru. B o6aactu noaKoKHbIX BeH
JIEBOI TOJIEHH U TIepejiHell OBEPXHOCTH Geflpa C MepexojioM Ha
TMEPEJIHIOI0 CTEHKY »KHBOTA Ha GOJILLIOM MPOTSKEHHH OTMeua-
JICh MOKpacHeHHe, YIJI0THEHHE | 60JIb 110 X0/1y BEH.

B k/MHHYeCKOM aHasu3e KPOBU: reMOryiobuH — 78 /i,
sputpotthl — 2,32 x 10'2/n, neitkouutsl — 21,6 x 10%/n,
TpoMGOLUTEL — 369 X 10%/n, petukysouutel — 190 %o.
B 6uoxumudeckom anammuse kposu: JIAIT — 1223 ENl/x, He-
npsMoil Guanpy6un — 38 MKMoJIb/J1, npsamas npoba Kymbca
nosnoxuresbHasi (1:68). Takke ObUTM MONOXKUTEJLHBI JIPyTHe
TECTbI, XapaKTePHU3YIOlIHe reMOJIN3: TIOBBIIIEH CPEIHNH YPOBEHD
KpeaTHHa B 3puTpoumTax 10 3,18 mr/u1 (Hopma 0,35—0,80 mr/n),
OTMeuasoch yxy/illieHHe lehopMUpyeMocTH 3puTpolinToB. Koary-
gorpamma: AHTB — 35 ¢ (nopma 32 ¢), pomGHHOBOe BpeMst 15 ¢
(nopma 14 c), anturpom6un [l — 104 %, peskoe sameieHue
Xlla-3aBucumoro ¢ubpuHom3a 10 85 MuH (HopMa 6— 12 muH),
caxap kposu 20—25 mMmoub/n. Teteposurothasi MyTauus reHa
MeTuseHTeTparuapodonarpenykrassl (red MTHFR) n uarnéuro-
pa aKTHBATOpa IMJa3MHHOreHa ycyrybusiia u 6e3 TOro BbICOKHI
TPOMOGOTeHHBIF PUCK, CBSI3aHHBIH KaK C BO3PACTOM, O2KHPEHHEM,
caxapHbIM IHa0eTOM, TaK U C aKTHBHBIM FeMOJIM30M.

Bbut yeranossien nuarios: AMTA ¢ HenosiHbIME TEMIOBBIMH
arrJIIOTHHUHAMH, Pe3UCTeHTHast popMa, reMOJIMTHIECKHH KPH3,
coctosiHue nociie crenskromun B 2000 r.; TpoM603 riryOOKHX
¥ MOBEPXHOCTHBIX BEH HHUKHUX KOHEUHOCTEH; TPOMO0IMOOJIHsI
MeJIKUX BETBEH JIerOuHOH apTepuu; MpaBOCTOPOHHSIST HHXKHE-
noneast nueBmMonusi, JIABC-cunipom; G6akreprasbHbIil Cercuc
(Staphylococcus aureus), BTopuunas B ,-neduuntnas anemusl;
runepronnveckast 6osie3nb 1l crajuu; JeKoMIEeHCHPOBAHHBI
caxapHblil iuaber Thna 2.

Hapacrana nbixaresibHasi HEOCTATOUHOCTb, B CBSI3H C YeEM
6oJibHast Oblia MepeBesieHa B OT/AEJEHHE peaHUMallMH Il MC-
KyCCTBEHHOH BEHTWJISILMM JierkuX. [IpoBomusach MaccuBHast
aHTHOaKTepuasibHast Tepanust (THEeHAM, MAKCHITHM, CyJIbIIePasoH,
BaHKOMHIIMH ), B CBSI3H C OOHAPY’KEHHEM B [0CEBAX U3 3€Ba H MOUH
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Candida albicans — mpotuBorpu6KOBasi Teparnus JUIIOKaHOM
1 opyHrasnom. [Tocsie oGHapyKeHHs B JIABAXKHOH KHIKOCTH TIPH
6ponxockonun JIHK Bupyca mpocroro reprmeca 1—2-ro Ttuna
(B mepucpepuueckort kposu TuTp IgG BHpyca mpocToro repreca
1—2-ro Tuma — 1:12 800) u 5 MHEBMOUKCT B MoJjie 3peHHs K
Tepanuu ObUIM Jo0OaBJeHbl BajTpeKe W Oucentos. Benenue
BHYTPHBEHHO MMMYyHOI1I00ysMHa (rabpuryioout 50 1) He MpuBesIo
K KyNMpOBaHHIO HM MH(EKIIMOHHOTO TpoLiecca, HU reMoJiuaa (re-
Mor1o6uH 70—57 1/.1). TTonbITKa JledeHnsi BUHKPUCTHHOM ObLa
npekpalleHa H3-3a ouepeanoro nigexHonHoro npotiecca. Kpar-
KOBPEMEHHOT0 yMeHblIIeHHs reMoJin3a (Ha 6—9 nHelt ) Tenepb yaa-
BaJIOCh JI0GUTBCST TOJBKO MyJIbC-Teparyeil MeTHTPeHH30J0HOM
(BCero mpoBeieHO 4 Kypca MyJibC-Tepaniu METHTPEIHH30IOHOM
1o 500 Mr BHyTPHBEHHO KarleJIbHO TOJPSIL 3 JHs C MepepbiBOM B
TeueHue 2—3 Henl.). Kaxblit pa3 BBeeHHEe KOPTHKOCTEPOMIOB
COMNPOBOXKAIOCH ObICTPO JeKOMIEH callMel caxapHoro aabeta
(noBbilieHHe caxapa KpoBH 10 20 MMOJIb/J), PELUAHBOM HHGEK-
umn 1 nosbitiennem AL KpyriiocyrouHoe BBejleHHe renapuHa no
1500 EJ1/u noaBoJmio nojuie pxkusath rurokoaryasiio (AUTB —
44 ¢, TITU — 76 %, Tpom6uHoBoe Bpemsi — 21 ¢). B cpsiau ¢
JIBC-cunapomoMm, a Takxke /s CHHYKEHHsT YPOBHSI ayTOaHTHTE/
NpoBesieHo 8 ceaHcoB niaamooomena. OGbeM ylajleHHOH M1a3Mbl
COCTaBHJI 6 JI C aJIeKBaTHBIM 3aMELIEHHEM CBEKE3aMOPOXKEHHON
nnazmoli 1 10% annGymutom. BosbHas naxomunach B OTj1e/1eHHH
peanumatuu 47 nueit, 29 us Hux npumensiiacs MBJI.

COBOKYIMHOCTb TTPOBOIMMBIX MEPOTPHUSITHI NPHBeJIa K Moc-
TENeHHOMY YJIy4LIEHHIO COCTOSTHUST GOJIbHOMH, CHU3HJIACh TeMITe-
patypa Tena jio cy6deOpuIbHbIX LH(P, CTAOUIN3UPOBAJICS Te-
Moryio6uH B nipeaesax 88—98 r/a, pertukyJ/ouuTo3 35—50 %o,
YMEHBILIUJICS JIEHKOLMTO3, HOPMAJIH30BaJICsl ypOBeHb caxapa B
kpoBH. [Ipyu KomnbloTepHOH TOMOrpaduu JIerknx yCTaHOBJIEHO
MoJIHOE pa3pelleHne MHeBMOHMH. [ToBTOpHBIE MOCEBBI KPOBH
crepu/ibHbl. CoXpaHsiiich OOLIHPHBIE TPOJIEXKHH Ha MSATKAX
KpecTlie.

Bckope remoJsin3 Hauas yCHJIMBATbCSl, CHOBA IMOSIBUJIACD
cyOeOpusibHasi TeMIiepatypa, M, He JIO’KHIAsiCh OYepeHOro
remoJsiutTHueckoro Kpusa, 20 u 27 mas 2004 r. nposesieHo Jie-
uenre Ma6repoii no 500 Mr BHyTPHBEHHO KareJbHO B T€UeHHE
6 u. [To60uHbIX 3¢hpekTOB Tepanuu Mabtepoii He 6bu10. Uepes
14 nueit B anasmMsax KpOBH KOHCTATHPOBAJIM TEHACHLHMIO K
MOBLILIEHHIO YPOBHs remMoro6nHa ¢ 98 1o 120 r/a. [Moanblii

MeTtunpep

a Ma6Tepa

. S . S
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Putykcumab npu ayTouMMYHHOW reMONMTUYECKON aHeMuei

3¢ ¢eKT nposiBusIcs B TeueHHe | Mec.: ypoBeHb reMoryo6uHa
noctur 153 r/a, SPUTPOLHUTHl — 5,28 X 10'2/.1, s1efKOLHTBl —
7,3 x 10°/n, Tpomboumtel — 393 x 10%/n1, petukynouute —
13 %o, naJjoukosiiepHple — 2 %, 6azopuan — 3 %, 303UHO-
bl — 2 %, nebitpoduabl — 17 %, aumdouutel — 67 %,
MoHOUMTH — 9 %, COD — 20 mm/u. YpoBeHb KpeaTHHa B
sputpountax — 0,56 mr/a (B Hopme 0,35—0,80 mr/n), yse-
JIMYUJIUCH paHee Pe3KO CHUKEHHbIe 1e(hoPMUPYEeMOCTb U (DUJIb-
TPYEMOCTb IPUTPOLIUTOB. DTH 110Ka3aTeJH BIIePBbIe 32 MHOTHE
rojibl BepHyJachk K Hopme. [Tocsie BBeneHnss Mabrepol ieduuura
TyMOpaJIbHOr0 HMMYHHTETA, O1I€HHBAEMOT0 MOHUTOPUPOBAHHEM
ummyHorso6ynuHoB G, A u M, He otmeuasiocs (puc. 1). B cbiBo-
pOTKE KPOBH yPOBEHb HMMYHOTJIOOYJIMHOB TpeX KJaccoB 3a Te-
puof HabJtofieHus ocse BBeaeHus: MaOTepbl Beeryia ocTaBalscs
B npefesax HopMel (1gG, 1gA n IgM cocraBuu 169 £ 84,6,

MabTepa

169 + 84,67 1 92,9 + 46,4 ME/MJ1 COOTBETCTBEHHO ), TOT/IA KaK
JI0 9TOTO HECKOJIBKO pa3 0TMevasi HU3KKe mokasaresu [gM.

O6patano Ha ce6s1 BHUMaHHE TO, YTO B TMepH(epuuecKoit
kpoBu CD20+ B-1uMQouuTs TepecTau onpeieasiThest K KOHLY
HeJle/IH 10C/1e NIepPBOro BBe/IeHHst putykcumata. Takoit peaysibrar
060CHOBAJI YKOPOUEHHE MPOJOJKUTEILHOCTH Kypca JieueHHst
Ma6repoii 1o 2 Hent. Uepes 7 Mec. ypoBeHb B-KJieToK rocrereH-
1O MoBBIcHICs 10 3 % (06.12.04), a satem — 10 13 %.

