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Tlepeviit ycnewnviii onvim npogedenus ¢hghex muenoii mapeemuoii mepanuu 6bia 00CMUSHYM NPU NPUMEHEHUU UMAMUHUOA 8 AeHeHUU XPOHUYECK020 MU~
enonetkoza (XMJI). 3aboaesanue, panee cuumasuieecss npaKkmu4eck HeKypabeabHvimM, 8 HACmoswee 8pems nooddaemces 6noaHe YCHeuHoMy KOHmpo-
A0 € ROMOUbIO MAAOMOKCUMHOU KOHcepeamueHoi mepanuu. Ha gone neuenus uneubumopamu muposunkunas y 6ossuurcmea nayuenmog ¢ XMJI 6o3-
MONCHO docmudcerue cmabuAbHOU KAUHUKO-2eMAmMON0UMEeCKOl U YUMOEHEeMUYecKoll PeMUCCUU, d Y YaCmu U3 HUX AeliKkeMuuecKue KAemKu He yoa-
emcest 0GHapYICUMs U ¢ NOMOULBIO CAMBIX HYBCIMBUMENbHBIX MONCKYAAPHbIX Memo008 uccaedosanus. B I uacmu cmamou ompasicenst dannvie aumepa-
mypol no hamoeenesy XMJI, cospementbim kpumepusm ¢haz u epynn pucka pazeumus 60Ae3Hu, a maKice poau npenapamos unmepghepona-arvpa u an-
AOMPAHCAAAHMAYUY 2eMONOIMUHECKUX CIBOA0BbIX KACMOK 8 3Py UMAMUHUOA U HOBbIX UHSUOUMOPO8 MUPO3UHKUHA3.

Karouesvie caosa: xponuueckuii muenoneiiko3, OuaeHOCMUKA XPOHUHECK020 MUeA0eilko3a, uHmeppepor-ansga, ariompancnaaHmayus 2emMonoImu-
YeCKUX CIME0A08bIX KAENOK

CHRONIC MYELOID LEUKEMIA — BEFORE AND AFTER IMATINIB (First part)
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The first successful experience effective target therapy has been achieved at imatinib administration in chronic myeloid leukemia (CML) treatment.
Disease early considered practically incurable, now successful controlled using little toxic conservative therapy. During tyrosine kinase inhibitors therapy
it is possible to achieve stable hematological and cytogenetic remission at the majority of CML patients, and at same patients leukemic cells do not detect-
ed by most sensitive molecular methods. In the first part of article literature data concerning CML pathogenesis, modern phases and risk group criteria,

and role of interferon alpha and hematopoietic stem cells transplantation in imatinib and other tyrosine kinase inhibitors era are discussed.
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XpoHuueckuii Muenosneiikos (XMJI) okazancs
MEePBBIM OMMCAHHBIM B JIMTEpaType Jjeiko3oMm [1, 2].
Brniepsrbie npu aTOM 3a001eBaHM ObLia BbISIBJIECHA CIIe-
mrduyeckass XpoMOCOMHasI ToToMKa (uiaaeabhuii-
CKasl XpoMOcoMa).

Nmenno nmpu XMJI Obl1 pa3paboTaH crienuduue-
CKUM TaPreTHBIN MOAXO K JICUCHUIO — BO3ICUCTBUE HA
(byHKIIMOHMpPOBAaHME OHKOTEHA IIpeIrapaToM HMMaTH-
uu6 me3wiar (UM) [3] — [uBek® («HoBaptuc ®apma
AT», llIBeitiiapus).

DdpdexkTnBHOCTE UM, 6€3yCIOBHO, MPEBOCXOAUT
BCE paHee U3BECTHBIC TePAIIeBTUUECKHE CPENICTBA, TTPH-
MeHsieMble y 00JbHBIX XMJI (MuesiocaH, THIAPOKCUMO-
yeBnHa, nHTEpdepoH-o. — MDPH-o, amnorpaHcruiara-
1mst). B HacTositiee Bpemst Bo Bcem mupe UM siBisiercs
nperapaTtoM 1-ii TUHUM Teparmuu UIsSl TTOAABISIONIETO
OosblIMHCTBA 00JibHBIX XMJI. AJtoTpaHcniaHTaLuUs
TeMOTIO3TUYECKMX CTBOJIOBBIX KieToK (autoTI'CK) m
TMperapaTbl HOBOM reHepaliy WHTMOMTOPOB TUPO3UH-
kuHa3 (MTK) ncnonp3ytorcst B KauyecTBe 2-i1 U mocie-
IYIOIIUX JIMHUM Tepanuu y OOJBHBIX B XPOHMYECKOM
(aze (XD) XMJI ¢ pe3ucreHTHOCTHIO K UM wmiu ero
HenepeHocuMocThlo. [Ipu 3ToM IS mauneHToB B ha-
3ax akcenepauuu (PA) u GmactHoro kpusa (bK) ain-
noTT'CK mo-npexxHemy ocraetcst Hanbosee 3 heKTUB-
HBIM METOIOM TepaIiiu, OMHAKO ee TIPUMEHEHHE 11eIIe-

C000pa3HO TMOCJIe MOCTMKEHMSI TeMaTOJOTUICCKOU M
Jlaxe LIUMTOreHeTn4ecKoi pemuccuu ¢ nomounbio UTK.
Jlng mosydyeHUsT onTUMalibHOTO 3(pdekTa oT uc-
MMOJIb30BaHMSI COBPEMEHHBIX MeTomoB Tepanuu (MM,
HoBele MUTK, amntoTT'CK) HeobxomnMo 4eTko ciemo-
BaTb pPEKOMEHOAIIMSIM, OCHOBAaHHBIM Ha pe3yibTaTax
MPOBENCHHBIX IITMPOKOMACIITAOHBIX KIMHUYECKUX HC-
ciaemoBaHMii. EcTecTBeHHO, TI0 Mepe HaKOILICHUSI HO-
BBIX HayYHBIX U MPAKTUIECKUX TAaHHBIX HACTOSIIINE pe-
KOMEHOAIMU OYymyT TpeTepIieBaTh YyTOUHSIOMINE U3Me-
HeHus. B HacTosilee BpeMsi OCHOBHOI 3a/1aueil sIBjisieT-
¢ MAaKCUMAJIbHOE HCTIOJb30BaHNE B €XKeTHEBHOM ITpaK-
TUKE HaKOIUIEHHBIX 3HAHU 17151 00pbHOBI ¢ TUM 3a00J1€-
BaHueM. CrieayeT MIOMHUTBL O TOM, UTO OOMaH4YMBO OJ1a-
ronpugTHoe TeueHre XD 3a00s1eBaHNs paHee HEYKIIOH-
HO TIPUBOAWIO K Pa3BUTHIO (haTaJbHOTO OJIACTHOTO
kpu3a. Crmactu manmeHTa ¢ XMJI MOXHO TONBKO TIpU
aJieKBaTHOM WCITOJIb30BaHMM BCETO apceHaja COBpe-
MEHHBIX METOIOB 00CJICIOBAHUS 1 JICUYCHMSI.
JnupaeMHoOnorua, atuonorua u natorese3 Xmi
Dmuaemuosorud. 3adoneBaemocts XMJI noctura-
et 1—1,5 na 100 000 Hacenenuss. HecMoTpst Ha TO 4TO
XMJI BcTpeyaeTcst BO BCeX BO3PACTHBIX TpyIinax, 00Jib-
Hble mostoxe 20 sret cocrasisior <10%, a 'y nereii 3a00-
JIeBaHMe BCTpedaeTcsl KpaitHe penko — <5% ciydaeB
Bcex remo0Jiacto30B. HeckobKo yailie 0OJICI0T MYXK-
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YUHBI, U COOTHOIIIEHUE MY>XYWH U KEHIIIUH COCTaBJIS -
er 1,4—2,2:1. MenuaHa Bo3pacTta 00JbHBIX HA MOMEHT
nuarHosa coctanisieT 50—60 [4], a mo nanHbM Beepoc-
cuiickoro peructpa 60bHbIX XMJI — 48 et
OTnoaorusa. bonbmmHcTBO GoMbHBEIX XMJI He
HMMEIOT B AaHAMHE3€ CBEICHUI O KOHTAKTe C UOHU3UPY-
oIl pagralueit Wi XMMUIECKUMU KaHIIepOTeHaMM.
OnHaKo TpU OYEBUIHOM KOHTaKTe C MOHU3UPYIOIIEH
paauanueit BeposITHOCTh BOBHUKHOBEeHUST XMJI moBbI-
IIAETCS C YBEJIMYEHUEM J03bl OOTYYeHUS, MOJYYeHHO-
ro naueHToM. JlaTeHTHBII nieproa 1o pa3sutus XMJI
rnocje 00JydeHUsT OONBbIIUMU T03aMU PaAuallii Bapb-
upyet oT 4 1o 11 netr. B Anonun nocsne aToMmHoOi 60M-
OGapaupoBku 3abosieBaeMocTh XMJI nmocturia cBOEro
nuka yepe3 10 jgeT. DToT nmokaszatesnab 0bu1 B 50 pa3 BbI-
1Ie y JIIoAel, HaXOASIIKNXCS B 30HE paaualiu, Mo CpaB-
HEHMIO ¢ OCTaJbHbIM HaceneHueM [5—7]. Yuactue Ka-
KUX-TU00 Apyrux ¢akTopoB B pazsutur XMJI He mon-
TBEPKIEHO SMUAEMUOIOTUYECKUMHU UCCIEIOBAHUSIMU.
ITaTorenes. XMJI — kioHajbHOE MUeIONPoOnde-
paTUBHOE 3a00JIeBaHUE, BO3HUKAIOIIIEE BCJIEACTBUE Pe-
LIMIIPOKHON TpaHciaokauuu t(9;22)(q34;qll) mexmy
XpoMocoMaMu 9 u 22, B pe3yabraTe KOTOpoil Ha 22-1
xpoMmocome (puanenbduiickas xpoMocoma, abOpeBu-
atypa Ph) obpasyercst xumepHslii reH BCR-ABL, Koou-
pytomuit 6emok p210°*48 ¢ BEICOKOI TUPO3MHKUHA3-
HOU akTUBHOCTHIO. JlocTtaTouHo v mosiBieHust Ph-
xpoMocoMblI i pazsutust XMJI? BeposrtHo, aa. [Toka-
3aHo, uyto TT'CK, tpaHchunupoBanHoii reHom BCR-
ABL, 3KCTIepUMEHTAJIbHBIM KUBOTHBIM TIPUBOIUT K
pa3ButHrio y HuX XMJI-nmogobHoro 3aboieBaHus |[8].
Tupo3uHKMHA3bl — (PEPMEHTHI, YIaCTBYIOIINE B
dochopunupoBanuu (nodasiaeHue docdaTHoi Tpym-
TIbl) TUPO3MHA B cyOcTpartax. [TpoayKT XumMepHOTO TeHa
BCR-ABL — tupo3uHkuHaza p2108**B- pacnosaraercs
HUCKJTIOUUTEJIBHO B LIMTOIUIA3ME U UMEET OYEHb BBICO-
KYI0 TUPO3UHKWHA3HYI0 aKTUBHOCTS [9,10]. U3BecTHO,
yTo 0e10K p210***P- THPO3ZMHKUHA3HBIN JOMEH MOJTY-
yaeT oT reHa ABL, a JOMEH OJMTIOMEpU3alluU TeHa
BCR, BeposiTHO, OTBETCTBEHEH 3a aKTUBALIMIO JTAHHOTO
¢epmenTa. [1TokazaHo, 4TO AeseLUs TOMEHA OJIUTOME-
pusanuu reHa BCR 6Gi0KupyeT aKTUBHOCTb TUPO3UH-
KAHA3bI p2105*AR[11, 12]. 3BecTHO, YTO IJI BXOJa B
KJIETOYHBIA [IUKJI HEOOXOAUMO BO3JECHCTBUE HA TEMO-
MOTUYECKYIO KJIETKY TaKMX LIMTOKWHOB, KaK WHTEp-
JIEUKUH-3, KOJIOHUEeCTUMYIUpYIolue hakTophl. Xapa-
KTEpHOW OCOOEHHOCThIO Oeyika p2l10BRAPL gmugercs
CMOCOOHOCTb K ayTo(ochopuIMpoBaHUIO, MPUBOISI-
1eMy K aBTOHOMHOW aKTUBHOCTU KJIETKU U, CJIeIOBa-
TEJIbHO, MPAKTUYECKU MOJHON €€ He3aBUCUMOCTU OT
BHEIIIHUX PETYJIATOPHBIX MexaHu3MoB. [Tocie mpucoe-
MUHEHUs aneHo3mHTpudocdopHoit KucioTel (ATD)
BCR-ABL-Tupo3uHKkrHa3a HauMHaeT Gochopuinpo-
BaHUE DPA3IMYHBIX OCJIKOB, yJaCTBYIOIIUX TpaKTHUe-
CKM BO BCeX Ipolieccax KU3HEIEITeIbHOCTU KIIETKHU.
Tak, npucoenuHeHune amantopHoro 6enka GRB2 ¢
SH2-y4yactkom Oesika p2105*4B- akTMBUpPYEeT MHOXE-