Hu kIMHHYeCKHX, HHM J1a60paTOPHBIX TMPU3HAKOB TeMO-
Jm3a 3a 7 mec. HabJsioneHus (¢ uioHs no aekabpb 2004 T.) He
oT™Meuasoch: remorsiobun — 1454 + 3,3 r/a, HempsMoH
GuMMpyorH — 8 % 1,7 MKMOJIb/JI, KpeaTHH B 9PUTPOLIUTAX —
0,552 % 0,038 mr/a1, petukyaouutsl — 11 +2.9 %o.

Tosbko uepes 9 mec. (B despase 2005 r.) BHOBb Obli
o6HapyxeH peTuky101nTo3 10 30 %o NpU HOPMATLHOM YPOB-
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BpeMﬂ, npouwejuee C Ha4dalla ne4yeHuA, mec.

Puc. 2. [luHamurka nokasaTenen peTUKynoumnToB U CPeQHEro CoaepXaHna KpeatuHa B 3puTpoumTax, nocne NnoBTOPHOro Kypca BBEAEHUs puTykcumata, npea-

YNpexaatoLLero peumnars remMmonmaa

www.medprint.ru

203



H. B. Lisetaesa u ap.

He remorsiobuna (132 r/n), yBennuenne Tskesof (pakiuy
SPUTPOLIMTOR cHavana 10 7,8 % (nopma 0,3 + 0,3 %), a satem
10 16,8 %, a Takke MoBbllIeHNe yPOBHsI KpeaTHHa B 3PHTPO-
UTax 70 2 HOPM, CBHIETEJNBbCTBYIOIIEE 00 «OMOJIOKEHHH»
LHPKYJIHPYIOLIHX PUTPOLUTOB. DTO 1410 OCHOBAHHE OBTOPHTD
BBejleHre MaGTepbl B repBoHAYaIbHOM peXxHMe H MOBTOPHO
noouteest pemucenn AUTA npoposnkuTenbHocTbio 8 Mec. Jlu-
HaMMKa [0Ka3areJsieil PeTHKYJIOUUTOB U CPEJHEr0 COJlePaKaHHS
KpeaTHHa B 9PUTPOLIMTAX TTOC/IE TOBTOPHOTO Kypca PUTYKCHMA-
6a, NpeIynpekIaoero peluIuB reMoJIn3a, npejicTaBieHa Ha
puc. 2, e TpocJIeyKUBaeTCs MJIaBHOE BOCCTaHOBJIEHHE 0GOUX
paHee TIOBBILIEHHBIX TIOKa3aTeJsel 10 HOPMBI.

B nocnenyioniem GblJI0 MPOBEAEHO €llle JIBA aHAJOTHUHBIX
Kypca nedenuss Maotepoit (mo 500 mr B 1-#i u 8-# muu) ¢
MHTEPBAJOM B HECKOJBKO MECSIEB M KaxKIblil pa3 yaaBasoch
JI0OMBATBCS MPEPLIBAHUS HAYHHAIOLIETOCS PELMIMBA TEeMOJIH3A.
Ha cerogusiiinuil JeHb cocTostHre 00JbHON cTaOUIbHO, 001Iast
npozo/KuTebHoCTh pemuccun AMTA cocrasiisier 56 mec.

3aBepliast aHa/IM3 JJAHHOTO HAGJIIO/ICHHS], TTOIUePKHEM, UTO
TaKOH yCIeX Teparnuu PUTYKCHMaOoM He cjyyaeH. B mMupoBoi
npakTuke Ma6Tepoii yCrelHo MpoJieueHbl COTHH MaleHTOB ¢
ayToarpecCUBHbIMU GOJIE3HSAMH, CPEIH KOTOPBIX PE3UCTEHTHOH
AWTA npuHaiiexkUT 0THOCHTENbHO CKPOMHOE MecTo. OpHako
Halll onbIT JeueHust GosbHbix AWTA octatodeH Jyist NoHUMaHHs!
Ba)kKHelllIel poJi JaHHOTO Mpenapara. B Hammx HaboaeHUsX
npumenenrne MaOTepbl U3MEHUJIO MECCHMUCTHUECKHIT POTHO3
y 8 u3 10 6osbHbIX. Cpeyt HUX 0COOBIN HHTEpeC MPeJCTaBASAIOT
pesyJsibTaThl JeueHust 6osbHOH P. 70 j1et, y KoTopoil putykcumad
ObUI HCIOJIb30BAH Cpagy rocJie 6e3ycrielliHoro B TeueHue 2 Mec.
JIeUeHHs1 TIPETHU30JI0HOM, BBI3BABILIETO TSXKEJIbIE OCJIOXKHEHHUS
B BHJIC CTEHOKAP/HH HAIpPSKEHUsI, OCTEOTIOopo3a C MepeoMoM
JIBYX T'PY/IHBIX TO3BOHKOB M ACTEHOHEBPOTHUECKON peakluu. ¥
9TON OOJILHOH SIBHBIH OTBET HA JieueHHe PUTYKCHMAGOM Obli
HECKOJILKO OTCPOUEH, HO, OTUETJIUBO MPOSIBUBLLINCE JIHLIb Yepe3
1,5 mec., coxpansiicsi B TeueHue 4 mec. 6e3 NojyiepKUBatoLLei
tepanuu. Takum o6pa3om, mpUMeHeHHe pUTyKcHMaba y 60JIbHOH
¢ pesuctentHol popmoit AUTA npusesio K croiikomy npekpa-
LIeHHI0 remMoJin3a 6e3 Kakoi Obl TO HU ObIO MOJIEp2KUBAtOLLEH
Tepanuu U no60uHbIX 3(PHeKTOoB.

BBenenue putykcnmaba BbI3bIBAeT HCTOIEHHE ITyJia
B-k/1eToK, HO YacToTa HH(EKIIMOHHBIX OCI0XKHEHUH He MPEeBbI-
1aeT OXKUAAEMYIO /715 AaHHOH MOMyJIs1Hd 60/bHBIX. [To TaHHBIM
JIUTEPATYPBI, 4aCTOTa HHPEKIMOHHDBIX OCJI0KHEHHI COCTABIISIET
npumepHo 16 %.° Kak mpaBuso, 370 GaHa/bHbIE HETsKeble
HH(EKIHOHHbIE 3a60JIeBaHusI, KOTOPble ObICTPO KYMHPYIOTCS C
MOMOLIIBI0 aHTHOAKTEPHAJIbLHON Teparuu. [IpoTHBoNOKa3aHueM
JUIsi Ha3HAYeHUs] PUTYKcHMaba siBJIieTCsl BUPYCHBIH renatut B
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U HocuTeJbeTBO HBs-aHTHreHa, mockoJibKy OMMCaHbl CJlydyau
pas3BuTHSl PyJbMUHAHTHBIX (opM rematuta B nocse Jseuenus
PUTYKCHMa60M TUMQOTponudepaTHBHBIX 3a60eBaHUI Y HOCH-
tesieil HBs-anturena. Tem He MeHee BblCKa3blBaeTCsl MHEHHeE,
4TO 3TOT BOINPOC TpeOyeT TLATEJbHOTO aHa/M3a U COMOCTaBJIe -
HUST BO3MOXHbBIX pUCKOB. 7

[IpuBeaeHHBIE  C/lydad  MO3BOJSIIOT  BBICOKO — OLIEHHTb
[IePCIEeKTUBY BHEAPEHHs PUTYKCUMaOa B [ePOHTOJIOTHUYECKYIO
[PAKTUKY, [[e UIMTEeJIbHble KypCbl IVIIOKOKOPTHKOMIOB He
JKeJIaTeJIbHbL, a CIVIEHSKTOMUS SABJISIeTCSl KpakiHell Mepor u3-3a
BbICOKOH CTeIeHH XUPYPrHuYeCKOro pHCKa M aCIIEHHMYeCKHUX
TUI1ePTPOMOOLIUTO30B.
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CbE3Abl, KOH®OEPEHLUN,
CMMIMO3NY MbI

Martepuasibl 35-r10 €XKeroJHOTO

KoHrpecca EBponefickoro obliectna 1no
TpaHCIJIaHTalUKMH KOCTHOrO Mo3ra — EBMT
(Iere6opr, mapT — anpeJsb 2009 .)

looeomosura K. H. Meakosa

ExxerogHo B EBpone BhinonHsaeTca okono 10 000 annoreHHbIX TpaHcniaH-
Tauui remonoaTnyYeckmx cTBonoBbix kneTok (TICK), nonoBmHa 13 KOTO-
PbIX HEPOACTBEHHbIE, 1 0KOono 16 000 aytonornyHbix TTCK. B CesepHon
AMepuKe KONM4ecTBO TpaHCMnIaHTauun coctasnseT cootseTcTeeHHo 7000
1n 10 000 B rog. C 29 mapta no 01 anpena 2009 r. B r. [eTe6opre (LLIBeuus)
npoxoamn 35-n exerogHbln KOHrpecc EBponerckoro obLyecTsa rno TpaHe-
nnaHTaumm KoctHoro mosra (EBMT), B paboTte kOTOpOro yyacrtsoBanu
npepcrasuTeny 527 ueHTpoB U3 57 cTpaH.

Hay4yHas nporpamma KOHrpecca Bkrtodana npoBefeHue CUMMNO3NyMOB,
obpasoBaTeribHbIX CecCUr U padboymx COBELLAHUI, MOCBSLLEHHbIX Creum-
uyecknm npobnemam TICK, oTaenbsHO 06Cy>Xpannck BONPOChl Nokasa-
HWI K TpaHcnnaHTaumm u pesynstaTbl HayYHbIX UCCMedoBaHUM, nexalmx
B OCHOBE MPUHATUSA PEeLLUeHU npu nNpoBefeHun TpaHcnnaHtaumn. MHoro
BHUMaHWA 6b110 yaeneHo BonpocamM natouanonorum 1 KIMHUKN XpOoHW-
yeckon PTIIX (peakuus «TpaHcniaHTaT NpoTMB X03AuHa»), npobremam
TpaHcnnaHTaumm B negmnaTpum.

He nmest BO3MOXHOCTM CKOSIbKO-HUOYAb NOSIHO OCBETUTL B KOPOTKOM 06-
30pe BCIO HAy4HYI0 M KIIMHWMYECKYIO MH(bOopMaLMIO, NpeacTaBieHHYo Ha
KOHrpecce, OCTaHOBMMCS Ha HOBbIX CBEOEHUSX MO BOMPOCaM MCMONb30-
BaHus meTtoga TICK npu Hambonee pacnpoCTpaHeHHbIX remobnacto3ax
B3pOC/IbIX.