CTBO CUTHAJIbHBIX MyTei, KaK YCWJIMBAIOLIUX MPOJIM-
depanuio KJIETKU (SOS—=RAS/GAP—RAF—
MEK—=MAP-knHa3a), Tak U MOJABJISIONINAX allONTO3
(GAB2—PI3K—PIP3—-PKB—AKT) [13,14]. Ycu-
JIeHHas npojudepaTuBHAss aKTUBHOCTb U CHIKEHUE
YYBCTBUTEIBHOCTU K alIONTOTUYECKUM CUTHAIaM MTpU-
BOJUT K OBICTPOMY HAKOIJIEHUIO JIeiKEMUYEeCKUX KITe-
ToK. Emie omHUM M3 XapakTepHbIX Npu3HakoB XMJI
SIBJISIETCS BBIXOJl HE3PEJIbIX KJIETOK B MepUdepUIecKyto
KpoBb. B nccienoBaHusIx Moka3aHo, YTO B TeMOTIO3TH -
YeCKUX KJIeTKax, sKcrpeccupywomux reH BCR-ABL,
CHUKEHA CIIOCOOHOCTD K CBSA3BIBAHUIO C (PUOPOHEKTH-
HoM. [IpoaeMOHCTPUPOBAHO, UTO HAPYIIEHUE aAre3un
KJIETOK CO CTPOMOWA SIBJISIETCS CJEACTBUEM B3IUMOJIEHA-
ctBUs F-akTWHa ¢ aKTUHCBS3BIBAIOIIUM Y4aCTKOM
o6enka p210BCR-ABL, 4To, BEeposITHO, MPUBOAUT K
CHIXXEeHUIO 3Kcrnpeccur uHTerpuHoB U CXCR4, oc-
JIAOJICHUIO B3aMMOJACHCTBUS KJIETKU ¢ OeJIKaMU 1IUTO-
cKeJleTa, CHUKEHMIO KOHTAKTa CO CTPOMOM B KOCTHOM
MO3Te U K BBIXOMYy HE3pesbIX KJIETOK B Iepudepuye-
CKyl0 KpOBb. JIMTaHIOM XEMOKWHOBOIO pelenTopa
CXCR4 gsnsercsas SDFI1. B akcniepyMeHTax ObLIO MO-
Ka3aHo, 4yTO B Ph-MO3UTUBHBIX KJIETKaX KCIPECCUS
CXCR4 u ero cBszbiBaHue ¢ SDF1 0bL1M CylIeCTBEHHO
HIKE, YeM B HOpMaibHOM KiteTke. [1pu aToM nobasie-
Hue UM npuBoaWIO K BOCCTAHOBJIEHUIO 9KCIIPECCUN
XEMOKMHOBOTO pELEeNTOpa W YJIYYIIEHUIO KOHTAKTa
KJIETOK €O cTpoMmoii [15, 16].

Ycunenue nponudepaTUBHON aKTUBHOCTU, CHU-
JXKEHUE YYBCTBUTEJIBHOCTU K aromTO3y, HapylleHue
npotieccoB 1ubGEPEeHIIMPOBKUA U TOBBIIIEHHAS CIO-
COOHOCTBH HE3PEJIbIX TEMOMO3TUYECKUX MTPEIIIEeCTBEH-
HUKOB K BBIXOy U3 KOCTHOTO MO3ra B Iepudepuye-
CKYIO KPOBb SIBJISIFOTCSI OCHOBHBIMM XapaKTepPUCTUKA-
MU JeiKeMHuuecKux Kietok npu XMJI [17, 18].

B narorenese XMJI, no-BuauMomy, Hy>KHO pa3-
TPaHWUYUTH 2 3Tamna pa3BuTus dosesHu. [1peanonaraer-
cs, 4yTo Ha paHHeM 3Tare XMJI XuzHenesaTeJIbHOCTh
JICUKEMUUYECKON KJIETKU TOJHOCTBIO PETrYIUPYeTCs
curHajgaMu ot reHa BCR-ABL, oagHako 1o mMepe Ipo-
rpeccruu 00JIe3HU HapsAy C JaHHOI TpaHCJIOKaluei B
MPOLIECC HAYMHAIOT BOBJIEKAThCS U APYTHUE XPOMOCOM-
HbIe abeppally U MyTalluu reHoB. BHOBB MosiBUBILIE-
Cd TEHeTUYeCKNEe aHOMAaJIMW MOTYT MPUIABaTh KJIETKE
ABTOHOMHOCTb HE TOJIbKO OT LIUTOKWHOB, HO U OT ca-
Moii BCR-ABL-Tuposunkunassl. Hanpumep, n3Bect-
HO, YTO TIPU TPUCOMUU 8- XPOMOCOMBI YaCTO BO3HU-
KaeT TUITePIKCIIPECCUS TeHA c-myc, PACIIONIO0KEHHOTO B
Jokyce 8q24, a hopMupoBaHUEe U30XPOMOCOMBI 17q co-
MPOBOXKIAETCS MOTEPEl ero JIMHHOTO Ijieya, YTo, Be-
POSITHO, MPUBOJUT K MHAKTUBALIMM aHTUOHKOTeHa pS3.
[MosBneHWe AOMOJHUTENBHON 22-11 XPOMOCOMBI MPU-
BOAUT K aMruindukanuu reHa BCR-ABL. Kpome Toro, B
kieTkax OonbHbIX BK XMJI BbIsIBISIETCS TUITEpIKC-
npeccuss mPHK reHa w yBenudeHuWe YpOBHS Oejka
BCR-ABL, a Takxke pe3koe ycuneHue Gochopuinpo-
BaHus cyoctpatoB (6enok Crkl) TUPO3MHKUHA3BI
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p210BR4BL TpaHcIOKalMs yXe W3BECTHBIX OHKOT€HOB
npu BK XMJI Bctpevaercst peako (<5% ciyyaes). Bax-
HBIMU cpeau HuX MoryT ObITh t(3;21) u t(7;11) c obpa-
30BaHMEM XWMepHbIX oHKoreHoB AML-1/EVI-1 u
NUP98/HOXA9 cootserctBenHo [19, 20]. Myranuu
OHKOT€HOB M T€HOB-CYMPECCOPOB OMYXOJU TAKXKe MO-
TYT BBISIBJIAITbCS B MPOABUHYTHIX (pazax XMJI. Tak, my-
Tauuu reHa p53 ooHapyxuBaioTcs y 20—30% G0IbHBIX B
BK XMJI [21]. [Toutn y 50% manueHTOB ¢ TUMMOUI-
HBIM, HO He MUeJIOUTHBIM BapruaHToM bK BcTpeuaercst
TOMO3WTOTHas Jieenus 2-ro ak3oHa reHa INK4A/ARF.
DTO MPUBOJUT K CHUXKEHHIO YPOBHS 6e1KOB p16 1 p19,
KOHTPOJIMPYIOIINX 3Kcrpeccuto pS3, a takke G1/S-
dazy kjeTouHoro uukia [22]. Y 6ojblMHCTBA MalMeH-
TOB ¢ MUeIOMOHOOIacTHBIM BapriaHToM BK XMUJI BbI-
SBJISTIIOT MyTalUIo TeHa GATA-2"""" — HeraTuBHOTO pe-
ryngtopa nuddepeHuupoku [23]. Tlo-Bunumomy, (-
KaTEeHWH TakXe UrpaeT 0oJblIyIo posib B pa3Butuu bK
XMIJI. Tak, 0OTMEUYEHO TOBBIIIEHUE YPOBHS SKCIIPECCUU
p-kateHnHa B Ph-TIO3UTUBHBIX KJIETKaX y OOJBHBIX B
@A u BK. B nocTosiHHOIT akTUBallMK [3-KaTeHWHa, Be-
POSITHO, UTPAET POJIb CHUKEHUE DKCIPeccuu (pepmMeH-
Ta, pa3pylIalouero $-KaTeHMHOBBIM KOMIUIEKC MINKO-
TeH—CUHTa3a 3[3, BBISABISIEMbIA B KJIETKAX, IKCIIPECCHU-
pytomux reH BCR-ABL [24,25]. BHOBb mosIBUBIINECS
XpPOMOCOMHBIE abeppalliy MPUBOIAT K PE3KOMY Hapy-
IIEHUIO OaJlaHCa MEXIy OHKOTeHAMU U aHTMOHKOTEHa-
MM C elle OOJIbIINM YCWICHUEM MpoiudepaTUBHON aK-
TuBHOCTM BCR-ABL-1TO3UTUBHBIX KJIETOK, IOAABIIC-
HHEM aronTo3a U CHUXKEHUEM CITOCOOHOCTU K Tudde-
peHImpoBKe [26, 27].

TakuMm oOpa3om, TUpo3uHKUHA3a p210P*4% crio-
CcOOCTBYET aKTUBALlMA MHOXECTBA OEJIKOB C BOBJICUEHU-
€M OIPOMHOTI0 YMCJIa CUTHAJIbHBIX MyTEe, TPUBOISIIINX
B KOHEYHOM WUTOTe K HEKOHTPOJIUPYEMOMY POCTY Kiie-
TOK, CHUXKEHUIO WX YyBCTBUTEIBHOCTU K alloONTO3y U K
TOBBILIEHHOV MUTPALIU HE3PEJIbIX KJIIETOK U3 KOCTHOTO
MO3ra B nepudepruyeckyro KpoBb, a MPOrpeccupyoiast
TEHOMHAsl HECTaOMIbHOCTh B Ph-TIO3UTHMBHBIX KJIETKax
MHOTOKPAaTHO YCUJIMBAET WX OHKOTE€HHbBIN MOTEHIUAT U
SIBJISIETCS ITYCKOBBIM (hakTopoM Tiporpeccuu XMJIL.

Kimnmnuko-na6oparopuast xapakrepuctuka XMJL.
Ha momenT nuarnoctuku XMJI neiikemudeckas omy-
JIAUUS KJIETOK TOCTUTAeT HECKOJbKUX TPUJUIMOHOB U
coctapisieT oyt 90% Bcex TeMOIMTO3TUIECKUX KIIETOK.
Hecmotpst Ha TO 4TO 2 KJIOHA KJIETOK — 3[10POBBIE U MY-
TUPOBABIINE, JIATEIbHOE BPEMS COCYIIECTBYIOT, IMO-
CTENEHHO JIEWKEMUYECKUE KJIETKU TMOYTU TOJHOCTHIO
BBITECHSIOT HOpMasibHbIe. B XM 60J1e3H1 CTOCOOHOCTh
K nuddepeHIIMPOBKE OIMyX0JIeBbIX KJIETOK COXpaHEHA, U
T09TOMY, XOTS He3pesble KIeTKU (O1acThl, MPOMUENO-
IIUTHI, MUEJIOIIUTHI, METAaMUEJIOIIUTHI) B TIeprdepuye-
CKOU KpOBU U OOHAPYXUBAIOTCS, TEM HE MEHEe Mpeod-
JIaAaloT 3pesible 3JIEMEHTBl MUEJIOUIHOro poctka. Kak
Mopdosornyecku, Tak U GyHKIIMOHATBHO OHU TTOJHO-
LICHHBI. BBISIBUTH JIeKeMUYECKYIO TTOMYISLIMIO0 MOXKHO
TOJIBKO C MOMOIIBIO ITUTOTEHETUYECKUX WA MOJIEKY-

JISPHBIX METOAOB UCCJIEJOBAHUS MOCPENCTBOM OOHApPY-
skeHust B HUX Ph-xpomocomsbr u/wnmm rena BCR-ABL.