TPAHCIIJIAHTALIMIST TEMOTTIO9TUYECKHMX
CTBOJIOBDBIX KJIETOK ITPU OCTPbLIX JIEMKO3AX

B wmarepuanax 35-ro exerogHoro koH- (ammo-TI'CK). Takum o6pasom, ceroausi KypcoB HHAYKLHOHHOH XHMHOTEpANuH

rpecca EBMT, nocBsilleHHbIX JieUEHHIO
octpbix Jeiko3oB (OJI), unrepec npea-
CTaBJIsIeT  HECKOJNBKO — OTpeae/eHHBIX
M0JIOZKEHHUI.

PaciumnpeHnne noka3aHuii K annoreHHon
TpaHcnnaHTaynu B nporpamme ﬂBpBUﬁ
Jnintnn Tepannn OMJT

Ha 34-m xourpecce EBMT B
2008 1. O6bI0 YOEAUTENBHO TMOKAa3aHo,
4TO GOJIbHBIE OCTPBIM MHEN0OJACTHBIM
qerikozoM (OMJI) 13 rpynmbl BBICOKOTO
pHCKa MO JAaHHBIM [HUTOT€HETHYECKOTO
UCCIEN0BAHUS  MMEIOT  JIydlllhe — OT-
JlaJieHHble Pe3yJibTaTbl, €CJM B MePBOH
pemuccHid 3a6osieBaHusl UM Oblia BbINOJ -
HeHa TpaHcrantauus asioreHHbix [CK

anarno3d OMJI BeIcOKOro LIUTOreHeTHYe-
CKOTO PHCKA SIBJISIETCS MOKa3aHHEM K T0-
HCKY JIOHOpA U MPOBECHHUIO aJIJIOT€HHON
TPaHCIJIAHTALHH.

B stom romy Ha 35-M KoHrpecce
EBMT npexcrapjenbl  MaTepualbl 0
11eJ1ecO0OPa3HOCTH  BBIMOJHEHHS  aJllo-
TI'CK B kKauecTBe KOHCOIUAALMH MEPBOK
pemucenn Takke npu OMJI mpomexy-
TOYHOTO IIUTOMeHETHUECKOTO pHCKA, a

B HEKOTOPBIX CJIydassx — M OOJbHBIM 13
TPYNMbl  HU3KOTO  LUTOTEHETHYECKOTO
pHcKa.

Hanpumep, sinoHckasi rpynma uc-
cJieioBaTesiell poJeMOHCTPUPOBAIA pe-
gyJsibtaThl Jiedenus: 2027 6obHbIX OMJI,
JIOCTHT'LIUX MePBOH pemuccru rnoce 1 —2

(XT). ¥ 1527 6Gousbhbix XT Gblia mpo-
nosekera, a 500 GOJIbHBIM BBINOJIHEHA
amno-TICK. B GoJblIMHCTBE c/yvyaeB
(75 %) amno-TI'CK nposonusach nocie
MHes10a6JIaTHBHOTO KOHJMLIMOHHPO-
Banus, a y 25 % GoJbHLIX — TocJe
pelyllMPOBAHHON HHTEHCHUBHOCTH KOH-
quunonnposannst (PUK). Tpancnanrat
yate nodydaid ot HLA-coBmecTumoro
nonopa — poactsennoro (44 %) win
nepozncrsennoro (36 %). Tpancriaurar,
nosydernbii o1 HLA He mnoJHOCTbIO
COBMECTHMOTO  POJICTBEHHOTO JIOHOpA,
Obl/ HCTIOMb30BAH TOJLKO Yy 8 Y% 60JIb-
ubix. Eme B 13 % caydaes B KauecTse
ncrounnka ['CK pana  Tpancmiantaumu
MCnoJb30Ba/u myrnoBuHHyto Kposb (ITK).
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Yacrora peuwmiBa OMJI B TeueHne
3 JieT 6blJIa 3HAUMTENBHO BBIIIE B TPyTIE
00J1bHBIX, ToJydyaBLIKMX Tosbko XT, Mo
CPaBHEHHIO C TMallMeHTaMH, KOTOPHIM
6bli1a poseeHa anno-TI'CK, peunansbl
BO3HHUKJIH y 65 % GOJIbHDIX, noJy4aBLInX
XT, uy 21 % nepeneciiux TpaHcIianTa-
uuto (p < 0,0001). Dra 3akoHOMEPHOCTD
MPOC/IEKUBANACH B TPyMnax GOJbHBIX C
Pa3JIMYHbIM [IUTOT€HETHIECKHM DPHCKOM.
B rpynne nauuentos ¢ amio-TI'CK, ne-
cMOTpsi Ha 6oJiee BBICOKYIO JIETANIbHOCTD
BHe CBfI3H ¢ peuuansoM (23 vs 5 %),
CYLIECTBEHHO Jiydllle Oblla Kak 3-JIeTHsIs
BbDKMBAeMOCTh 0e3 peuyauBa (62 os
33 %), Tak ¥ o6las BLIKHBAEMOCTD
(OB) (67 vs 57 %) (p < 0,0001). ITpu uc-
M0JIb30BaHUK MHOTO(AKTOPHOTO aHaJIk3a
Obl10 NokagaHo, uto anno-TI'CK B nep-
BOH peMMCCHM yJyyliaeT obugyto 1 6e3-
PELMIMBHYIO BEKMBAEMOCTD HE TOJBKO B
rpynre 6oabHbIx OMJI BBICOKOTO pHicKa,
HO W B TPyMIe MPOMEKYyTOYHOTO pHCKa
(p <0,0001), B T.u.y naneHToB crapiie
50 sier. ABTOpPBI paGOThI CUMTAIOT, YTO B
Hacrosiiee Bpems anno-TI'CK no npasy
MOXKET CHUMTATbLCS HaUJIydlllell cTpaTerue
MOCTPEMUCCHOHHON Teparuy MalueHToB
¢ OMJI npome:KyTOuHOTO pUCKa.

Jlpyro#i uccsenoBaresibCKoi rpynmno
MpEICTaBJEHbl  PE3yJNbTaThl  JICUCHHS
60J1bHBIX OMJI TpOMEXKyTOUHOTO pUCKa B
nepBo# pemucchn, y 30 U3 KOTOPBIX Obla
BeinosiHenaano- TT CK. Tpancnnanranys
NpoBOAKIACL OT POACTBeHHOro (43 %) u
HepojcTBeHHoro (57 %) JOHOPOB nocJe
MHe10a6JIaTHBHONTTOArOTOBKU GYCYJib(a-
HoM u uukaodocdanom (40 %) um PUK
daynapabunom u meadananom (60 %).
[pyrimy KoHTpoJisi cocTaBUIN 19 60MBHBIX,
He MMEBIIUX JIOHOpPA WJIM OTKa3aBILHXCS
or amo-TICK u nponomxusimmx XT.
JletasmbHOCTb, CBsI3aHHAs C JI€UEHHEM,
B rpynnax amno-TI'CK u XT cocrasuna
16 u 11 %, a yactora peunausa — 10 u
53 % coorsetcTBeHHo. [TporHosupyemast
3-setHsast  obwasi W Ge3peuuiMBHAs
BblXKMBaeMocTh nocse amno-TI'CK co-
crapun 84 u 60 %, a B rpynne XT — 40
1 31 % cooTBeTcTBeHHO. TakUM o0pasom,
aHa/JM3 pe3yJbTaToB JeUeHHsT GOJBHBIX
OMJI npoMeKyTOUHOTO pUCKa B MEPBOH
PEMHCCHH C HCMOIB30BAHUEM TIPOTPAMM,
BrJouaBinx Tosibko XT nan anno-TICK,
nokasas, 4To TPH CPaBHUMOM YpOBHE
JIETAJIbHOCTH, CBSI3aHHOH C JleueHHeM
(p = 0,69), Bbmosnenue asno-TICK
3HAUUTEJIBHO YyJIyuliaeT Ge3peLyIiBHYIO
BbiKMBaeMocTh (p = 0,001 ) u ymeHblIaeT
yacrory petuausa (p = 0,002). Mmeercs
TaK:Ke TeHaeHuus yaydiennss OB B rpyn-
ne ao-TICK (p = 0,10).

Kak usBecTHoO, pe3y/bTaThl LUTOTE-
HETHUECKOT0 UCCIEI0BAHNS TIPH YCTAHOB-
JICHUH JI1arHO3a BO MHOTOM OTPEJeNISIIoT
MPOTHO3 M TAKTUKY JieYeHHs] OOJIbHOTrO
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OMJI. Oxomso 50 % Goababix OMJI nme-
IOT HOPMaJIbHBIH KaPUOTHT M OTHOCSTCS
K KaTeropuu MPOMEXKyTOUHOTO pHCKa.
JlonosinuTebHOEe 0OC/ae[0BaHUE, BbISIB-
JISIOLIEE Y HEKOTOPBIX U3 ITHX MALUEHTOB
MOJIEKYJIsIpHbIE  JIe(DEKTbI, T0KAa3bIBaeT,
4TO rpymnna OGOJbHBIX MPOMEKYTOUHOTO
pUCKa 0YeHb reTepOreHHa, YTo MO3BOJSET
BBIIEJUTD MOATPYIIbl MallMeHTOB, Tpe-
6YIOLIMX PA3IUYHON TIOCTPEMHCCHOHHOM
Tepanuu. Hanmpumep, y 6ombHbix OMJ]
C HOpPMaJbHBIM KapHOTHUTIOM, HMEIOIINX
myTtaiu reios NPM [ u CEBPA, nporuos
CXOJICH C TAKOBBLIM Y MallHeHTOB HU3KOTO
LIUTOrEHETHYECKOTrO0 PUCKA, T03TOMY OHH
He MMEKT SIBHBIX [OKA3aHWH K aJuio-
TI'CK B panHeii dase 3aboseBanusi. Ha-
MPOTUB, OOHApY:KEHHE OMpeeSeHHOTro
Hapyuienus rena FLT3 (internal-tandem
duplication — ITD) accounupyercsi ¢ Bbi-
COKHUM pucKoM peuranBa OMJI u moxer
6bITh OCHOBAHHEM K paHHEMY (B MepBOH
pemuccun) ucnosb3oBanuto anno-TICK
B TIporpamMme JiedeHHs OOJBHOTO, XOTs
noka apexrurocts aso-TICK B s10i
rpyrire naideHToB YeTKO He JIOKA3aHa.