XMUJI B cBOeM pazButum nipoxoaut 3 dazsl — XD,
@A u BK. Y GonbimHCTBa 00TBHBIX 3a00JIeBaHUE Be-
puduimpyior B XP. Tak, npumepHo y 80, 15 u 5% mna-
IIMEHTOB ¢ BHOBD BBISIBIIEHHBIM XMJI 3a001eBaHme 11-
arHOCTUPYIOT, COOTBeTcTBeHHO, B XM, ®A 1 BK. Me-
JIaHa BEDKMBAEMOCTH OOJTLHBIX B CPEHEM COCTaBIISIET
35—65 mec B XD, 12—24 — B DA 1 UCUUCTISAETCS BCETO
HecKoJbKUMU Mecsuamu B ¢aze bK [28]. Muenoua-
HbI 1 uMdounaHbiii BapuaHThl bK XMJI BeISBASIOT Y
50 u 25% nanuenToB. [Toutn B 25% ciyyaeB 4eTKO OIT-
peneuTh TMHEIHYIO TTPUHAUIESKHOCTh OJIACTHBIX KJTe-
TOK He ynaetcs. MenuaHa oO1eil BbBKUBAEMOCTH TTa-
ueHToB ¢ tuMdpounaHbiM BK XMJI no cpaBHeHHUIO C
MUEJIONIHBIM HECKOJBKO BBINIE W COCTABisIeT 12 u
Bcero 3—9 mec cooTBeTcTBeHHO [29, 30].

B panneit X® teuenue XMJI oTHOCUTETHHO 100~
pokavecTBeHHOE. [lalleHThI, Kak MPaBWIO, YyBCTBYIOT
cebs1 ynosaeTBoputTeabHO. Ha aToM aTane nelikemuye-
CKasl KJIETKa, TTOJIHOCThIO KOHTposirpyeMast reHoM BCR-
ABL, coxpaHsieT crocoOHOCTh K AuddepeHIIMpoBKe,
3pesas ee MOmyJsuus (PyHKIIMOHUPYET MOJHOLIEHHO.
OnHako TMOCTENEHHO W3-3a HECTAOWJIBHOCTU TE€HOMA,
uHAyupyemoro caMuM reHoM BCR-ABL, xnetka XMJI
TpaHcopmupyeTcsl B 6osee arpeccuBHYylo. JomnoaHu-
TEJIbHBIE XPOMOCOMHBIE aHOMAJIMU CO BPEMEHEM TTOSIB-
nsotest y 20—40% 6ombHbIx XMJI. HambGomee yacto
BCTpevaroTcs Tpucomust 8- xpomocoMsl (30—40%), no-
nojaHuTebHasA 22-g xpomocoma (20—30%), n3oxpomo-
coma 17 (15—20%) [31, 32]. Pe3ynbraToM KJIOHAJIBHOM
SBOJIIOLINM  SIBJISIIOTCSL MPOTPECCUPYIOLIEE HAPYIIEHUE
nuddepeHIMPOBKY, ycUleHUe NponudepaTUBHON ak-
TUBHOCTHU, OJIOK aronTo3a B KJIETKE, a TAKXKe elle 0oJiee
rpyOble HapylIeHUs poueccoB Murpauuu. Kaxk cieacr-
BUE, B OpraHu3Me OOJIbHOTO MOCTENEHHO HaKarliuBa-
IOTCSl He3peJible MPEAUIECTBEHHUKU TPaHyJIONod3a CO
CKJIOHHOCTBIO K 0Opa30oBaHUIO SKCTpaMenyUISPHBIX
0uaroB TeMOII033a B pa3HbIX OpraHax u TKaHsx. Hapsmy
C 9TUM TTOCTETIEHHO TIOAABJISTIOTCSI 9PUTPO- U METaKapu -
onoa3. KnuHuueckas kaptrHa 00Jie3HU OT TTOYTH Oec-
cumnToMHOR B X® 110 Mepe mporpeccun XMJI pesko
yxymiraercst 1 B @A/BK xapakrepusyercst TiryOoKOM
TPOMOOILIMTOTIEHUEN C TeMOPPAarnIeCKUMU OCTIOKHEHU -
SIMU, aHeMUel, OOJIMM B KOCTSIX U/WIM B OPIONTHOM
MOJIOCTH U3-32 OPTaHOMETajiiu, a TaKXke OIyXOJeBOI
WHTOKCUKAIIMEH C JIMXOPAAKOH, MOTJIMBOCTHIO U BhIpa-
KeHHo# cinabocthio. B BK XMJI GonbHBIE TOTMOAIOT B
OCHOBHOM OT FeMOpPparndecKux 1/ MHGEKITMOHHBIX
OCJIOXKHEHUH, a TaKKe MOJMOPTaHHON HEeJ0CTaTOYHO-
CTU U3-3a MPOTPECCUPYIOLIEH OIMyXOJeBON MHTOKCHUKA-
VU 1/WJTH TIOSIBJICHUST SKCTPaMEIyJIISIPHBIX OYaroB Te-
Mormoa3za [33].

Rputepun XMJI, ero tasbl M rpynnbl PHCKa

JInarnoctuka XMJI. HecmoTps Ha To 4TO 3amono-
3pUTH U C OOJIBIIION TOJIEH BEPOSITHOCTH TIPEATIOTOXKUTh
Haymyre XMJI y manueHTa BO3MOXHO MPU PYTUHHOM
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ITen BCR-ABL
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Buisisnenue Ph-xpomocombt ¢ nomouiblo cmanoapmuoeo yumoeeHemuyeckoeo uccaedoganus u FISH npu XMJT

HcclenoBaHuy nepudepruieckoli KpoBuy (BbICOKMI Jiek-
KOLIMTO3, CIBUT (POPMYJIBI BJIEBO, 6a30(UIbHO-303UHO-
uapHas accoyalms), eIMHCTBEHHBIM KPUTEPUEM I -
arHo3a XMJI sBnsercs Hannuue Ph-xpomocoMbl u/miu
reHa BCR-ABL. I1pu craHgapTHOM IIUTOT€HETUYECKOM
ucciegoBaHuu Ph-XxpoMocoMa BBISIBISIETCSI TIOUTU Y
95% 6onbHbIX XMJL. XumepHsbiii reH BCR-ABL o6Hapy-
XuBaeTcs y Bcex naeHToB XMJI ¢ moMolibio MoieKy-
JIIPHBIX METOIOB MCClIeAOBaHUs (TOJUMEpa3HO-1IeT-
Hag peakuust — [TIP u/unu daoopeciieHTHas: TMOpu-
nu3anus in situ — FISH). Llutorenernueckue u FISH-
U3MEHEHMSI TIpU BO3HUMKHOBEHUM TPaHCIOKAIIUU
1(9;22)(q34;q11) u rena BCR-ABL, BbisiBIsSIEMbIe Y 00JIb-
Hbeix XMJI, npencraBieHbl HA PUCYHKE.

KnuHunueckast KapTvHa U TedeHUe 00JIE3HU Mpak-
TUYECKN He OTJIMYaloTcs y 00JbHBIX Ph-mo3utuB-
HbIM/ BCR-ABL-nio3utuBHbIM U Ph-HeratuBHbiM/ BCR-
ABL-no3utuBHbiM XMJI. «MackupoBka» Ph-xpomoco-
MBI MOXET BO3HUKHYTb IPU HEKOTOPBIX BUIAX Bapu-
AHTHBIX TPAHCIOKAIIMIA, MPU KOTOPBIX B IMATOJOTMYe-
CKUI1 mpoliecc Hapsiay ¢ 9-it u 22-1i MOTYT ObITh BOBJIC-
YE€HBI U IPYTUE XPOMOCOMBI.

[Tpu Tpanciaoxkammu t(9;22)(q34;11) Touka pa3pbi-
Ba Ha 9-i1 XxpoMocoMe KeCTKO (pMKCHpOBaHa U BO3HU-
KaeT Ha 3’ yyacTke reHa ABL (3k30H a2). Y nonasisiio-
mero OosplIMHCTBAa 00MbHBIX XMJI paspbiB Ha 22-i
XpOMOCOME MPOMCXOAUT B O0JbIoi M-bcr 30He B 00-
JIaCTU 3K30HOB €13 1 el4, U3BeCTHBIX TaKXKe KakK b2 u
b3. O6a TpaHnckpurnrTa (e13a2 = b2a2 u el4a2 = b3a2)
ciutHoro reHa BCR-ABL xoaupyiot obpazoBaHue Oel-
Ka pasMmepom 210 kDa — p2108**EL XoTs u peako, y
007bHbIX XMJI MOryT BBISIBASITBCS WM APYrMe TpaHC-
kpurnthl reHa BCR-ABL (ela2, e19a2, ela3 u np.). Kpo-
Me Toro, y 10—15% nauuentos ¢ XMJI Hapsiny ¢ TpaHCc-
kpunTtamu b2a2 nau b3a2 MoxeT 0OHapyKMBaThCS Clla-
Oas Koakcrnpeccus ela2 tpaHnckpunra reHa BCR-ABL.
OmHO3HAYHBIX JaHHBIX O MPOrHOCTUYECKOM 3HAUYCHUU
pa3HbIX TpaHcKpunToB reHa BCR-ABL He monydeHo.

OpnHako, MO-BUAMMOMY, Y OOJBHBIX C 2KCIIPECCHei
oenka pl90 BCR-ABL (tpanckpunr ela2) 3aboseBa-
HUe mnpoTekaeT Oosiee arpeccuBHO [34]. Bapuant
TpaHckpunTa reHa BCR-ABL onpenensitoT ¢ MOMOIIBIO
KayeCTBEHHOTO, a €r0 YpOBeHb — METOJOM KOJIMYECT-
BeHHoro aHanusza [ILIP. B pyTuHHOI KIMHUYECKOM
MNpakTUKe ucnojb3oBaHue KayectBeHHoro I[P Heue-
JIecooOpa3Ho, TakK KaK TaKTHMKa BEACHUS TallMeHTa He
3aBUCHUT OT Buaa TpacHKkpurnrta reHa BCR-ABL. Tem He
MEHee B OMpEICTIeHHBIX CiIydasx 0e3 MCIT0JIb30BaHUs
JIAHHOTO METO/Ia O0OMTUCH HEBO3MOXHO. BhinosHeHue
KauecTtBeHHoro aHaiuza [11[P nmomoxer B ciaeayrommux
CJIOKHBIX cuTyarusx: 1) Ha 3Tane auarHocTuku XMJI
Mpu HeMH(GOPMATUBHOCTU CTAaHAAPTHOM IIUTOTEHETH-
K1 (MUTO3bI HE TOJYYEHBI WM MX aHaIu3 3aTPyIdHEH
13-3a TJI0XO0ro KaueCcTBa, BapMaHTHbBIC TPAHCIOKALIMU C
«MaCKUpPOBKOIi» Ph-XpoMOCOMBI 1 Ip.) 1 HEBO3MOXKHO-
ctu ripu 3ToM nipoBeaeHus FISH-ananuza; 2) npu on-
peneneHnu sakcrpeccuu reHa BCR-ABL MeToI0OM KOJIU-
yectBeHHOI 1L P, Kak nmpaBuiio, NCIOJb3YIOT Mpaiime-
pbl K cTaHmapTHbIM BapuaHTtam TeHa BCR-ABL
(el3a2=b2a2 u el4a2=b3a2). Eciu Ha neiiKeMUUeCKUX
KJIETKaX 3KCIIPEeCCUpYeTCs PeAKuii BapMaHT TpaHC-
kpunta reHa BCR-ABL, npu xonuuectBeHHoM [1LIP-
aHalM3e ¢ IpaiiMepaMu K CTaHIAPTHBIM TPaHCKPUII-
TaM, BBISIBUTh €r0 HEBO3MOXHO. B MogoOHbBIX caydasix
n30eXKaTh MOTYYCHUs JOXKHO-HETaTUBHBIX PE3y/IBTaTOB
MOHO TOJIbKO TMPU TIPEABAPUTEIbHOM OMpeaeaeHUN
BapuaHTa TpaHckpunta reHa BCR-ABL. OrcytcTBue
TpaHckpunuuu reHa BCR-ABL tipy mHMOpMaTUBHOM
(PHK He pa3pyiiieHa, 10cTaTOUHO KO KOHTPOJIbHO-
ro reHa) koiaunuyectBeHHoit ITLP y 6onbHOrO 6€3 1uTOo-
TeHETUYECKOM PEMMCCUU SIBSIETCS TOKa3aHUEM s
uccaenoBaHusl kKauectseHHou TT1LIP u nmowucka peakux
TPAHCKPUITOB JAHHOTO I'eHa.