JlonosiHUTeIbHbIE KJIHHUYECKH
3HAUMMble MyTalldd BBIABJEHBI W Y
MaleHTOB U3 TPYIITbl HH3KOTO LIUTOTeHE -
THYecKoro pucka. Hampumep, nsBectHo,
uto y !/, GobHbix OMJT ¢ £(8;21) min
inv(16) BosuukaiT peuuanBbl. He-
JIaBHO OOGHApy»KEeHO, UTO MyTallksi reHa
c-kit accouMupyeTest ¢ BICOKUM PHCKOM
peruaMBa y 60JIbHBIX 3TOH rpymrbl. B Ha-
CTosllllee BPEMsl OTKPBIBAETCS MPOTOKOJ
MHTEHCH(DUKALIUY TepaATTHK MePBOH JTHHHUH
60bHLIX OMJI  HM3KOTO 1IUTOT€HETH-
YeCcKOro pHCKa, HO ¢ Myrauued c-kit.
[IpoTokos BKJIOYAET — MCMOJIb3OBAHHE
anno-TI'CK B nepBoit pemucenn.

B kauectBe WiIIOCTpALMKU BJIMSIHUS
MyTal{il HEKOTOPbIX T'€HOB Ha HCXO[
tepanud OMJI rpynna Bpaueit u3 He-
MaHW| TpeJICTaBUIa Pe3yJbTaThl CBOETo
nccnenoanusd. ¥ 181 6osmbHoro OMJI
MPOMEXKYTOUHOTO M BBICOKOTO LIUTOTEHE-
THYECKOTO pPUCKa rocse | —2 KypcoB HH-
JYKIHH PEMUCCHH U KOHCOJTMAIINH BBICO-
KHMHM I03aMH LIMTO3apa B 3aBUCHMOCTH OT
HAJMYMS UM OTCYTCTBHS JIOHOPA BBIMOJ-
Hss 60 anno-TICK, nubo ayrosoruy-
Hyto TpaHncriiantauuto (ayro-TI'CK). Tlo
pe3yJibTaTaM [IUTOreHETHUECKOTO H MOJIe -
KyJIsipHOTO 0GC/Ie/IoBaHus (OrpeiesieHne
renotuna NPM1/FLT3-ITD) nauuenTon
paszesinsv Ha TpU rpynmsl: 1) rpynmna mpo-
MEeXKyTOUHOTO 1IMTOr€HEeTHUECKOTO pHCKa
¢ 6J1aronpUsATHBIM TeHOTHIIOM (HMeroTCS
mytauud  NPM, cootHowenue FLT3/
ITD < 0,3), Bcero 36 60JIbHBIX; 2) rpynmna
MPOMEXKYTOUHOIO  LUTOTEHETHUECKOTO
pucka ¢ HeGJaronpUsiTHHIM T€HOTHIIOM
(myTauun NPM oTcyTCTBYIOT /WM COOT-
nowenue [TD/FLT3 > 0,3), B 51y rpynny
Botes 81 6o/bHOM; 3) rpyra BEICOKOTo

LIUTOT€HETHYECKOr0 PUCKA, K KOTOPOH OT-
HeceHbl 32 6oJibHbIX. OB B Teuenue 5 yiet
cocTaBuJia B Tpex rpynnax 63 + 9,29+ 5
u7+5 % coorerctBento (p < 0,001).
[Ipornosupyemass OB B Teuenue 5 Jjet y
MalyeHToB MepBOH IPYMIbl MOCAe ayTo-
TI'CK u amno-TI'CK 6bn cpaBHUMBI
(77 £ 12 %), Torna Kak BLKHBAEMOCTD
GOJIbHBIX 2-f U 3-i1 TPy, MOJyYHBLINX
anno-TI'CK B nepsoit pemuccnu, 3Haum-
TEJILHO BbILIE, YeM IPH JAPYTHX BapUAHTAX
gedenust (p = 0,019). Ona cocraBuia
58 + 10 % 1o cpaBuenuio ¢ 22 +6 % npu
JedeHun 6e3 TpaHCIMJIaHTAlUH. ABTOPHI
3aKJII04aloT, YTO BhinoJHenue aio-TT'CK
B TMEPBOH PEMHMCCHM YJydlllaeT MPOTHO3
y 60sbHBIX OMJI BBICOKOTO 1LMTOrEHE-
THYECKOTO PHCKAa M MPOMEKYTOUHOTO
LMTOreHEeTHYECKOro pHcKa ¢ HebJsaro-
MPUSITHBIM TE€HOTHUIIOM, M CUMTAIOT He-
06XOMMOH MOJIMTHKY aKTUBHOTO MMOMCKA
aJIbTePHATHBHBIX JIOHOPOB It GOJIbHBIX
STUX IPYIIIL.

Bo3spacranne ponn TICK u3
aJlbTEPHATUBHbIX HCTOYHUKOB

B cBsisn ¢ orpaHuueHHOCTbIO Te-
paneBTHUeCKHX Bo3MoxKHOCTeH XT
ayto-TI'CK, a Taxkke c pacimpennem
nokazauuii k amno-TI'CK npu Jsedenun
OMJI BosHuKaeT Borpoc o nopdope J10-
HOpa /I TpaHCIIaHTaluu. [locKosbKy
HLA-vieHTHUHBII POJICTBEHHBIH JIOHOP
MMeeTCsl TOJIbKO Y HeGOJIbIIOH YacTH mna-
uenToB, Hyxxaatoiuxcst B anno-TICK,
BO3pacTaeT poJib TpaHCIVIAHTALUH C
MCTIO/Mb30BAHHEM  aJIbTEPHATHBHBIX HC-
tTounnkoB ['CK: k/JeToK KocTHOro mMosra
(KM) oT HepoacTBEHHBIX JOHOPOB H
CTBOJIOBBIX ~ KJIETOK — MepudepruecKoil
kposu (CKIIK), nynoBuHHOI KpoBH
(I'TK), ranyiouieHTHYHBIX TOHOPOB.

BaxHocTb HLA-coBmecTuMOCTH
MpU  HEPOJACTBEHHBIX  Mepecajkax |
ee BJMsAHHME Ha Hcxon JeueHus OMJI
MPOJEMOHCTPUPOBAM HTaNbsIHCKHE HC-
ciefioBaTesid.  AHanusupyemasl  rpymna
BK/II0vYaa 60 mauneHToB, 24 U3 KOTOPBIX
HaXOJUJHUCh B EPBOH PEMUCCHH, 8 — BO
BTOpOH 1 28 — B 6osiee MPOABHHYTHIX
thazax Gosieanu. B l-to rpynmy Bolwio
23 GOJILHBIX C MOJIHOCTbIO COBMECTHMbIM
noHopom (10/10 auTurenos), Bo 2-10
rpynny — 37 mNalMeHTOB, WMEeBLINX
HECOBMECTHMOCTb C JOHOpoM Mo |—3
anturenam. [ Ipu mpoenennu anno-TICK
B TIEPBOH PEMHCCHH TMOCTTPAHCIIAHTA-
[IMOHHAs JIETaJbHOCTh B TEUEHHE Toja
cocrasusia B 1-ii v 2-i1 rpynnax 7 u 30 %
COOTBETCTBEHHO, 4YacTOTa pelWIdBa B
teuenue 4 et — O u 14 % u 4-netHsist
OB — 92 u 60 % COOTBETCTBEHHO.
[1pu BoimosiHenunu asio-TI'CK Ha Gosiee
npoaBUHYTHIX cTamusax OMJI B 1-ii u 2-ii
rpynnax MoCTTpaHCMIaHTAMOHHAS Jie-
TalbHOCTh cocTaBuaa 45 n 46 %, yactora
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peurauBa — 14 u 77 %, OB B TeueHune
4 ner — 52 u 10 % COOTBETCTBEHHO.
Takum o6Gpasom, TIp¥ COBMECTHMOCTH
noHopa n peuunuenta (10/10) pesysb-
TaTbl MUeN0abJATUBHON HEPOACTBEHHON
tpancryantauun npu OMJI okasannco
yCHElHbIMU TIPU MPOBEJIEHHH ee KaK B
NepBOH peMHUCCHH, TaK M Ha OoJiee Mpo-
JIBUHYTOH cTaiuu OoJie3HH. DTO TaKxKe
SIBJISIETCS CBHIETEJBCTBOM TOr0, UTO, IO
BCeH BepOSITHOCTH, MPH HEPOJACTBEHHBIX
nepecajakax 3(pdeKT «TpaHCMIaHTaT Mpo-
THB JIelK0o3a» He CBsI3aH HEMOCPEJICTBEH-
HO ¢ yBesinuenueM yactotsl PTIIX.

B omnom u3 uccaenoBanui, BKJIIO-
yuBilleM 76 TNalMeHTOB B BO3pacre
50 Jsiet u Gosiee, ObWIO MOKA3aHO, UTO
y 6osbHbix OMJI crapuiero Bospacta,
T. €. B CHUTyallUsiX, KOIJa POACTBEHHbIH
HLA-uaeHTHYHBIH CHOJHHT MOXKET OKa-
3aThCs1 OYEHb MOKUJIBbIM, TIPH POBEICHUH
anno-TI'CK  wucrosib3oBanie MOJIOI0TO
nepoactBennoro HLA-uaenTHuHoro o-
HOpa JaeT, Mo KpauHen Mepe, He Xy/une
pe3yJbTaThl.

Ponb anno-TICK B ne4eHnn ocTporo
numgbobnactHoro neiikosa (0J11)
Muenust 06 ucnogbsosanun TICK
npu Jeuennn OJIJI, mpencraBieHHbIE
Ha KOH(EepEeHILIMH, MOYKHO CyMMHPOBATh
CJIENlyIOIIAM 00Pa3oM.
Anno-TI'CK ocraercst eJMHCTBEHHBIM
CIoCOOOM H3J/1eUeHHsT MHOTHX [TaLIUEHTOB C
OJ1JI, mo pesyssrataM MHOrO(haKTOPHOTO
aHaju3a BbIMOJHEHUe TpaHCIIAHTALUN
M0 COBPEMEHHBbIM MeTomuKaMm (rocuie
2004 r.) ABHJOCH ONPENENSIOUIUM J1JIsT
yayuiienust OB B3pocsibIX  GOJIbHBIX
OJIJI. [Taumentam ¢ OJIJI rpynmbl Bbico-
KOTO PHCKA Ha MOMEHT JIHarHo3a, a Takke
MeJIEHHO OTBEYAIOIIMM Ha CTaHAAPTHYIO
MHIYKIHOHHYIO Teparuio Wk HMEBLIHM
peurauB B OOJILIIMHCTBE  LIEHTPOB
nyiaHupyoT  nposeseHne  amno-TICK.
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[Ipu OTCYTCTBHHM POJCTBEHHOrO COBMeE-
CTUMOTO JIOHOpPA JIOJPKHA BbINOJHATHCS
HepOJCTBEHHAsl — Mepecajika, TJIaBHbIM
obpagom, 1ocje  MHes0abJaTUBHOIO
KOHJIMIIMOHUPOBAHMSI, TPEUMYIIIECTBEHHO
BKJIIOYAIOIIETO TOTalbHOE —TepareBTH-
yeckoe obuydenue. Craryc Gosie3HH Ha
MOMEHT TpaHCIJIAHTALMK W Pa3BUTHE
xponudecko#t PTIIX — ruiaBHble dakro-
pbl, OMpeJeJIsiiolle BEPOSTHOCTb Pelu-
nuBa nocse amio-TI'CK. PopcrBenunas
1 HEpPOJACTBEHHAsl TpAHCIIAHTALMH B
nepBoi pemuccun OJ1JI UMel0T cxonHble
OTJAJIeHHbIE pe3yJbTaThl, B T. 4. TIPH
Ph+ OJIJI. Mmatuau6 pekoMeHIyloT
ncrnonbsoBath npu Ph+ OJIJT kak 1o
anno-TI'CK, tak u mocse nee. [Tokasano,
YTO TIpernapaT Xopollo MepeHOCHTCS U He
YBEJIMUUBAET JIETAJIbHOCTH, CBSI3aHHOU C
tpancruiantaupeit. Anio-TICK — meton
Teparuu, NOTEeHIHAIbHO H3JIeUMBAIOLINH
OJIJI B3pocsbix — 3aboJjieBaHue, TIPU
KOTOPOM  Jpyrde  Croco6bl  JieUeHUst
MMEIOT MHHUMAJbHBIH 1IAHC HA TMOJHbBINA
yenex. Amno-TI'CK no/pkHa watie we-
nosib3oBaThest B meproit pemucenn OJIJ],
4eM TIPUMEHSIACh B TeYeHHE TOCIEIHNX
20 ner.

Hepoctato4nas TpaHcnnaHTaynoHHas
aKTMBHOCTb npH nevernn 0J1

[To mHeHHl0 paboyell rpymbl MO
OJI (Acute Leukaemia Working Party of
EBMT), B HacTosiliee BpeMsl IOHOp YIS
TPaAHCTINAHTALMM MOXKET ObITh MoaoGpaH
BceM OostbHBIM OJ], HMEIoIMM MoKa3aHust
k aano-TI'CK. Tem ne menee Tpancnianra-
11151 BBITIOJTHSICTCST HE BCEM HY KIAIOLIUMCS].
Bbij10 n1poBe/ieHo HeesieoBaHie aKTHBHO-
cti 31 eBponeicKoro TpaHCIJIaHTALMOH -
Horo tieHTpa no novcky HLA-uaeHTHUHBIX
cHOJIMHIOB W aJIbTEPHATHBHBIX JIOHOPOB
1 BoimoJiHeHuto ao-TI'CK y B3pocibix
6oJibHbIX OJ], MMeroLIMX MoKasaHust st
TaKOTO BUJIA JICUCHHS].

C 2003 nmo 2006 r. 702 nauuenta
¢ OJI 6blu B3aTHI MOJ HAOJIOAEHNHE B
31 uentpe, y 490 uz Hux 6611 OMJI, y
212 — OJIJI. BoJblIHHCTBY MalUeHTOB
(80 %) HLA-TunupoBanue BLINIOJHEHO
MpH TOCTAHOBKe jauarHosa (443) wim B
nepBoii pemuccun (172),y 75 60bHBIX —
B 0oJiee TMpoABUHYTOH (haze OGoJe3HH,
TOJIbKO 12 naiyeHtam TpaHcriaHTalus
He myaHupoBasack. Poncreennbiii HLA-
WICHTHUHBIA JOHOp Obll OOHApYXKEH Y
309 (44 %) naumeHToB, HO NMOKa3aHUs K
POJICTBEHHON TpaHCIJIAHTALIUU OIIpeJie-
JIEHbl TOJIbKO Yy 269. DBoublHCTBY
MalMeHTOB, UMEIOUINX HACHTHYHOTO CH-
6siHTa, 3arnaHupoBaHHas anno-TICK
BBITIONIHEHA B TEUEHHE ToJa OT MOMEHTa
npoBe/ieHuss THMMpoBaHus (215 6oub-
HbiX, 80 % ). [Tokasanus k anio-TICK ot
aJIbTEPHATHBHOTO JIOHOPA YCTAHOBJIEHDI B
202 cyryyasix, HO MOMCK aJIbTEPHATHBHOTO
JIOHOpA  OCYLUECTBJISICS  TOJIbKO st
108 (51 %) GosbubX. B Teuenue roma
HeponcrBenHasi anio-TICK mpoBenena
ToabK0 30 % GosbHBIX. OTMeueHo MaJjioe
KOJIMUECTBO OOpallleHHil s  ToucKa
nientnanoll 1K u ramjounpeHTHUHOTO
JIoHOpa. ABTOpBI pabOThI MPENoJaraior,
4TO HEJIOCTATOUHAsT aKTHBHOCTD 110 MOHC-
Ky HEPOJICTBEHHOTO JIoOHOpa 00yCJ/IOB/IeHA
HaJIMuMeM HEKOTOPOro MpeayGerkieHust
M0 OTHOLIEHHID K ITOMY BHJY JI€UeHHsi
KaK y MalUeHToB, TaK U B TPaHCIJIAHTA-
[IMOHHBIX [IEHTPaX.

B wuTasmbsiHCKOM peTpoCreKTHBHOM
MCC/IeIOBaH|H, BKIOUHBLIEM 282 matu-
eHTa B neproz ¢ suBaps 2004 r. mo HoA6pPb
2008 r., 6buI0 ToKasano, uro 81,2 %
Bcex Kanauaatos Ha anno-TI'CK cmorsn
MOJlyYUTh 3TO Jledelue, B T. 4. B 56,4 %
cayyaeB amno-TI'CK 6bia npoenena
OT aJIkTepHATUBHBIX J0HOPOB. [Ipu sTOM
o011ast yacrora BolnoJiHenus: ajano-TICK
B rpynne OGosbHbix OMJI cocraBuia
90,7 %.

SABUCHMMOCTb MCXOHA TPAHCITJIAHTALUWN OT
XAPAKTEPUCTHUK MCTOUYHHWKA AJIJTIOTEHHBIX 'CK

B Hacrosiliiee Bpemst B KauecTBe HCTOY-
nHuka st anno-TICK npubansutensbio
B 70 % cayuaep ucnosnayioress CKITK,
TpanuinoHHblil uetouHnk I'CK, KocTHbI
MO3T HCIOJIb3yeTCss MPUOIUIUTENBHO Y
25 % o6oabubx, poas [1K cocrapasier
0K0.10 5 % nipu ano-TICK. [lnsi Buinos-
HEHUsS] HEPOJCTBEHHON TpPaHCIIAHTALIUH
nonop KM/CKIIK u peuymnuesT 10/KHbI
cosnazgars no HLA-A, -B, -C, -DRBI
aHTHreHaMm 8/8 (onyckaercsi coBrnajieHue
7/8). Jlas TIK nonyckaetcs coBmajeHue
6,/6 u naxe 4/6 no HLA-A, -B u -DRBI,
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71032 MEPEJTUTBIX SIPOCOJIE PIKALIHX KJIETOK
(SICK) B TpancmiaHTaTe JNO/KHA GbITh
paBHa uau Gosiee 2,5 x 107/kr macco
TeJla PelUUeHTa.

Yr1oObl BBISICHUTb CPABHUTEJIBHYIO
5P (EKTHBHOCTb PA3/INYHBIX HCTOUHHKOB
nepozcrBeHHbIX ['CK 6bliM pacecMoTpeHsbl
nexozbl 1240 tpancnianraiui mocie Mu-
e/10a6JIaTHBHON MOJATOTOBKH Yy B3POCJIbIX
¢ OJI (707 OMJI, 533 OJIJT). Menuana
HaGaoaeHnst coctaBuna 2 roja. Cratyc
00J1e3HH HA MOMEHT TpaHCIJIaHTaLUK
OBl CXOJIEH B IPyMIax cpaBHEHUs (MACH-

tnutble 8/8 KM n CKIIK, He nosHocTbi0
uienTHuHble 7/8 KM u CKIIK, TIK).
[Taunentsl, nogayuuBuive [1K, Obuin
MoJIO}Ke W daile uMedsid adarnos OJ1JI;
HLA-coBmectumocts [1K u perunuenta
B 74 % TpaHCI/IaHTaUui Onpeessiach
Kak 4/6. ITo pesysnsratam aHasnsa GbLIo
OTMEUeHO MPENMYIIECTBO HCTOMb30BAHHUS
nosHocTbio coBMecTuMbIXx KM n CKIIK:
MOCTTPAHCIIIAHTALIMOHHAST  JICTAJBHOCTD
B TeyeHHe 2 JIeT oKasajach 0ojiee HH3-
Kot B 310l rpynne: 27 % npu CKIIK u
26 % npu KM 1o cpaBHeHuio Kak ¢ He

207



nosiHocTbio  uaeHTHYHbIME - CKITK
42 % u KM — 37 % (p = 0,001), rax
ucIIK — 41 % (p < 0,001). Yacrora
pelyIMBa B TeueHHe 2 JieT cocTaBH/a
30 % B rpynmne CKIIK 8/8, 28 % — KM
8/8,24 % — CKIIK 7/8, 26 % — KM
7/8 w26 % — B rpynne I1K. Beposithast
BbXKHBAEMOCTb, CBOOO/IHAS OT O0JIE3HU, B
tevyeHue 2 sieT y peuunuentoB CKITK npu
CTereHH COBMECTHMOCTH 8/8 cocTaBuiia
39 %, KM 8/8 — 41 %, IIK — 33 %,
CKITK 7/8 — 34 % uKM 7/8 — 34 %.
ABTOpBI CUMTAIOT, UYTO TpPaAHCIIAHTALMS
[IK moxkeT ObITb peKOMeHJOBaHA IpH
orcyrerBur - HLA-coBmecTtumoro — He-
POJICTBEHHOTO 10HOpa (8/8), ecan TpaHc-
nnantat [1K comepxkut jpocratounoe
KOJINUECTBO KJIETOK.