[Tpu HenHDOPMATUBHOCTU CTAHAAPTHOT'O LIMTOTe-
HETMYECKOro aHajam3a, a TakKe JIOXKHO-HeraTMBHOM
(penkue TpaHCKpUNTHI reHa) kayecTBeHHOM [TLIP mis
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Ta6nuua 1.
u kauecmeeHnnou III[P

ITapameTp IluTorenernka

Yucno aHaIM3UPYEMbIX KJIETOK 15-25 (penko 50)

YyBCTBUTEJIBHOCTh 10"'—102
Haynuue nensimxcsi KJIeTok Tpebyercst
JITUTEIbHOCTD BBITTOJTHEHUS, 4 48—72
B03MOXHOCTD BBISIBJICHUS Ja
JIOTIOJIHUTETbHBIX XPOMOCOMHBIX

M3MEHEHU I

JIOXXHO-TIO3UTUBHbIE PE3YJIbTaThI Her

Marepuan KocTHbli1 MO3T

Ilpeumywecmeo u nedocmamku yumoeeHemuueckoeo anaauza, memooda FISH

FISH TP

100—1000 1000—1 000 000

1010 10“—10¢
He tpebyercst He tpebyercst
6—12 6—8
Her Her
Ot <1 10 12% B 3aBUCUMOCTH OT Ja
METOAMKH

KpOBI) WY KOCTHBIA MO3T KpOBb WJIM KOCTHBIA MO3T

Tabnuua 2. Mexcdynapoonvie kpumepuu onpedesenus ¢pasz XMJ
ITpusnak Kpurepuu da3ssr akcenepanun, %

H.M. Kantarjian u coaBT. M. Baccarani u coasr.
BiacTbl KpOBM MJIM KOCTHOTO MO3ra 15-29 15-29
Bractbi+npoMuesonnThl KpOBU UM KOCTHOTO MO3ra =30 >30 npu HaJIMYMK O6JACTHBIX KJIeToK <30
Bbazoduibl KpoBu =20 >20
Tpombo1MTONEHMS, HE CBSI3aHHAs C Tepanueit <100x10°/n <100x10°/n
KitoHanbHast 3BoJIIOIMs Ia —

Ilpumenanue. X® XMJI ycrananuaeTcs ipu otcytcTBun KputepreB @A n BK. BK auarHocTupyoor npu Haiuuum 6JacTHBIX KJIETOK B
KPOBU /WM KOCTHOM Mo3re >30% Wiv TIpy TIOSIBIICHUYW 9KCTPaMeIy/UIIPHBIX 04aroB TeMOIT033a B Pa3HbIX OpTaHaX U TKaHsIX (KpoMme celie-
3¢HKU U niedyeHn). CruleHOMeraaus U rernaroMeraiusi JIoObIX pa3MepoB He siisitoTces npusHakamu @A niam BK XMJT.

yTouHeHUs nuarHosa XMJI uenecooOpa3Ho MCHOJIb30-
Bath Metoa FISH, nmpu koTopom ornpeneieHHOE cBeve-
HUe B 30He xuMepHoro reHa BCR-ABL Bo3HUKaeT He3a-
BUCUMMO OT BHMIa TpaHcKpunrta. Kpome Toro, Tojgbko
JMaHHBII aHAJIM3 TTO3BOJISIET BLISIBUTH ACJICLIUI0 9-i1 Xpo-
MocoMbl. [IporHocTryeckasi 3HaUMMOCTD 3TOI abeppa-
uun ipu Tepanuu UM u npyrumu MTK He yctanosIe-
Ha, u npuMeHeHne FISH Tonbko 1151 ee oOHapykeHUs B
PYTMHHON KJIMHUYECKOIM MpaKTUKE HelleJIeco00pa3Ho.
Takum o0pa3oM, M YCTAHOBJEHHS IUATHO3A
XMJI HeoOX0AMMO  BBISIBJICHHE  IEPECTPOMKU
1(9;22)(q34;11) — dunageabduUiickoil XpoMOCOMBI —
METOIOM CTaHIAPTHOI'O IIMTOTEHETUYECKOTO MCCIIeN0-
BaHUs, a TIpU ero HemH@opMaTuBHOCcTU — reHa BCR-
ABL metonom FISH u/unu xauectBennoit I1LIP. Hau-
Oosice 3HAYMMBbIE CPAaBHUTEJbHbIC XapaKTePUCTUKU
STUX METOJOB MCCICI0BaHUs MpeaCcTaBIeHbI B Ta0. 1.
®aspt XMJIL. [enenne XMJI Ha (a3bl HECKOJIBKO
YCJIOBHO U OCHOBAHO Ha MCITOJIb30BaHUM Pa3HBIX (haK-
TOPOB TMPOTrHO3a BBLKMBAEMOCTH, OIpPEACISIEMbIX MPU
pa3HbIX Buaax JedeHus. CyliecTByeT HECKOJIbKO KpH-
TepueB onpeaeseHus ¢a3bl 3a00eBaHus. B Mupe Han-
0oJiee 4acTo MCHOJIb3YIOT KpuTepur OHKOJOTMYECKO-
ro ueHtpa M.D. Anderson (CIIA), pa3paboTaHHBIE
H.M. Kantarjian u coaBt. [35]. HegaBHO pacrpocTtpa-
Henue noayunsu Kputepun ELN (European Leukemia

Net), npemioxenusle M. Baccarani u coabt. [36]. B
PEKOMEHIAIUSX JaHHBIX aBTOPOB KJIOHAIbHAS 3BOJIIO-
LIMST MCKITIoYeHa Kak npu3Hak @A XMJI, yto, BeposiT-
HO, CBSI3aHO C BBISIBJICHMEM MPOTUBOPEUMBBIX JAHHBIX
O BJIIMSTHUM IPEIIIECTBYIOIIEN KIIOHAJIBbHOM 3BOIIOLIMU
Ha apdekTuBHOCTDL Tepaniuu UM [37, 38]. XapakTepu-
ctuka a3z XMJI nipeacrasieHa B TadI. 2.

Ipymmst pucka XMJI. BaxkHo omnpeneuThb He TOJIb-
Ko (pazy XMJI, HO u rpyImy pucka Iporpeccuu 0ose3-
Hu. HecMoTps Ha To 4To Kputepuu (haKTOpOB prcKa Io
Sokal 1 EURO 06b1u onpeie/ieHbl y alMeHTOB, MOJTy-
YaBIIMX Tepanuio LUTOCTaTUKAMM M IIperapaTaMu
N®DOH-ao, nx 3Ha4MMOCTb ITOKa3aHa 1 Y OOJIBHBIX, TTOJTY-
yatomux UM — pe3yabTaThl Teparnuu XyxXe y MalueH-
TOB, OTHOCSIIIIMXCS K BBICOKOI rpytiie pucka [39, 40]. B
TabJ. 3 peacTaBlIeHbl KPUTEPUHU TpyITn pucka XMJI.

Ipynma pucka XMJI ompenesnsieTcsi Ha OCHOBa-
HUU pacyeTHBIX MoKa3aTeseit TOIbKO B 1e0l0Te 001e3-
HUM C YYETOM JAaHHBIX MMEPBUYHOIO OOC/IEIOBaHUS T1a-
ureHTa. ®aza XMJI muarHoctupyercs B aebiote 00-
JIE3HU, TIPU TOSIBJICHUU MPU3HAKOB KIMHUYECKOM
MPOrPecCuu U/WUiu B Cllydae CMEHBI TepaIuu.

Ipynnot pucka das 6oavnbix XMJI, noayuarowux an-
20 TICK. Tlpn nnanupoBanuu amnoTI'CK nenecoo6-
pa3HO WKCMOJb30BaTh IIKady (GakTopoB pucka A.
Gratwohl u coasr. (Ta6n. 4) [43].
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Tabnuua 3.
IIpusHak
Bospacr, roast
Cene3eHka, cM (U3-TI01 peOEpHOTO Kpast)
TpomboruTer, x 10°/1

Bracthl (KOCTHOTO M0O3ra)

Do3uHOMWIBI (KPOBH) —
Bazodub (kpoBu) —
Temorio6uH, 1/ -
MHneke OTHOCUTETFHOTO PUCKA

Tpynmsl prcka:

HU3Kast <0,8
CpeIHSIsS 0,8—1,2
BbICOKast >1,2

Bo3MoXXHOCTb aBTOMaTUYECKOTO MOACYeTa
TPYIIIT pUCKa

Kpurepuu J.E. Sokal u coaBT.
0,0116 (43,4)
0,0345 (7,51)
0,188 [(TpombotmThI)*/700—0,563]

0,0887 (2,10)

DKCIOHEeHTa CYMMBI

www.roc.se/Sokal.asp,
Bcepoccuiickuii peructp 60abHbIX XMJT

Onpedenenue epynn pucka XMJI no J.E. Sokal u coasem. [41], EURO [42]

Kpurepuu EURO (J. Hasford u coaBrt.)
0,6666 (>50)
0,042 x pa3zmep cene3eHKN
1,0956, ecu >1500
0,0584 x GmacTh
0,0413 x 303UHOGUITBI

0,2039, ecu 6azobuist >3%

Cymma x 1000

<780
781—1479
>1480

www.pharmacoepi.de

Tabnuua 4. lllkanra pakmoposé pucka arroTICK
Ne IToka3arenn IIpusnak Bamn
1 Tun noHOpa HLA-coBMeCTUMBII CUOIVMHT
HLA-coBMeCTHMBIIT HEPOACTBEHHBIN /TaTUIOUACHTUYHbBIA 1
2 ®aza XMJI XpoHuueckast 0
Akcenepaiuu 1
BnactHblil Kpu3 2
3 Bospacr, roasl <20 0
20—40 1
>40 2
4 [lon noHOp/pelueHT JIro60e cooTHOIIEHNE, KPOME PEIIUTTUEHT—MYKUMHA,
JNOHOP—XEHIIMHA 1
5 Tleproa OT MOCTAaHOBKMU AMarHo3a <12
1o amnoTI'CK, mec >12 1

Ilpumenanue. J1onOTHUTEIBHBIMY (DAKTOPAMU PUCKA MOTYT ObITh (PMOPO3 KOCTHOTO MO3Ta U TIPEIIIeCTBYIOIIAS TePATTHsI MUEIOCaHOM. [pyri-

nbl pucka: 0—1 Huskas; 2—4 cpenHsisi; S—7 BbICOKasl.

[IpoBeneHHBIE paHEe MCCICTOBAHUS MOATBEP-
KIAIOT BaXXHOCTb OIIpeNceHMsS He TOJIbKO (a3bl
XMIJI, HO u $aKTOPOB pHUCKa MpOTpeccuu OOJIE3HU
1 nporHo3a npu npumeHeHun annoTI'CK. Anex-
BaTHBIM BHIOOP OINTHUMAJIbHOUW TAKTUKU BEICHUS
6oabHOro XMJI BO3MOXEH TOJILKO ITPU YETKOM OI-
peleIcHNU pHUCKa U TOJb3bl METOAA Teparmuu s
KOHKPETHOTrO MalMueHTa, YTO TO3BOJISIET CBOEBpE-
MEHHO ONpeneanTh ¢a3bl U (PakTOPHI pUCKa pa3BU-
Tus 60JI€3HU.

Mertoab! auarHocTHin XMJ1, ero tha3 u rpynn pHcKa

K o0s3arespHbIM MeTomaM 0OC/IEeNOBaHUS TaLlN-
eHToB XMJI m1s1 ycTaHOBJIEHUS AUarHO3a U onpeaese-
HUS $a3bl ¥ TPYIIIHI pUCKa OTHOCSITCS:

1) Mmopdonornueckoe uccienoBaHue rnepudepu-
YeCKOil KPOBH C MOICUYETOM JISHKOLMTAPHOI (hOPMYITBI
U TPOMOOLIUTOB;

2) Mopdosornyeckoe MCClIeIOBaHWE ITyHKTaTa
KOCTHOTO MO3ra;

3) IMTOTeHETUYECKOe HCCIeIOBaHNE KOCTHOTO
Mo3ra ¢ aHanu3oM He <20 Meradas3HBIX TJIACTMHOK.
[Ipn HemHGMOPMATUBHOCTH ILIUTOTCHETUYECKOTO aHa-
Jm3a (HEBO3MOXKHOCTD ITOJTYYCHMST KaUeCTBEHHBIX M-
Taha3HBIX TUTACTUHOK, aHanu3 <20 KJIeTOK), a TaKxke
IIpY HeTaTUBHOM OTBeTe — oTcyTcTBHE 1(9;22)(q34;11)
MpHU BLICOKOU BeposiTHOCTU ararHo3a X MJI Heobxoau-
MO MCITOJIb30BaTh MOJEKYISIPHO-TEHETUIECKIE METO-
muku (FISH nnmm TT1LP);

4) manprnaTopHOE OTMpeesieHre pa3MepoB celie-
3€HKH, TIeYeHN U TepudeprdecKrux auMdaTHuIecKnx
Y3JI0B; CIUICHOMETAJINSI U/WJINA TeIaTOMEeTaIus JTIOObIX
pa3mepoB He sBisiorcs kpurepusmu DA unu BK, tor-
Jla Kak crierupudeckoe mopakeHue J00bIX IPyTUX Op-
raHOB U TKaHEHU CJemyeT paccMaTpUBaTh KakK IMpU3HAK
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Tabnauua 5.

Mertonbt
UISl TTOATBEPKIEHUST IS yCTAHOBJIEHUS (ha3bi

JIMar{o3a u rpynmb! pucka XMJI u amoTICK
LluToreHeTnyeckoe AHaJu3 KpoBH C JIEUKOILMTAPHOI (hopMyIIoi U TpOMOOLIUTAMU
HCCIIeIOBaHNE,

npu HeMHMOPMaTUB-
Hoctu — FISH nnun

kauectBeHHas [TL[P LlutoreHeTMYECKOE UCCIEAOBAHUIE

CM U3-T10/1 peOEPHOIA AyTH CeJie3eHKU (MaibnaTOPHO)
HLA-TunupoBaHue (TOJBKO IS MOTEHIMATbHBIX

kaHaunatoB Ha a0 TTCK)

TpaHchopmauun 6oje3Hu B BK (oOluenpusHaHHbIE
kputepun @A, BK, XD npencraBieHbl B Ta0I. 2);

5) HLA-TunupoBaHue noTeHUMATbHbBIX KaHAUIA-
ToB Ha mpoBeaeHue auioTTCK u ux cubaMHIOB, MpU
OTCYTCTBUM MOCJEIHUX WIAN UX HECOBMECTUMOCTU —
nouck HLA-coBMeCcTHMOro HEPOJACTBEHHOTO IOHOpA B
MexxnyHapOAHBIX PETUCTPaX CTBOJOBBIX KJIETOK. JlaH-
HOE UCClIeoBaHUEe B 1e010Te 0OJIE3HU MOKa3aHO OO0JIb-
HeIM XMJI B @A 1 BK, He nMeIoImMM MpOTUBOITOKA3a-
HUI K MCTOJb30BaHUIO 3TOTO METOA JieueHUs (BO3pacT
cTapite 55—60 JieT WM HaTnIKe TSDKEJTbIX 1 HEKOHTPO-
JIMPYeMbIX coMaTU4ecKux 3abojieBaHuii). BoJbHBIM B
X® XMJI He3zaBHCUMO OT (haKTOPOB pHCKa OOJIC3HU
BbinosiHeHWe Ao TTCK B kavectBe 1-if TuHMM Tepa-
MUY HE PEKOMEHI0BaHO U TNpoBeaeHue M HLA-Tumnu-
pOBaHUS 11eJ1ec000pa3HO TOJBKO B ClTyyae pa3BUTUS pe-
3UCTEHTHOCTU M/1u HeniepeHocumoctu UM u UTK 2-
i TeHepaluM (HWIOTUHMO, 1a3aTUHUO), a TAKXKe B CIIy-
yae BBISIBJICHUS [IUTOreHeTuuyeckoi mytauuu T3151;

6) nanuentam B BK XMJI mis Bepudukanmm xa-
pakTepa 6JJaCTHBIX 3JIEMEHTOB HEOOXOIUMO BBIMTOTHE-
HUE LUTOXUMUYECKOTO UCCIAENOBaHUS U UMMYHOGbe-
HOTUIMTUPOBAHUS.

O0s13aTeIbHBIE METOIBI 00CIeI0BaHUS IS yCTa-
HOBJICHUSI AWarHo3a, (asel u rpynmbsl pucka XMJI
MPUBEACHHI B Ta0OJ. 5.

DaKyJIsTaTHBHbIE METOIBI O0CIICIOBAHUS

1. Tpemanobuoncuss — MOXeT MOMOYb YTOYHUTH
HaJIMYKE U PaCIpOCTPaHEHHOCTh (hMOPO3HBIX U3MEHE-
HUIA B KOCTHOM MO3re, a TakXke OLEHUTh TUHAMUKY
STUX U3MEHEHUI B Mpoliecce Tepanvu. HecMoTpst Ha TO
4yTO (PpUOPO3 KOCTHOTO MO3ra HE SIBJSIETCS a0COMIOTHBIM
MpoTHUBOIoKa3zaHueM ajis nposeaeHus atoTTCK, ne-
pel ero BBIMOJHEHUEM LIEJIeCO00pa3HO OCYIIECTBUTh
TPEMaHOOUOIICUIO, MOCKOJIBKY PUCK HEMPVXKUBICHUS
WA OTTOPKEHUST TPAHCIUIAHTaTa BBICOK Y OOJIbHBIX C
BbIpaXXeHHbIM (PUOPO30M KOCTHOTO MO3ra.

2. UHCTpyMeHTalbHbIE METOJbl OOC/IeI0BaHUST —
JUTSL oTpeie/IeHUs] 9KCTpaMe Iy UISIPHBIX 04aroB reMoIo-
a3a. [nsg ouenku rpymnmbl pucka XMJI ucnonb3yercs
MajJbMaTOPHOE OMNpeAe/eHUe pa3MepOB CEJIE3eHKU, Te-
yeHu U mepudepudeckux aumdarnyeckux y3inos. Bo-
MpOC O MPOBEIECHUU YJIBTPa3ByKOBOIO HWCCIEIOBAHUS,
KOMIIBIOTEPHOU TOMorpaduu Wiv JIOMOATbHON MyHK-
LU PeIlIaeTCcsl HAa OCHOBAHUU KJIMHUYECKUX MOKa3aHUM.

Oobs3amenvHbie Memodsl 00caedo8anus 041 nodmeeprucoeHus
duaenosa, ycmaHnoeaenus @asvl u epynnol pucka XMJI

Mopdosornyeckoe uccaeI0BaHUe KOCTHOTO MO3Tra

3. Ilpu uHbOPMATUBHOM LU~
TOT€HETUYECKOM UCCJIeIOBAHUU
nposeaeHue FISH niu kauecTBeH-
Hoe uccienoBanue [P nng BwI-
sanenusi reHa BCR-ABL Heueneco-
obpaszHo. McnonbzoBanue FISH
I oOHapyXeHus1 aejaeuuu 9-i
xpomocombl, a TTLIP — nnsa onpe-
nefaeHust TpaHckpunta reHa BCR-
ABL x0T 1 xXefnaTejbHO, HO HE SIB-
JIsIeTcsl 00s13aTeTbHBIM B PYTMHHOM
KJIMHUYECKOU MpaKTUKe U3-3a OT-
CYTCTBUSI JJOCTaTOUHBIX JJAHHBIX BIUSHUS 3TUX (PaKTO-
pOB Ha pe3yabraThl Tepanuu. [1oBomOM M1 BBITTOTHE-
Hus KadectBeHHOI TTLIP MoxeT ObITh Momo3peHre Ha
TOJIyYEHUE JIOKHO-HETaTUBHOTO pe3yJibTaTta Mpu KO-
JnyectBeHHOU [IL[P u3-3a Haiuuus penkux TpaHC-
kpuntoB reHa BCR-ABL (cM. Bbillie).

4. 1o Havasia tepanuu UM mauueHTy 1eiecooo-
pa3HO BBIMOJIHUTHL KoJindecTBeHHOoe TT1[P-uccienoBa-
HUE [JI ONpeNe/ieHUsI Ha4aJlbHOTO YPOBHS 3KCIIpec-
cnum reHa BCR-ABL.

5. LluToxuMuueckoe rccileqoBaHUE JUIsT OIpee-
JICHUS COfIepXaHus 1EJI0YHOUN docdaTa3bl B HEUTPO-
(unax HelenecooOpa3HO M3-3a OTCYTCTBUSI CIIELU-
(ruHOCTUM M, clenoBaTeIbHO, HU3KOW NUAarHOCTUYE-
CKOM lLIeHHOCTU. [laHHOE MCClIeIOBAaHUE MOXET OBITh
WCITOJIb30BAHO KaK TpeIBapUTEeIbHOE TTPU HEOOXOIU-
MOCTH CpPOYHOU nuddepeHInaIbHONl TUarHOCTUKYI
(Hanpumep, XMJI u nelikemouaHas peakiys Mpyu UH-
(hekuMoHHOM 3a00JIeBAHUY UJIY OITyXOJEBOM MOpaXKe-
HUU KOCTHOTO MO3ra).

OO6cnenoBaHue 11 yCTAHOBJICHUS TUArHO3a U OIl-
penenenus rpynin pucka XMJI HeoO6XoaMMO MPOBOIUTH
TOJIBKO B Je0r0Te 3a00jeBaHus, a OOClIeqoBaHUE IS
yrouHeHus Tekyien dazer XMJI TpedyeTcs Takke me-
pen Kaxaoil cMeHol Tepanuu. BaxkHOCTb JaHHOTO 00-
cinenoBaHMsl nepen HaszHadyeHueM MTK oObsicHseTcs
HeobxoauMocThio Togdopa no3sl UTK B 3aBUcCUMOCTH
oT a3pl XMJI, a Takxke C LebI0 MPOrHO3UPOBaHUS 3-
(beKTUBHOCTM TIPOBOAMMOI Teparmuu U OMpeAeICHUS
aJIeKBaTHOW TaKTUKW BeICHUST (HarmpuMep, HeoOXOau-
MOCTbH BKJIIOUEHUS B TulaH BeneHus manveHTa B @A/BK
a0 TI'CK). O6cnenoBanue ¢ 1ebl0 YTOUHEHUS (ha3bl
XMJI no Havana tepanuu M TK rnpoBoauTcs MOBTOPHO,
€CJIM OHO HE BBIMOJHSIIOCH B TeueHue > 12 Hen 1o rpure-
Ma 1-if 103bI Ipenapara Wi Mo KIMHAYECKUM MoKa3a-
HUSIM (MTOJ03pEeHME Ha MPOTPeccuio 00JIE3HN).

Tepanua XMJ1 4o 3pbl HHrMOGHTOPOB TUPO3HHKUHA3

B TedyeHue HECKONBKMX NECATWIETUN Teparus
XMUJI ocTaBanach MauIMaTUBHOM. JIedeHUe UTOCTaTh-
KaMu (ruzapea, Oycyib(aH) He YBETMIMBAIO OOIIYIO BbI-
XKMBAEMOCTb, HO HECKOJIBKO YJTyYIlIaJio KaYeCTBO KU3HU
naiueHToB. CyllleCTBeHHbIE CABUTU B Tepanuu XMJI
nosgBuwinchk B 70—80-x romax XX B. BHenpeHue B mpak-
THKY npenaparoB UPH-o. 1103BoIMII0 ¥ 9acTH OOJTEHBIX
TOJTYYUTh HE TOJIBKO CTONKYIO TeMaTOJIOTUYECKYIO, HO U
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LIMTOTEHETUYECKYI0 peMHUccHio. bblIo moka3aHo, 4To
10-1eTHSS 001Iast BBDKMBAEMOCTh MAllMEHTOB, JOCTUT-
LIKMX TTOJTHOTO HMToreHeTnyeckoro oreera (ITLO), mpe-
Bhimaet 70%. BriepBble BClenCcTBUE MPOBEICHUS KOH-
CEepBATUBHON Teparuy MOSIBUIIUCH «TOJITOXUTEe». Ofi-
HAaKO YacTO MEPEeHOCUMOCTh Tpernaparta ObLUla TUIOXOM.
AJniepruyeckve peakiuy, TPUIIONOAO0HbIE MPOsIBIe-
HUS 1 Apyrue ocioxHeHus JiedeHus MPH-o cHkanmm
Ka4eCcTBO XXU3HU OOJIbHBIX, 4 HEPEIKO TPEOOBAIU U OT-
MeHbI Tepanuu. Kpome Toro, yactota noctrikenus [1LLO
6buta HU3KOM (10—15%), a ciryyan notydeHust GOJIbIIO-
ro MoJiekyJsipHoro oteeta (bMO) ObuM eTMHUYHBIMMU.
Coueranue miperapatoB MPH-o ¢ 1imTo3apoM HECKOITb-
Ko yBenumio yactory IO (25—30%), onHako ydacTu-
JIUCh U TOO0UHBIE 3 deKTh Tepanuu. Kpome Toro, paHo
WY MO3IHO MPAaKTUYECKU Y BCEX OOJBHBIX, MOTydaro-
mux Teparmo MPH-o., 3a0601eBaHme TTPOrpeccupoBaIo
1 OHU MOrudaIu B CBsI3U ¢ pa3ButueM XMJI [44—48].