Eute onuu anHasmus pesysbsratoB HLA
TIOJTHOCTBIO WJIM YaCTHYHO COBMECTHMBIX
HEPOJICTBEHHBIX TPAHCTIIAHTAIMH, TTPOBE-
neHHbIX 1pu OJ], BK/TI0YaJ1 OLIEHKY pe3yJib-
tatoB 110 Tpancrnanrtammit CKIIK n 385
tpancniantaiuii KM ¢ yuetom crartyca
6osieann, HLA-coBmectumocTn noHopa-
peLMneHTa U Bo3pacta 60JbHOT0. Bblio
YCTAHOBJIEHO, UTO OCTTPAHCIIJIAHTALIMOH -
Hasl JIeTaJbHOCTb, yacToTa peuuausa, OB
1 BLKMBAEMOCTh, CBOGO/IHAS OT GOJIE3HH,
nocie Tpancriantauuii CKITK n KM
0Ka3aJIMCh CXOJHBIMH, HO PUCK Pa3BUTHS
xponunueckoin PTIIX 6b1 3HaunTesbHO
Boie B rpynne CKIIK (p < 0,001).

[Ipn anannse BJAMSHHS KOJMUECTBA
MepesUTLIX KJACTOK Ha HCXOJ HEpoa-
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crBenHoi amio-TI'CK Obuio BbisiBJ€HO,
YTO yBeJIMUEHHE KOJIMUECTBA TEPEeJIUThIX
SICK Bbie yposHs 4 x 108/kr npu He-
POJICTBEHHOH He TOJHOCTbIO COBMECTH-
Moii Tpamcrnantauun (7/8) ymenbiuaer
JIETAJILHOCTD, CBSI3aHHYIO C JIeUeHUeM, U
ysesmunBaet OB 6osbHbIx OJ].

Buisinne Bapuanta muesoab/aTHB-
HOTO peXHMa KOHIMIMOHMPOBAHHUS Ha
ucxoy tpatcniantauun [1K npencrasien
rpynmno Eurocord-EBMT-Netcord.
[TockosibKy 110 TOC/IEIHEr0 BPEMEHH He
OblJ1 YCTAaHOBJICH ONTHMAJBHBIA BapHaHT
MHEeJ0a0JIaTUBHOTO  PeXKUMa  KOHIUIIHO-
HUpPOBaHUs mepen Tpancrantauneil 11K
OT OJIHOTO JIOHOPA Y B3POCJbIX OOJILHBIX,
aBTOpPaMH OblJ1 BHITIOJIHEH aHAJIU3 TpaHC-
nuantauuil 'y 240 nauuenrtos. Ilpu wuc-
T0JIb30BAHWH TIOArOTOBKH, BKJIOUaBLIEH
¢daynapabun, GycyabdaH W THOTeIy,
oTMeueHo 6oJiee 4aCToe BOCCTAHOBJIEHHE
HeliTpoduios K 60-My [HIO Mocsie TpaHe-
mnantauu (93 % caydaes; p < 0,001),
tpomGouutos — K 180-my anio (67 %;
p = 0,007), pexxe Habsionanach TsKe-
nas octpasi PTIIX (17 %; p = 0,002)
¥ JleTaJbHOCTb BHe peuuausa (14 %:
p = 0,01). ITosmyyeHHble pe3yJbTaThI
TMO3BOJISIIOT MPEIOKHTD JAHHBIH PEKUM
KOH/IMIIMOHUPOBAHUST /151 YJIydIIEHHs
paHHHX HMCXOJ0B HEPOJCTBEHHBIX TPaHC-
naanraunit [1K ot oxnoro nonopa, xors
yJIYUIIEHHsT  OTJ@JIeHHbIX — Pe3yJibTaToB
He HabOumonanoch. [Ipu cpaBHeHMH Tpex
BapMaHTOB KOHAMLHMOHUPOBAHHS Obljia

TPAHCITJTAHTALIMA TEMOITOSTUYHECKHX
CTBOJIOBbBIX KJIETOK ITP1 JINMMOOMAX

Kak oTmeuasoch B Martepuasax KOH-
¢epenun EBMT B 2008 1., Mmecro

ayto-TT'CK B mnporpamme JieueHHs
Hanbosiee  4aCTO  BCTPEUAlOLINXCsl
aumdomM  onpeneneHo:  ayro-TI'CK

SIBJIIETCST  METOJOM BBLIOOpA Tepanuu
XUMHOUYYBCTBUTEJLHOTO PElUIMBa AU -
thysHoit B-kpynHokieTouHOH JUMPOMBI
(ABKJI). Jleuenue pe3HUCTEHTHBIX K
XT arpeccuBHbIX B-KjeTouHbIX Hexoj-
JKKUHCKHX Jiumbpom (HXJT), ux pewu-
muBoB nocisie ayto-TICK u peunnnBos
aumdombl XomkKkrHa (JIX) ocraercs
60J1b110H POOIEMOT.

[Tpu mumdome anno-TI'CK B psine
clyyaeB MoxKeT o6ecrneuuTb 3PQexT
«TpaHCIJIAHTAT TPOTHUB OMyXOJH», HO
BBIMOJIHEHHE TPaHCIJIAaHTALUH COMPO-
BOXKJIAETCS  BBLICOKOMH TMOCTTPaHCIIaH-
TAUMOHHOH CMEPTHOCTbIO, 0COOEHHO
y TalK{eHTOB B MPOJBHHYTOH CTajiuu
6osieann. HcrnosnbzoBanue ajuio-TICK
nocie PHUK nosBosiser yMmeHbUINTH

208

OTMeueHa cxoHast PPeKTHBHOCTb MPo-
BEJIEHHOTO  JleYeHHsl, BbIKMBAEMOCTb,
cBoGojHast oT GoJIe3HU B TeueHHe 2 JIeT,
cocrabuna 30—32 % (p = 0,41).

B caysae HeoOXOAMMOCTH  I1pO-
BeneHusi amno-TICK mpu orcyteTBuH
COBMECTHMOTO  POJACTBEHHOTO  HJIH
HEepOJACTBEHHOTO I0HOPA B KauecTBE BO3-
mozkHoro ucrounuka ['CK kpome 1K pac-
cmatpuBatorest Takke ['CK, nosydeHnbie
OT POJICTBEHHOI0 YaCTHYHO COBMECTHMOTO
JoHopa (ramjo-tpaHcniantauus). He-
10JIb30BaHHe TaKOH KJIETOUHOH Teparvu
C pacueToM Ha 3¢deKT «TpaHcriaHTar
MPOTHB  OIyXOJIM» [0KA3aHO, MpPeK/e
Bcero, npu OJI moxoro mnporHosa.
[Ipn 3TOM mnapuuanbHO COBMECTHMBIH
TpaHCIJIAaHTAT SIBJSETCS  UPE3BBIYARHO
TPO3HBIM U B TO K€ BPEMsT H3SIIHBIM
Opy»KHMeM, T. K. TIOMbITKAa HHIYKLHH pe-
aKUMK «TPaHCIJIAHTAT MPOTHUB OMyXOJIH»
MoxKeT obGepHyThest patasibHoi PTIIX.
YiyulieHre pesyJbTaToB MpH  rarJiou-
neHTHUHbIX a/io-TICK 6bL10 10CTHTHYTO
3a CYeT COBEPLICHCTBOBAHHSI METO/IMK €€
MpoBeJIeHHs, B YaCTHOCTH obGecredeHust
anexkBatHoil T-nensenuu TpaHcmianTara,
nepesiBaHusl ctumysaupoantoro KM,
a TaKKe BBIMOJHEHHUS MOJIEKYJSIPHOTO
TUMMPOBAHUS A WACHTH(HUKALMHU
revoB KIR (killer immunoglobulin-like
receptors), KoTopoe psii UccaeoBaTeNek
WMCIIOJIb30BAJIM U TIPUMEHHUTENIBHO K CO-
BMECTHMbIM POJICTBEHHBIM TpaHCIJIaHTa-
LUSIM.

JIETaJIbHOCTb BHE CBSI3H C PELMIAMBOM.
B ogHOM W3 mpeacTaBJeHHBIX HCC/e-
nosanuit mocse anno-TICK ¢ PUK B
TedeHHe 3 JieT Oblla OTMEUeHa MOCT-
TPAHCIJIAHTALMOHHAS JIETAMLHOCTh Ha
ypoeHe 23 % H yacToTa pelHnBOB —
60 %. [1pu 31OM, ecau y 60.1bHbIX HXJT
HHU3KOH CTereHU 3JI0KaueCTBEHHOCTH
W Tpu Tieprudeprueckux T-KIeTOUHbIX
JuMQoMax PUCK pelHAHBa OCTaBaJCs
npuemJsIeMbIM, TO pu JIX 1 arpeccuBHbIX
B-kaerounbix HXJI nosesnocts aliio-
TI'CK ¢ PUK yeTtko noka e onpejiesieHa
B CB$13M C BBICOKOH 4aCTOTOMN Moc/ie/yto-
11Ier0 pelUIuBa UK NPOrpecCUPOBaHUS
oosesnu. Heob6xomumo oTMeTHTb, 4TO
MOCTTPAHCIAHTALIMOHHAS JIETAJIbHOCTh
M 4acToTa peuuanuBa OblJH 3HAYUTENLHO
Bbillle B Tpymre XUMHOPE3UCTEHTHBIX
0O0JIbHBIX 110 CPaBHEHHIO € XMMHOYYB-
CTBHTEJILHBIMH.

Ha kondepenimn 6b11 mpeacTas-
JieHbl Takke pesyasrathl anio-TICK

y 101 o6oabnoro JIBKJI, wnmeBuiero
peunauB noce ayto-TI'CK u, cienoa-
TesibHO, Tioxo# nporuos. Amio-TI'CK
BBITIOJIHSAIN T10C/Ie MHeJ10a6/1aTHBHOTO
pexxuma y 36 60sbHBIX, T0cie PUK —
y 63. PeaysibraThl JiedeHNst BCEH TPYTIIbI
MalMeHTOB TAKOBHI: B TeueHHe 3 JeT
JieTaJbHOCTh BHE pElUMBa COCTaBHJ/IA
28,2 %, uacrora peuunusa — 30,1 %,
BbDKHBAEeMOCTb ~ 0€3  Mporpeccupo-
Banuss — 41,7 %, OB — 53,8 %.
[TocTTpancianTallMOHHAS JieTaJlb-
HOCTb 3aBHCeJia OT Bo3pacta GOJILHOrO
(py6ex — crapuie 45 jet; p = 0,01),
JUINTEJIbHOCTH HHTepBaJsia 0 peliInBa
nocsie ayto-TITCK (< 12 mec.; p=0,01)
v ucrosb3oBanuss KM B kadectse
TpaHcmjantata (p 0,003). Puck
pelLurBa oKasascs 3Ha9UTeIbHO Gosee
BbicOKMM 1pu ano-TI'CK y 6obHbBIX ¢
pedpakrepHoil mumdomoit (p = 0,03).
[Ipumenenne PUK npuBommsio
CHIJKEHHIO CMEpTHOCTH, CBSI3aHHOH ¢
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geuernem (p = 0,1), HO yBeJHYUBAJIO
PHCK O4epeHOro peliuarBa. ABTOpamu
JIeJIAETCs 3aKJIOUEHHE, UTO BbIMOJHEHHE
anno-TI'CK B moJsiHo# pemucenu 3a60-
JICBAHHST MOYKET CYLIECTBEHHO YJy4LINTh
€€ pe3yJibTaThl, M03TOMY B TAKOH KJIHHH-
yecKol cuTyaluu ucrodsbzoBanue PHUK
MOJKET He OTPA3UThCst HA BbKHBAEMOCTH,
CcBOOOJIHON OT MPOTrpPecCHPOBAHUS.