HecMoTpst Ha nosiBiieHUe CylIeCTBEHHO 0oJiee a¢-
dextuBHolt Tepanuu UTK, B psaae ciyyaeB mpuMeHe-
Hue niperaparoB MDH-a Bee eme onpapaaHo. B HacTo-
siee BpeMsl 3TU MPenapaThl MOTYT ObITh UCITOJIb30BAHbI
npu pa3Butuu pesucteHTHocTd K UM u HoBeiM UTK
(HUOTMHUO, Na3aTUHUO) W/MJTN UX HETIEPEHOCUMOCTHU
1 HeBo3MOXKHOCTU TipoBeAaeHMsT aio TT'CK (mpotuso-
nokaszaHus, orcyrctBue HLA-coBMecTuMOro nmoHopa),
a Takxe Ha (hoHe OEPEeMEHHOCTH C 11eJIbI0 JOCTUXKEHMUS
u/wim nojnepkaHus pemuccuu. Kpome toro, mpomot-
KAIOTCS KIMHAYECKUE UCCIIeTOBAHUS 110 U3YYEHUIO 3(P-
(extnBHOCTM TIpenapatroB MPH-o B momnepxkaHuu
noiaHoro mosekynsipHoro orsera (IIMO) nocne otme-
Hbl UM. Bo3MOXHO, UMMYHHBI OTBET, UHIYLIMPYEMbIii
npenapaTom, OyeT cocoOCTBOBATh SJMMUHALIAY JIeH-
KEMUYECKUX CTBOJIOBBIX KJIETOK, pedpakTepHbix K UM
1 HoBbIM UTK (HunotuHu6, nazatuHuo®). [TpoBoasTcs
TaKXe MCCIeOBAaHUS IO OLIEHKE MPEeUuMYIIeCTBa Cove-
taHHoi Tepanuu UM u nipenapatoB MPH-o Han mo-
Hotepanueir UM. [lo mosydyeHus: pe3ysIbTaTOB TaHHBIX
KJIMHUYECKUX WCCIENOBAHUN B PYTUHHON KJIWHUYE-
CKOM MpaKTUKe MOCIeA0BATEIbHOE U COYETAHHOE HC-
nonb3oBanue MMM wim HoBbix UTK ¢ mpenaparamu
N®H-o He pekoMeHIoBaHO [49, 50].

Tunpea MOXeT MPUMEHSTBHCS C LIEJIbIO TOCTHXE-
HUS LUTOpenyKIuu no Hayana tepanuu UTK, npu Oe-
PEMEHHOCTU — IS TOJIePKAHUSI TEMAaTOJIOTUYECKOTO
OTBETA, a TAKXE B CIIy4asix, KOTAa MPOBeAeHUE IPYroi
Tepanuyu HEBO3MOXHO (PE3MCTEHTHOCTh W/WJIN HeTle-
penocumocts UTK, penmapatoB MDPH-, HeBo3MOX-
HocTb ipoBeaeHus auio TT'CK, HegocTynmHOCTD 9KCTTe-
PUMEHTAIbHBIX MPenapaToB).

HoBoil smoxoii B pa3BUTUU TepareBTUUYECKUX
Bo3MoOxHocTel jedeHuss XMJI crano mosiBieHue ai-
noTI'CK, a mo3zxe UTK.

Ponb TpaHCNNAHTALMM KOCTHOIO MO3ra B neyenun XMJ1

Ilepseie TTCK mpu XMJI 6buiM MpoOBeNeHBI B
Cuatie B 1970-x rogax. C Hauasa 90-X rogoB IpoBeie-
nue ajuioTT'CK B kauectBe 1-if TMHUM Tepanmuu Mpu

HaJW4uu JOHOpa, coBMecTUMoro no cucrteme HLA
(Human Leukocyte Antigen), a Takke Bo3pacTta 00Jib-
Horo <50—55 seT craja cTaHIapTHOW peKOMeHaauen
JIJIST TIAIIMEHTOB C BIIEPBBIC TMATHOCTUPOBAaHHBIM XMJI
[51,52]. B nmocnenHue roabl OTMeYaeTcsl TEHASHLIUS K
YBEJIMYEHUIO BO3PACTa TPAHCILIAHTUPYEMBIX OOJTBHBIX
B nokazaHusx K nposeaeHno TI'CK, uto cBs3aHO Kak
C pa3BUTHEM TPAHCIUIAHTAIIMOHHBIX METOOWK, TaK W
METOJIOB COTIPOBOIUTETHLHOM Teparum.

OddekTnBHOCT M Oe3omacHOCTh. DPdekTuB-
HOCTb JJAHHOTO MeToj1a JiedeHust 6eccriopHa. [Tonassi-
fo11ee OOJIBIIMHCTBO OOJIBHBIX B pe3ysIbTaTe MpOoBele-
Hug uM auto TT'CK gocTurarot Kak moJTHOro reHeTuye-
ckoro oteera (III'O), Ttak u IILO. bonee Toro, y
75—90% GonbHbIX ¢ [TLHO ynaercst momyauts 1 [IMO.
ITocne npoBenenust annoTT'CK ob1iast BBKMBaeMOCTb
mareHToB ¢ X® XMJI k 10 m 20 romam mocturacT
50—75 u 45—60% cooTBeTCTBEHHO. [IIMTEIbHbIEC Ha-
OyfofIeHNsT TOKa3aJid BO3ZMOXKHOCTh M3JIeYeHUsT 0OJTb-
HbeiXx oT XMJI ¢ nmomompio npoBeneHust amtoTT'CK.
BpdexT annoTI'CK cBs3aH He TOABKO C IPUMEHEHU-
€M BBICOKMX JI03 IIUTOCTAaTUKOB M OOJy4eHUsI, HO U C
BO3MEHCTBUEM MMMYHHBIX KJIETOK JOHOpA Ha PE3UIy-
aJbHbIC JIeHKeMUYecKre KJIeTKW TalneHTa (peakiius
TpaHCIUIaHTaT-NIpoTuB-Jeiiko3a — PTIIT). Bricokas
4acToTa JTOCTVDKEHUS TIOBTOPHOM PEMUCCHUM TIOCTIE pe-
UINBa ITyTeM BBEACHUS TOHOPCKMX JUMMOIINTOB,
WHAYLIHAPYIOIINX MMMYHHBIN OTBET, ITOATBEPKIACT Ha-
Juyure gaHHoro agdexra. OH Haubojee BbIpaxkeH
nMeHHO y 60JbHbIX XMJI. [ToaToMy, HeCMOTpsI Ha MO-
gpieHne 3(PPEeKTUBHON KOHCEPBATMBHON Tepamuu
HWUTK, amnoTI'CK cuuTtaercsl eIMHCTBEHHBIM METO-
JIOM, CITOCOOHBIM TIOJTHOCTBIO 3JTMMUHUPOBATH U3 Op-
raHu3zMa JieMkeMu4ecKuit KJIoH KJIeTok [53, 54].

Tem He MeHee, HECMOTpsI Ha OYEBUAHYIO (P dek-
tuBHOCTb A0 TT'CK, cylliecTByeT HECKOJIBKO TTPodJIeM,
OTPAaHMYUBAIOIINX €€ IITMPOKOE MMPUMEHEHNE Y OOTbHBIX
XMIJI. Bo-miepBbIX, BO BCEM MUpe MpeaeabHbIM BO3pac-
TOM Ui CcTaHgapHoi wmuenoadnatuBHoil amnoTI'CK
cuntaercs 55—60 jtet. HauMeHblmii puck pa3putus ¢a-
TaJIbHBIX TTOCTTPAHCIIAHTAIIMOHHBIX OCJIOKHEHWI Ha-
omonaercd y aui Mmosioxe 20 sieT. OgHako npu XMJT me-
JIaHa Bo3pacta 0OJIbHBIX HA MOMEHT AMarHo3a 0oJIe3Hn
paBHa 50—60 romam, a 6obHbBIe MoJIOXe 20 JIET COCTaB-
nstioT <10%. Takum 06pa3oM, B CBSI3U ¢ MpeobIaTaHueM
B nonynsiuu O6oibHbIX XMJI BO3pacTHOU TrpyIimbl
50—60 sreT BeKMBaeMOCTb B Helt mociie ajuto TT'CK oka-
3bIBAETCS COMTOCTaBUMOI ¢ pe3dysibratamu JeueHuss MTK.

Bo-Bropbix, mout 60% nauuMeHTOB HE YAaeTcs
Hatitu HLA-coBMecTMOro noHopa (CUOIMHIa Ui He-
POJCTBEHHOTO JIOHOPAa B MEXIYHAPOIHBIX PETUCTpaX
JIOHOPOB T€eMOMO3TUYECKUX CTBOJIOBBIX KiieToK — ['CK).

B uesnom ¢ yuetom atux 2 haktopos auio TT'CK mo-
JXeT ObITh MpoBenieHa He 6osee 30% GombHbIX XMUJT [55].

HecMotpst Ha ycoBepIlIeHCTBOBaHME METOIOB CO-
TIPOBOIUTENTLHOM Teparnuu, pe3Ko CHU3WBIIUX 3a TI0C-
JIETHWE TOITbI CMEPTHOCTb OT MIOCTTPAHCTIIAHTAIIMOHHBIX

6002.7
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ocJIoXKHeHn#, oyt 15—20% OOJIBHBIX TTOrMOaT B
PaHHEM TMOCTTPAHCIUIAHTALIMOHHOM IepUOoIe OT TsIXe-
JIBIX OCJTIOXKHEHWI XMMUOTEPAy WU peakiuy TpaHC-
wiaHTaT-npotus-xo3siuHa (PTIIX). Cioyyau cmepTtu
OOJIbHBIX B MO3AHEM (> 12 Mec) MOCTTpaHCIUTAaHTALlMOH-
HOM TIepUOJie BCJIENCTBUE Pa3BUTUS XPOHUYECKOM
PTIIX vnu peuuauvpa 3a00jieBaHMSI BCTPEUAIOTCST PeXe.
JuTenbHble HAOMIOAEHUS MTOKA3aJIM, YTO BEPOSITHOCTD
BO3HUKHOBeHMS peruanBa XMJI mocie nmpoBeneHus ai-
n0TT'CK coctabnsiet 1o 1% B ron. OnucaHbl CiTydaun pas-
Butus peurausa XMJI u nocite 20 et pemuccun [56].
OCHOBHBIMU TTPUYMHAMU CMEPTHOCTHU TIPU TIPOBE-
JIEHUU TPAHCIUIAHTALIMM OCTAIOTCS OCTpasi U XpOHUYe-
ckas PTIIX, a Takxke oOycJIOBJIEHHbIE UMW UH(EKIIN-
OHHBIE OcoXHeHHs (85—90%), BEeHOOKKIIIO3MOHHAS
00JIe3Hb TIeYeHU, KPOBOTEUCHMSI, CEpAeUHasT 1 TodYey-
Hasl HeAOCTaTOYHOCTh. [IprMeHeHre HeMuen0adIaTuB-
Hoit TI'CK 1mo3BoJisieT CHU3UTh 3TOT PUCK. 3a MOCJIeI-
Hue 20 jet B TexHonoruu nposenenus auto T T'CK mpo-
W30IILTN OTpe/ie/ieHHbIE U3MEHEHUST: TIOSIBUTMCH HOBBIE
WMMYHOCYTIDECCUBHBIC TIperaparbl IS JICUCHUS

Tabauna 6.

KosmuecTBo akropos BeposThHocTh cMepTH

0 20
1 23
2 31
3 46
4 51
5 71
6 72

PTIIX, yny4yimmvinchk aHTUOAKTEpUaTbHASL, TPOTUBOBU-
pYCHas U TIpOTUBOTPUOKOBAsI Teparusi, TpaHChY3MOI0-
TUYecKoe rmocodbuie u, YTo 0COOEHHO BaXXHO, ObLTO BBe-
JIEHO B TIPaKTUYECKYIO AESTEIbHOCTb BBICOKOTOYHOE
modnekyssipHoe HLA-tunupoBanue. [TociaenHee mo3so-
JigeT nogodpath Hanbosiee copMecTuMoro aoHopa 'CK
U TeM CaMbIM CHU3UTh pUcK passutus PTIIX Tsxenoit
cTerieHU. Bce 9T0 B TeueHMe TMOCIEAHEN TeKaabl CIIo-
CcOOCTBOBAJIO CHUKEHUIO O0OIIEH CMEPTHOCTU B MEPBBIA
rox nocJe nposeaeHns Ao TTCK ¢ 33 1o 18% 1 noBbI-
MIEHUIO S-JIeTHEN BEIKUBAEMOCTH OOJTBHBIX ¢ 62 10 73%
[57, 58]. Kpome Toro, ¢ BHeapeHueM MM mnosiBuiacek
BO3MOXHOCTb 3HAUUTEBHOM pEAyKIIMU JeiiKeMumue-
Ckux KjeToK no ocymecTtBieHuss auioTI'CK maxe y
6opHBIX B DA 1 BK. D10 MOXET MOBBICUTD 2h(PeKTHB-
HocTh auOTT'CK ¥ CHU3UTH PUCK pa3BUTUS IIO-

Beposmunocms pazeumus nocmmpancnaaumayuoH-
HoU cmepmu u obuas éviucueaemocmo (%)

K 5 eodam HabawdeHus 6 3agucumocmu om pakmo-
poeé pucka, onpedenseHHblx no wkase EBMT
(European Group for Blood and Marrow
Transplantation — Eeéponeiickas epynna mpaHc-
NAGHMAYUU KPOBU U KOCMHO20 M03ed)

O01Ias BbKHBAEMOCTh

CTTPAHCIUTAHTAIIMOHHBIX OCJIOKHEeHMI. Tak, onTumu-
CTUYHBIE PE3YJIBTAThI ObUTH TIOJTyYEHBI y 00JTbHBIX B DA,
JIOCTUTTIIAX OOJIBIIIOTO IIUTOTEHETUIECKOTO OTBETA TP
tepanuu UM k MmomeHTy nipoBeneHust autio TTCK — k
12-my Mecsiry nocie BoinoaHeHus: ato TTCK vacrota
ciydaeB cMepTH B rpynnax 6oabHbIX 6e3 BLIO u ¢ BLIO
Ha MoMeHT mpoBeneHus amnoTT'CK cocraBuna 47 u
Bcero 8%, a BeposSITHOCTh pa3BUTHS peruarba XMJT —
29 u Bcero 8% cOOTBETCTBEHHO [59].

®akTtopsl pucka. OCHOBHBIM HEIOCTATKOM aji-
J0TI'CK ocrtaeTcss CMEpTHOCTb B pPaHHEM TMO-
CTTPaHCIJIAHTALIMOHHOM Tiepuoje. BhIKUBaeMOCThH
nocie amoTI'CK 3aBUCUT B OCHOBHOM OT ClleIyI0-
mux ¢pakTopoB: 1) Bo3pacT mauueHTa; 2) cTaaus 3a-
OoJieBaHUS HA MOMEHT TpaHCIJIAHTALINU; 3) TUIT 10-
Hopa; 4) BpeMs OT AMArHOCTUKMW 3a00jieBaHMUS 10
TpaHcrmaaHTauuu (tadia. 4). [1pu pelreHuun Borpoca
0 HarmpaByieHuu 6oabHoro Ha a0 TI'CK Heobxonu-
MO YYMTHIBATh yKa3aHHbIEe (PAKTOPHI U OIPENesATh
BEPOSITHOCTH Pa3BUTHS (haTabHBIX MOCTTPAHILIAH-
TallMOHHBIX OCJIOXKHeHUH (Taba. 6) [43].

Kpome Toro, HebGiaaronpusT-
HbeIMU akTopamu mst ao TT'CK
SIBJITIOTCS  TIPEJIEYEHHOCTh  Oy-
cynb(aHOM ¥ TIPOAOJIKUTEIbHAS
(>3 Mec) Tepanus TIpernapaTamu
NO®OH-o. B cBs3u ¢ 3TM marmeH-
ThI, KOTOPBIM TUTAHUPYETCST TTPOBE-
nenne auioTT'CK, He go/KHBI T10-

7 syqats oycynbdan u UPH-a, a Tem
OOJIEHBIM, KOTOPEIM BCE K€ TTPOBO-
70 nurcs tepanus MDPH-o, maHHOe
62 JIeYeHUEe OOJDKHO OBITH IIpeKparie-
HO KaK MUHUMYM 3a 3 MeC 10 oCy-
48 niectsieHus amoTTCK [60].
40 C BBeIeHHEM B NPaKTUKY
UM mossBUIMCH MCCIEOOBAHUS,
18 [MOKa3bIBAOIKE, YTO IIpeajiedeH-
) HocTh UM He yxyaumaeT ucxof ai-

n1oTI'CK [61]. Eciu mauueHT 1mo-

ayyaetr UM nepen amnoTI'CK, To
PEKOMEHIyeTCS TIPEKPATUTD €ro TpreM 3a 2 HeJl 10 e
npoBefeHus a [62].

Heo0xomuMo TOMHUTH O TOM, YTO KpaifHe Bax-
HBIM SIBJISIETCSI CBOEBPEMEHHOE HaIlpaBJieHUE TTallueH -
ta Ha ajuto TT'CK. Tporpeccus 6oneznu B @A/BK pes-
KO TIOBBINIAET PUCK Pa3BUTUS (haTaTbHBIX MCXOIOB.
Tak, mmutenbHas BbDKMBaeMOCTh (>10 71eT) GOJIbHBIX
nipu ipoBeaeHnn Ao TTCK B panneit XP, ®A u bK
cocrasiset >50, 25 u <10% coorBercTBeHHO [60].

Hcrounuk I'KC. B kauectBe ucrtoununka I'CK or
HLA-coBMecTuMBbIX TOHOPOB Tipu JeueHur XMJI, kak
¥ TIpU Teparnuu JpYyTUX HEOTUIa3uit, TPUHSTO UCTIONb-
3oBaTh ['CK nepudepryeckoii kpobu [63]. Bto cBsa3a-
HO ¢ 0osiee OBICTPBIM MPUKUBIEHUEM TpaHCIIaHTaTa
U, COOTBETCTBEHHO, 00JIee KOPOTKUM TIEPUOIOM TSKE-
Joit tmtorieHun. [lpu 3TOM TPOIEMOHCTPUPOBAHO,
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yT0 B 1iepBoit XP® XMJI 11pu MCTIOJIb30BAaHNU B Ka4eCT-
Be TpaHcraHtata ['CK mepudepruyeckoit KpoBu Mo
cpaBHeHM10 ¢ 'CK KOCTHOro Mo3ra B 1I€JIOM HET pas-
JIMYWA B 001IEH BBDKMBAEMOCTH, XOTSI €CTh TEHICHIIMS
K CHIDKEHUIO 9aCTOTHI pa3BUTHs peruanBoB. [Tocen-
Hee, BEPOSITHO, CBSI3aHO C TE€M, 4TO MPU NMTPUMEHEHUN
nepudepudeckux ['CK BoisiBIeHO noBbIeHUE 3dde-
kta PTTLJI [64, 65]. [1pu 3TOM, KaK ¥ OXKUIAIOCH, TIPU
ucnonbzoBaHuu ['CK mepudepruueckoit KpoBU BbISIB-
JieHa 6oJiee BbICOKAsl 4acTOTa Pa3BUTUS XPOHUUYECKOM
PTIIX [66, 67]. B HacTostilee BpeMsl MPEUMYIIECTBO
nepudepndeckux I'CK nepen 'CK kocTHOro mosra y
nanreHToB ¢ XMJI BbISIBIIEHO KaK MPU POJCTBEHHOM,
Tak ¥ Ipu HepoacTBeHHoi amnoTT'CK [65].

Takum obpa3om, Haubosee MHUPOKO B KAYECTBE
ucroynrka ['CK npu XMJI npumensetcs nepudepu-
yeckas KpoBb. C 1IEJTbIO TMOBBIIIEHUS] KOHIIEHTPAIIUKT
I'KC B kxpoBu miepen adepe3oM UCHOJb3YIOT MTPEUMY-
IIECTBEHHO BBEIE€HUE I'PaHYJIOLUTAPHO-KOJOHUECTHU-
mynupyomux (akropo (FKC®), obbraHO B mo3e
10—12 MKT/KT/neHb MOAKOXHO B TeueHue 4—5 THEN.
DTO Mo3BOJIIET MOBBICUTHh YpoBeHb CD34+-KkiieToK B
KpoBu Oosiee ueM B 20 pa3. Adepes (3a6op) 'CK y no-
HOpa MPOBOAUTCS B CLIEUATIU3UPOBAHHOM OTHECICHUN
npu kimHukax TI'CK. Tloutn B 60% citydaeB mocrta-
touHoe umciio CD34+-xmerok (>4x10°/Kr) ymaercs
MOJIy4uTh 1ocie 1 u Tonbko y 10% noHOpoB — mociie
0oJIBIIIETO YKCJIa MPOBEAECHUS Mpolieayp adepesa.

Puck pa3BUTHS TSDKETBIX OCIOXKHEHUI IS IOHO-
pa nipu 3a0ope kak nepudepnyeckux 'CK, tak u I'CK
KOCTHOTO MO3ra MUHUMAaJIbHBIN. OCIOXHEHUS TIPU 3a-
oope nepudepuueckux I'CK cBsg3aHbl ¢ BBeaeHUEM
I'KC®. B ocHOBHOM 3TO aJuIeprHuecKre peakium, 00-
JIU B KOCTSX, CJA0OCTh, TOJIOBHBIE OO W TOIIHOTA.
OnucaHbl eNMHAYHBIE CTy4au pa3pbiBa CeIE3eHKU, CBSI-
3aHHbBIe ¢ ucronb3oBanreMm [ KC®D. Kpome Toro, mouru
y 20% NOHOPOB TSt 0OeCIIeYeHsT ONTUMATBHOTO PEXH-
Ma 3a00pa KJIETOK TpeOyeTcsl TOCTAaHOBKA LIEHTPAJIBHO-
ro BeHO3HOro Karterepa. OmnucaHbl okojio 1% ciydaeB
BO3HUKHOBEHMSI OCJIOKHEHUI y JIOHOPOB, CBSI3aHHBIC C
JaHHbIM BMemaTeabcTBoM. loHop 'CK, kak rnpaBuiio,
rocJe 3a00pa KJIETOK COXPAHSIET TPYIOCITOCOOHOCTh U B
MPOBEICHNUY KaKUX-TUOO0 JIeYeOHBIX UJIN PeaduIuTal-
OHHBIX MEPOTIPUATUI He HyxXnaetcs. [1pu mmurenbHOM
HaOJIIOICHUN HE 3apeTMCTPUPOBAHO HU OJHOTO CIIydas
Pa3BUTHS JIEMKO30B Y 3[I0POBBIX TOHOPOB ITOCJIE OCYILIE-
ctBiieHus adepesa nepudepudeckux 'CK.

VY nonopoB I'CK KocTHOTO M03ra OCJI0XHEHUS B
OCHOBHOM CBSI3aHbI C MPUMEHEHMEM Hapko3a.Takxke
oTMevaroTcss 00JiM, OOYCIOBJIEHHBIE BBIMTOJTHEHUEM
npoleayphl 3a00pa KJIETOK, U c1abocTh. B 1ieoM Ts-
JKEJIbIe OCJIOKHEHMUSI OTTMcaHbl MeHee ueM B 1 % ciryva-
eB. [lepuon MOTHOrO BOCCTAHOBIIEHUS TPYAOCHOCOO-
HOCTU B CPETHEM TOCTUTAET 15 mHEi.

Buapl annoTT'CK. IIpu negerunm XMJI ceromHs
BoinosHsercss amnoTICK. Aymoaoeuunas TICK (ay-
ToTTCK) misg neuenus XMJI npaktuyecku He mpuMe-

HsieTcs. MicTopruecku ObITN MOTTBITKY TTPOBEICHUS ay-
ToTTCK y 60npHbIXx XMIJI € LIeaBI0 3aMeIJIeHUs Mpo-
rpeccuu 3a00JIeBaHUS WA BOCCTAHOBJICHUST UyBCTBU -
TEJILHOCTH K TIPOBOAMMOI Teparnuu. [1ocie BBeneHus B
npakTuky MM, BO3MOXHO, 3aroTOBKa ayTOJOTUYHBIX
I'CK B cOCTOSIHMM LIMTOT€HETUYECKON U MOJIEKYJISIp-
Hoit pemuccun ¢ nociaenytomieir ayrolTTCK moxer
MMETh TeparneBTUYECKYIo Iiesiecoo0pa3HocTh. OmHAKO
TOKa HeT YOeIUTEIbHBIX TAHHBIX KIMHUYECKUX UCCIIe-
JIOBAHW, TIOATBEPKAAIOINX ITPABOTY TAKOTO TIOXO/A.

Ecnu peurenue o npoeneHuu amnoTT'CK mpuHs-
TO, HEM30EKHO BCTAeT BOTIPOC O TOM, KaKOM BUIl KOH-
JTATIMOHUPOBAHMS TIPEJIOKUTD TAIIMEHTY: MUeioabia-
TUBHBIIM WM HEMUET0A0IaTUBHBIN/peayITMPOBAHHBIN?