B spyrom wuccienoBaHuH C LEJbIO
YMeHbIIIEHHs OIyX0JeBOH MacChl Tepe
anno-TICK u yJydlieHnsi pesysibTaToB
JieueHHs MalkeHToB ¢ PELHMBOM arpec-
cuBHOH B-ksetounoit HXJI ucnosnb3o-
Banu TangeM ayto/anno-TTCK-PUK y
23 6oabHBIX. Meanana HHTepBasa MexKIy
nepecajkamMi 0Kazasach J0BOJBLHO GOJIb-
110# 1 coctaBuJsia 4 mec. JletasbHOCThL BHE
peunauBa 6bia 26 %, BLIKMBAEMOCTD,
CBOGONIHAS OT TPOTPECCHPOBAHUS, —
51 %, OB — 64 %. BoJee mojoBHHbI
60J1bHBIX (57 %) COXPaHSIOT MOJHYIO pe-
MHCCHIO (MeiMaHa Hab ofeHust 38 mec. ).

Euie opHa rmomnbitka  yBeJHueHHs
MPOTHBOOIYXOJIEBOH  aKTHBHOCTH ~ AJlIo-
TICK-PHK 6bina npeanpunsita rpynmok
ucenenosareseit u3 lepmanun y 20 6041b-
HbIX C pedpakTepHOil JUMGPOMOH WM B
peunmre nocsie ayto-TI'CK. Ownu ucrno-
Jb3oBa Kom6uHatwio asuio-TI'CK-PUK
¢ pamvouMMmyHoTepanueil  utTpueM-90
(Y90-CD20, Zevalin). PagnonmmyHoTe -
panusi He yBeJHUHBaJsIa TOKCHUHOCTH aJl-
q0-TT'CK. Menmuana nabimosenust 3a na-
1ueHtamu coctaBuia 2568 (81 —497) nuei.
3aBpems HabmtoeHUs yMepaio | 1 GosbHbIX
(peuunuBbl — B 6 cayuasix, cyuuun — B 1,
uHpekuuss — B 3, PTTIX — B 1). M3 20
nanueHToB xusbl 9 (45 %), 3 HUX 7 — B
TOJIHOH PEMHCCHH, 2 — C YaCTHUHBIM OT-
BeTOM, Yy | — pasBHJ/ICS pelIMB.

Jlpyrumu HeMEUKHMH aBTOpPaMHU Jist
NPOGHAAKTHKI PelluanBa,/ mporpeccupo-
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BaHusl arpeccuBHoi B-kjerouno# HXJI
nocie auio-TI'CK-PUK mnpennaraercs
MCII0J1b30BaTh HH(Y3HH JIOHOPCKHX JIMM-
(hOLMTOB B COUETAHHH C BBEIEHHEM MOHO-
KJIoHanbHOrO autu-CD20-anturena —
putykcnMaba, KOTOPbIH MOXKET CHHXKAThb
puck PTIIX 1 ogHOBpeMeHHO OKa3blBaThb
[UTOTOKCHUECKOE  BO3JEHCTBHE  Ha
B-kierounyio sumdomy.

Ipynna GEL/TAMO npejcrasmna pe-
gyabraThl anio-TI'CK-PHUK B codyeranuu
C BBeJIeHHEM PHUTYKcHMaba y 24 GoJibHbIX
¢ arpeccuBHOil B-kaerounoit HXJI, B 1. u.
¢ peuumuBoM mocise ayto-TI'CK. Konmu-
LIMOHMPOBAHHE BKJIOYaI0 uyrapabud
Mesdanan, 12 namyenTam J0MOJHATENLHO
BBOZWIM PHTYKCHMaO 375 Mr/mM2 B 1HH
=8, —1, +8 u +15. Dddekr onennBam
Ha senb +100: 67 % GOJIbHBIX OTBETHJIH
Ha Jieuenne (13 — pocTUrIM MOJHOM
pemuceun M 1 — wactuunoit), y 33 %
(7 60JIbHBIX) HABJIONANOCH TIPOTPECCHPO-
BaHHe Gosieanu. [1pu oleHKe pe3ysbTaTos
B 60J1ee OTAaJIeHHbIF NepHoJ (MenaHna Ha-
6JtrofieHust 35 Mec. ): ymepJio 15 6o/IbHBIX, B
T.4.8(33 %) B CBA3H C IPOrpeccHpOBaHH-
eM JIMQoMb, KHBbI 8 (33 % ) nauMeHTos,
7(29 %) 13 HUX — B PEMHCCHH.

WMurtepecHbl pesynbraThl elle ABYX
ucee/IoBaHui 60JbLIKUX TPy O0JIbHbBIX
arpeccuBHoit HXJI ¢ n10Xum npor1osom.

B o1HOM M3 MpOCNEKTHBHBIX HCCIe-
JIOBAHHH €CTb HEKOTOpble 0COGEHHOCTH
METOMKH  KOH/IMIIMOHMPOBAHHSI,  T1PO-
¢unaktukn PTIIX W noanep:kuBatoiiie
Tepanuu. B ncenenopanne 6u110 BKIIOUE-
HO 65 GosbHbIX arpeccusroil HXJT: 59 %
Gblin pedpakrephbl K XT, 48 % — Haxo-
Junnch B hase niporpeccuposatus, y 71 %
naiMeHToB B aHamMHese Oblia ayto-TI'CK,
13 HUX y 78 % pasBuiics paHHUi PELHNB.
Anno-TI'CK BbinosiHsiiach 1ocJie TaK Ha-
3bIBAEMOH MOJATOTOBKH TPOMEKYTOUHOMH

TICK I[TPY MHO)KECTBEHHOM MUEJIOME

Wunykumonnast XT ¢ nocsenyioier ayto-
TI'CK (crangaptHas mporpamMmma BeeHHUS
nauyeHTa ¢ BrepBble BhisiBAeHHOH MM),
KaK M3BECTHO, He MPUBOJUT K U3JICUEHHIO
onyxosiu. B 2008 r. na konurpecce EBMT
MPUBOAWIN MpPeBAPUTEbHbIE Pe3yJb-
TaThl MCMOJL30BAHMS NPOrPAMMbl ayTo/
ano-TI'CK ¢ PUK y takux naipeHTtos,
oOpalliasi BHUMaHHe Ha MOsIBICHHE M1aTOo
KPHUBOI BbIKHMBAEMOCTH [10CJIE€ TaKOro
Jeyenus. B matepuanax Hacrosiero
KOHTpecca  TMPEeACTaBJEHbl  TPUMEpHI
Bce GoJiee AKTHBHOTO HCIOJIb30BAHHS
9TOr0 MeTOJA JIeUeHHsl KaK y OOJIbHBIX C
BIepBble BbisiBleHHOH MM, Tak u npu
peuuarBax 00JIe3HH.

[pynnoit  UTaJbAHCKHUX
Npe]CTaBJeHbl  pe3yJ/bTaThl

AaBTOPOB
JieUeHHne
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20 6ombHBIX MM, KOTOpPBIM TOCHE TIEp-
BUYHOH HHIYKIHOHHON Tepanuu Oblia
BbinosiHeHa ayTo-TI'CK (konauuuonnpo-
BaHne — MmeJdanan 200 MI“/MQ), a elie
yepes 3—4 mec. npoBeneHa ao-TI'CK ¢
PUK. He 6b10 HY 0f1HOTO Ctydast CMEPTH,
cBsiaHHo# ¢ TpaHcmiantauuer. PTIIX
BO3HUKJA Y |2 MalueHToB, B T. U. XPOHHU-
yeckasi PTTIX — y 8. Hacrora noJiubix u
TIOUTH TOJIHBIX PEMHCCHI BO3pOC/Ia 1oce
anno-TI'CK ¢ 30 10 70 %. [1pu menuane
Habuonenuss 62,2 wmec. obuas u Oec-
COOBITHIHAsT BBIKHBAEMOCTb COCTABHJIH
62,2 1 36,2 Mec. COOTBETCTBEHHO.

Eule B omHOM HccaeoBaHuH ObLIN
MpoaHaIH3NPOBAHBI OTJAJIeHHBIE
peay/abTaTbl JeueHHs 162 GOJbHBIX C
BIepBble BbisiBJAeHHOH MM, nosyyaBiimx

unteHcuBHocT.  [locne  anno-TI'CK
MalMeHTbl MOJIyda i  PUTYKCHMAb 110
4 Beenenust ¢ ais +21 u +175. st ana-
JI13a 0KA3aJIUCh IOCTYTHBI 59 60JIbHBIX. 32
BpeMsi HaOJto/IeHust (MelHaHa CocTaBHJ/Ia
1,8 roma) ymepso 30 maiieHToB, B T. 4.
19 — BcJeACTBHE TPHUUHH, CBSI3aHHBIX
¢ jedenuem. [Tocse 1 roga HaGJsoneHHSA
OB cocrasuia 49 %, BEpKMBaeMOCTh 6e3
nporpeccupoatuas — 39 %, yacTota
peupausa — 28 %, yacToTa CepbeaHoil
(> 1 crenenn) PTIIX — 73 %. AsTophl
OLEHUBAIOT Pe3yJIbTaTbl JIeUeHHsT Kak
oueHb 0OHA/IEKUBAIOLIHE.

ABTOpbl  BTOpOrO  (peTpoCIeKTHB-
HOT0) HCCJIEIOBAHUS YTBEPIKAAIOT, UTO
anno-TICK ocobeHHo sddekTHBHa B
JICYEHHUH arpPeCCHBHBIX JIUM(OM C MJIOXHM
NPOrHO30M IpH Hcnosb3oBanun PHK.
N3 perucrpa GITMO 6bn oTo6panbl
173 6ombHBIX ¢ arpeccHBHON JUM(OMOH
B paze peumnansa nocie ayro-TI'CK. ¥V
78 nauuentos amano-TI'CK 6Gbiia npo-
BeJlcHAa B IE€pPHOJl aKTHBHOW 0O0JIe3HH,
B 72 c/aydasix ynajoch J0 BbIMOJHEHHS
a/no-TI'CK noJiyduTb 4acTHUYHBIH OTBET
WJTH CTabUIIM3aLIMIo TMM(OMBI, cTaTyc 60-
JIe3HH ellle y 23 MalueHTOB HEU3BECTEeH.
Muesioab1aTUBHOE KOHAMLIMOHUPOBAHUE
BbINOJIHEHO Y 55 GosibHbIX, PUK —y 118.
Bousiee nosiosuubl (68 %) 60.1bHbIX OTBE-
THJIM HA JieueHKe, IOCTUIHYB MOJHON U1
YACTHUHON peMUCCHH, Y 32 % TNalMeHTOB
He ObLIO OTBETa WJIM HaGJIIOANOCh MPO-
rpeccupoBanue. [TocTTpaHcniaHTallMOH-
Hasi JeTaJbHOCTh cocTaBuaa 32 %. [1pu
Menrane HabJoneHus nocse anno-TICK
6 mec. OB cocrasuia 52 %, npuuem
oHa Obljla 3HAYNUTEJBbHO BBILIE B TPYIIIE
nauyenToB, moJyunBmnx — amo-TICK
nocie PUK, no cpasuenuio ¢ rpynmoi
MHeJI0abJIaATHBHOTO KOHAHLIMOHHPOBAHHSI

(p=0,001).

(MM)

MePBUYHYIO HHYKIHOHHYIO Teparuio 6e3
BKJIIOUEHHST TaK HA3bIBAE€MbIX HOBBIX Tpe-
naparoB. [launentam, nmetommm HLA-
WieHTHyHoro cubsunra (82 vesoBeka),
3areM OblJ1a BBINOJIHEHA TporpaMma ayTo,/
ano-TI'CK, y 80 6osbHbIX, He UMEIOLLIHX
noHopa, nposesn | unm 2 ayro-TI'CK.
Uepes 6 siet B rpynme ayro/amno-TICK
meanana OB He jocruruyra, B rpymre
npoinoit  ayto-TI'CK OB cocraBaser
52 mec. (p = 0,004). BeccobbiThitnas
BbKMBAEMOCTb 3HAUMTEJIbHO OoJiee JJTH-
TeJibHA B TPyINe NalueHToB, HMEBLINX
HLA-unentuutoro noxnopa: 35 vs 29 mec.
(p = 0,009).

EBMT Multiple Myeloma Sub-
commitee Obl1 TpejACTaBJeH aHaJU3
pe3yJsibTaToB  JledeHHst JIByX OOJIbLIMX
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rpynr GOJIBHBIX C BIEPBbIE BbISBJIEHHON
MM. Tlocse nepBHYHONH MHIYKLIMOHHON
tepanuu (VAD win aHajorduHbiii Kype)
nauyeHTam BBIMOJHAMM 160 ayTo-TICK
(KoHIMUMOHUpPOBaHWE  —  MeJdaJan
200 mr/m?), qm6o ayro/anno-TI'CK c
PUK (dpayrapacun 30 mr/m2 x 3 + TTO
2 Ip). Bo Bcex cayuasix JOHOpOM A/
amno-TI'CK saBussiicsi MAEHTHYHBIH CH-
Ganur. B rpynmy ayro/anno-TICK ¢ PUK
Boiwio 110 maimeHTOB, B Tpymiy ayTo-
TICK — 250, B 1. 4. 122 naumenTos,
nosyuuBuiux tanaem-ayto-TI'CK. [Ise
rpynmbl GOJLHBIX XOPOLIO COBMAaJIH Mo
CTaHIAPTHLIM MPOTHOCTUUECKUM Mapame-
tpaMm MM. Tlpu cpaBHeHUH Pe3y/IbTATOB
Jedenust B rpynnax ayro/ano-TICK
u ayto-TI'CK 6bna ormeuena cxonnast
yacToTa MoJHLIX pemucchii (44 u 38 %;
p = 0,32). JletanbHocTb, He cBsi3aHHast
C peLyIrBOM, B TeueHHe 24 Mec. Gblia
Bbille B rpynne ayro/amo-TICK (12 vs
5 %; p = 0,012). Yepes 60 mec. yactoTa
peuuauBa B rpynne ayro/amno-TICK
Ob1a sHauutebHo nuke (45 vs 71 % B
rpynme ayto-TI'CK; p = 0,00078), OB B
rpynnax ayto/anno-TICK u ayro-TTCK
cocTaBusa 65 1 58 %, a BLRKUBAEMOCTD,
cBOOOIHAsI OT MporpeccupoBanus, — 39
u 21 % cooTBeTcTBeHHO. B nojrpynnax
MalyeHToB C JieJellHell XpoMocoMbl 13
(del13) OB 6bina 65 vs 52 % B rpynme
0e3 XpOMOCOMHbIX abeppauuil, a Bbl-
’KMBaeMOCTb, CBOOOIHAS OT MPOrPecCH-
posanus, — 32 vs 8 %. B moarpynmax
naurentoB 6e3 dell3 OB cocraBuna
70 vs 52 % B rpyme ¢ ganHol Aesenue,
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a BbDKMBAeMOCTb, CBOOOJHAst OT Ipo-
rpeccupoBanusi, — 47 vs 22 %. Bce
paziuuuss OB Oblin cTaTHCTHUUYECKH He-
Jl0cTOBepHbI. ¥ GosibHbIX MM, JsleueHbIx
ayro/anno-TI'CK, B T. u. B noarpymnre c
dell3, wacrora perumuBa Gblia 3HAUM-
TeJIbHO HUXKe, ueM B rpynme ayto-TICK.
Kpusasi BbkuBaHusi 60JbHbIX MM, Jie-
yeHHbIX ayTo/anno-TICK, nocne 40 mec.
copmupoBasia niato, B rpymrme 60JbHbIX
¢ ayro-TI'CK cdopmuposanust niaro Kpu-
BOH BbXKHBAEMOCTH He Ha0J110]1aJ10Ch.
PesysbTaThl  HCIOJIB30BAHUS  TIPO-
rpammbl - ayto/anno-TICK 'y 23 na-
uMeHToB ¢ peuuauBaMmd MM nocie
nepso# ayTo-TI'CK 6bLu npencTaB/eHbl
(hpaHILy3CKOH T'pynmod uccaeoBaTese.
Y 13 (56 %) 6OJILHLIX A0HOpPAMH /s
amwo-TICK  6bin HLA-ungentnutbie
cubnunru. B pesysnbrare seuenust nosHas
pemuccus Obl1a JocTUrHyTa y 9 60JbHBIX,
OUeHb XOpOlllasi YACTUUHAS PEMUCCHS — Y
8, uactuuHass — y 4, y 2 nauueHToB 3a-
6oJieBaHIEe MPOrPECCHPOBANO, HECMOTPS
Ha Jeuenue. [locTTpaHcriaHTalMoHHAS
JIeTaJbHOCTh B TeUeHHe Trofia COCTaBHJIA
13 %. Octpyto PTIIX umenu 19 60.1b-
HblX, XpoHuueckylo PTIIX — 11. ¥
10 (41,6 %) naumenTos mocsie TpaHc-
MUIAHTALMH 3aPETUCTPUPOBAH OUEPEIHON
peunauB MM, u3 HUX 6 NAlLUEHTOB KUBbI
(mennana 38,3 mec. ). JKubbl 63 peluim-
Ba MM 8 (34,7 %) nauuentos, 5 — B
TOJIHON PEMUCCHH, 3 — B OU€Hb XOPOLIeH
YaCTUYHOH peMHUCCHH, MeJiiaHa HabJtrojie -
HuUst coctaBuaa 36,8 mec. [1pu cpaBHeHMH
«BJM3HEIIOBBIM METOJIOM»  Pe3yJsibTaToB

JICUEHUsT JIaHHOM TPyNmbl  OOJIbHBIX C
rpynnoit 6e3 amno-TICK (21 naument)
ObII0 OTMEUEHO 3HAUMTENbHOE YJIydllle-
uue OB mnocne peunanBa B c/yyae Bbl-
MOJIHEHUST AJIJIOTEHHON TpaHCIJIAHTALUH
(p =0,0072).

[TocKoJIbKy BepOSITHOCTb  JUTUTEJb-
HOTO BbIKHBaHMsI 6osibHbIX MM 3aBHCHT
OT TIOJIHOTBI PEMHCCHH, a OHa He BCeria
nocruraercs gaxe rnocae amio-TICK,
NPEeNPUHUMAIOTCS TOMBITKA MOCTTpaH-
CTJIAHTALMOHHOW ~ MMMYHOTEpanuu ¢
MCMOJb30BaHUEM JIMMPOLUTOB foHopa. B
UTAJIbSIHCKOM HCCJIEI0OBAHUU C LENbIO MO-
JIy4eHHUsT MOJHOH peMHCCHH 32 GOJIbHBIM
MM, y kotopbix nocse ano-TI'CK 6buia
JIOCTHTHYTA TOJIbKO YaCTHUHAS PEMHCCHS,
BBITIOJTHS/IACh HH(Y3US TOHOPCKUX JIUM-
coumtos ([LJIN). Ecou mosiHast pemuccust
He jlocturanacs u nocie JAJIU, k iedenuio
J00aBJIsIM TANMAOMUL, OOPTE30MUO HJIU
genanunomun.  [losmHasg  MosekynsipHast
pemuccus aocturuyta y 47 % GOJbHBIX
nocne JIJIU w eme y 40 % — npu
komOuHaumu AJIM ¢ omHum u3 nepeuuc-
JIEHHbBIX Bblllle HOBbIX cpelcTB. B 13 %
clydaeB Jisi  TOro, UTOOBI JIOGUTHCS
nosiHo# pemuccun nocsae JIJIM, npume-
HAJIM JIBa HOBBIX cpeficTBa. JlocTiKeHue
TOJTHON PEMHCCHH YJIydlIano S-JeTHIO
BBIKHBAEMOCTb, CBOGOAHYIO OT TIpO-
rpeccuposanust (53 vs 35 %; p = 0,03),
n OB (90 vs 62 %; p = 0,06). ABTOpbI
CUMTAIOT 11€J1eCO00PA3HbIM TPOBEIEHHE
MOCTTPAHCIIJIAHTALMOHHOK Tepanuu JJist
YJIyUIIeHHs] KaUecTBA PEMHUCCHH, TOCTHUT-
HYTOM C MOMOLIBIO TPAHCTIJIAHTALH.

KIMHUYECKAA OHKOTEMATOJIOTHS