CTaHIApTHBIM MUeA0a0AaMUBHbIM DENCUMOM TS
nposeneHus Ao TTCK y martuentoB ¢ XMJI sBnsttores
Oycynbdan (16 mMr/kr) u mukinodocdan (120 Mr/kr) —
BuCy. Ilpu oguHakoBoil 3((HEKTUBHOCTH OHU UMEIOT
JIyqIIii Ipouiib TIEPEeHOCUMOCTH TI0 CPaBHEHUIO C
KoMOUHaLuen nukinogocdaHa U 00JIydeHUs BCETO TeJla
(total body irradiation, TBI). HoBbIM B roBbIIIEHUM (-
(beKTUBHOCTU peXnMa KOHIUIIMOHWPOBAHUS CTaJO
MpUMeHeHNe OycysibdhaHa MapeHTepaibHO ¢ (hapMaKo-
KWHETUYECKUM MOHUTOPWHIOM ¥ TTOI00OPOM WHIWBU-
JyaJIbHOW JIO3MPOBKM HAa OCHOBAHWM KOHIIEHTpAIUU
Tperapara B CbIBOPOTKe KpoBH [68].

ToKCcUMYHOCTh, OOYCTIOBJIEHHAsT KOHAWUIIMOHUPO-
BaHUEM U Pa3BUTHEM TMOCTTPAHCIUIAHTAIIMOHHBIX OC-
JIoXHeHui, ocobeHHo PTIIX, orpaHuuuMBaeT 4uCIO
MAIMEHTOB, KOTOPHIM MOXHO TIPEUIOXKUTh MUET0a0-
nmatuBHBIA BapuaHT ammo TTCK. Pedyuyuposannviii usu
Hemuen0abaamueHblil PEXXUM MOXKET ObITh PEKOMEHIO0-
BaH mauueHTtam ctapiie S50 JIeT Wi MOJOAbIM O0JIb-
HBIM, UMEIOIIIM TSDKEJTbIe COITyTCTBYIOIINE 3a00JIeBa-
Husl. Hambonee pacmpocTpaHeHHBIM Hemueaoabdsa-
TUBHBIM PEXUMOM KOHAULIMOHMpOBaHUs mipu XMJI
SIBJIIETCS KOMOMHAIINS OycyiabdaHa (8 Mr/KrT), diyma-
pabuHa (150 Mr/M?) 1 aHTUTUMOLIMTAPHOTO TJIOOYJIMHA
(kponuuuii, 40 mr) — BuFlu-ATG.

ITo nanHbIM aHanu3a, iposeaeHHOro C. Crawley u
coaBT. [69], Bkmouatowiero 211 nanuentos ¢ XMJI, Ko-
TOPBIM MpoBoaUIachk HemuenoabaatueHas anoTTCK,
BBDKMBAEMOCTh HanboJIee CUJTLHO 3aBHCeNa OT (pa3bl 3a-
6omneBanus1. Tak, o0IIasi BBDKMBAEMOCTh TAIEHTOB B
niepsoit XD XMJI 6bu1a 69%, Bo Bropoii — 57%, B DA —
24% v B BK — TonbKo 8%. Puck pasButus (pataibHBIX
TMOCTTPAHCTUTAHTAIIMOHHBIX OCJIOKHEHWI TIpu  aj-
n0TT'CK ¢ penykumeit 103bl HIATOCTaTUKOB JOBOJILHO
BbIcOK. Tak, B uccinenoBanuu P. Kebriaei u coant. [70]
cMepTHOCTH K 100 aHSM, K 2 1 5 TOIaM COOTBETCTBEHHO
cocrasmia 33, 39 u 48%. OO0111ast BBDKMBAEMOCTD U BbI-
XKMBAEMOCTh 0€3 MPOorpeccuu K 5 rolaM HaOMIONeHUS
6butn 33 1 20%. OTCyTCTBUE paHIOMU3UPOBAHHBIX MC-
CJIeIOBAHMI C JUTUTEJIbHBIM TIEPUOJIOM HAOTIONEHUS 3a
TaleHTaM1 He TIO3BOJISIET BKITIOUaTh 3TOT BApUAHT aJl-
n0TT'CK B kauecTBe cTaHaapTa jedyeHus. B Hacrosiee
BpeMs TIpUMEHEHUE HEMUET0adJaTUBHBIX PEXMMOB
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KOHIULIMOHUPOBAHUS, OCOOEHHO Y MOJIOABIX MAI[UEH-
TOB, a TaKKe y O0JbHBIX C OOJIBILION OTMYXOJIEBOI MacCoi
U ¢ IpoaABUHYTHIMU (azamu XMJI, He peKOMEeHAO0BaHO.

Monutopunr namuenTos nocie TTCK. Omnpenene-
Hue pemuccuu npu XMJI 3a niociienHue 15 net 3HaUM-
TEJbHO U3MEHUJIOCh. B KauecTBe MpeIuKTOopa peuuau-
Ba nocJe amno TT'CK ucnonssyercs ML P B pexxume pe-
anpHoro BpeMeHu (PB-IILIP). Ilpexme mpumeHsun
KauecTtBeHHOe ompeneieane BCR-ABL PB-IILP, wo
0Ka3aJIoCh, YTO MUWHUMAJIbHAs OCTaTO4YHas 00JIe3Hb
(MOB) moxet onpenensTbes ¢ nomollbio PB-TILIP B
T€YEHUE HECKOJbKUX JIET TMOCje MPOBEACHUS TpaHC-
miantauuu. Tak, y 25—50% nauuentoB MODB onpene-
JISeTCS. B TeUYeHUE 3 JIET MOCJE BBIMOJHEHUS TPaHC-
wiaHTauuu. [lokazaHo, 4TO BEPOSITHOCTH DPa3BUTHUS
peuunrBa 00JIE3HW MUHUMAJbHA B ClIyyae ITOCTUXE-
HUS MOJIEKYJISIPHOM peMUCCUHU B Tiepuof 1o 12 mec mo-
cie nposeaeHus atoTI'CK. TTocreneHHOe CHUXEHUE
ypoBHS TpaHcKpuninu reHa BCR-ABL Takxke SIBIISICT-
€S XOPOILIUM MPOTHOCTUYECKUM MPU3HAKOM.

PexomMeHI0BaHO OCYHIECTBJIEHUE MOHUTOPUHTA
BCR-ABL PB-ITLP nepudepudeckoil KpOBU HE pexe
yeM | pa3 B 3 Mec Ha MPOTSKEHUU MEPBBIX 2—3 JIeT C
JATBHEWIITMMU WHTEpBaJIaMU B 6 MeC B TeUEHUE TIOCTIe-
TYIOIIUX 5 JIET, ajiee eXeToAHOe 00CIeIoBaHuUeE.

[MaumeHTa ¢ MOMOXUTEIbHBIM 0TBeTOM BCR-ABL
PB-ITLIP cnenyeT MoHUTOpUpOBaTh vailie (pa3 B 4 HeJ,
MPOBOJIUTH UCCIIeOBaHUE TTeprdepruIecKoii KPOBU Ha
BbIsiBIeHUe reHa BCR-ABL), 1o Tex 1op 1oka He OyaeT
JMUATHOCTUPOBAHA TMOJIHAST MOJIEKYJISIpHAsT PEMUCCHUS.
HeobxoauMo OTMETUTB, YTO PE3yJIBTaThl MOHUTOPUHTA
MOTYT OTJIMYAThCS B Pa3HBIX J1aOOPATOPUSIX U B TUHA-
MUKE UCCIEOBaHUE XKeaaTeJIbHO MPOBOAUTH B OMHOMN
U TOH ke 1abopaTopuu.

JleueHue mepcUCTHPYIONIETO 3200JI€BAHNS U PelH-
JUBA TMOCJe TPAHCIJIAHTALMM. BaXXHOCTh MOHUMAaHWUS
3HAYEHUSI UMMYHHOU cUcTeMBbI B JieueHun XMJI Gepet
Hauayio ¢ 1980-x rogoB, korga Obuia BeisiBieHa PTTIJL.
B nanbHeiiiem aTa TouKa 3peHus Obljia MOATBEPKIeHA
elle U TeM, YTO Mpu npoBeneHuu aerieunu T-mumdbo-
uutoB npu XMJI Obula oTMedyeHa BBICOKasl 4yacToTa
pa3BUTHUS peluanBOB. BriepBbie MHDY3MIO TOHOPCKUX
sumMdonuroB (MIJT) npumenun H.J. Kolb B 1990-x ro-
JIax JUTd MOJIyYEHUSI PEMUCCUHN Y TTAIIUEHTOB C PELUIN-
BoMm XMIJI [71, 72].

Tenepb yxe mmpoko u3BectHo, yto M1 apnser-
cs1 3(pDEKTUBHBIM METOIIOM JUTSI TOCTUKEHUS TIOJTHOU
peMuccur y MalUeHTOB C PEUMIUBOM TOCIE ajl-
noTI'CK, poBenennoii y Hux B XD XMJIL. TTpu neve-
HUU OOJIbHBIX C IUTOTEHETUYECKUM WU MOJIEKYJISIp-
HBIM peuuauBoM, pasBuBlUMcs Tocie awtoTTCK,
addexruBHocts MJI cocraBisiet okojio 85%. Hanbo-
Jiee yacteiMu ocioxHeHussmu UJJI apnsiiorca PTIIX
(6—33%), muenocynpeccust (6—33%). CMepTHOCTD,
ooycnosnenHas UJI, cocrasisiet 4—20%.

CuuTaercs, 4YTO y MALMEHTOB C XPOHUYECKOU
PTIIX sddexktuBHOCTs TipuMeHeHus WJI meHble

[18]. OmHako misi OOJIBHBIX, MOJABEPIIIUXCS TpaHC-
iaHTauuu u peruausupytonmx B XO XMIJI, adex-
tuBHOCTh MIJI cocraBisier >90%, 4TO 1O3BOJISIET CUM-
TaTh €€ «30JIOTBIM» CTAHIAPTOM JIJIS JICUEHUS PeLIU-
BOB Y TaKOW TPYIITbI MALIUEHTOB.

Taxcke ectb faHHbIe 00 3 dexkTuBHOCTH UM 11pUn
JICYEHUU PEeLMANBA, Pa3BUBILIETOCS MOCJE TPOBEACHMUS
amoTI'CK, 4To 1o3BoISIET UCTIOIB30BATh €T0 B Kaue-
ctBe anbrepHatuBbl MJI, ocobeHHO mpu mporpeccun
6onesnu B ®A/BK, xorna abdexkrusrocts UJI cHU-
xkaercd. OIUH U3 HanboJee UHTEPECHBIX MOIXOA0B —
npuMeHenre UM s JOCTUXEHUST PEMUCCUU C TTOC-
JnenyomnM BBeaeHueM MJ1JI B HeOobiux go3ax [73].

IToka He cylllecTBYeT CTaHAAPTHBIX CXEM UCTIOJIb-
3oBaHusl UM wiu apyrux UTK y manmeHTOB ¢ peiu-
IUBOM OOJIE3HU, BO3HUKIIUM IOCE MPOBEICHUS ajl-
JoTI'CK. OmHuM #3 BapUaHTOB pEUICHUS AaHHOW
npo0JeMbl MOXET CTaTh MPEBEHTUBHOE HCIOJIb30Ba-
naue T u/vwnmm npumenenne UM unu npyrux UTK B
paHHEM MOCTTpaHCIJIAaHTALIMOHHOM Tiepuoje [74].

TakuM o6pasom, B HacTosee Bpemst amo TTCK,
BEPOSITHO, SIBJISIETCS €IWHCTBEHHOUW BO3MOXHOCTBIO
MOJTHOTO u3ieueHus namuenta ot XMJI. OgHako B CBsI-
31 C BBICOKMM DPUCKOM pa3BUTHUS (PaTabHBIX ITO-
CTTPAHCIIAHTALIMOHHBIX OCJIOXHEHU, ¢ OMHON CTO-
POHBI, ¥ TOCTOSIHHBIM YCOBEPILIEHCTBOBAHUEM MaJIOTO-
KCUYHOU BBICOKO3(D(HEKTUBHON KOHCEPBATUBHOW Te-
panuu — ¢ Apyroi, pemeHue o nposeaeHun amio TTCK
JTIOJKHO TPUHUMATBCS KpaiiHe OTBETCTBEHHO, C YUYETOM
BCEX BO3MOXHBIX PUCKOB W MOTEHUUAJTBbHOU 3(dek-
TUBHOCTH, TIPU TIOJIHOM B3aWMOJECHCTBUU MallMEHTA,
Jieyaliero Bpaya U KOMaH bl TPAHCTUIAHTOJIOTOB.

Ilokazanusa. C mosieneHneM MTK nokazanus k
npoBefaeHuo a0 TI'CK pe3ko uaMeHunucey. B nepsyro
X® XMJI amnoTT'CK mokaszaHa TIpy pa3BUTUM Pe3U-
CTEHTHOCTM WIM HemnepeHocumMoctd K UM 1 HOBBbIM
HUTK. Henpsimble cpaBHeHUST 3(HEKTUBHOCTA MpOJe-
MoHcTpupoBasin TipeumymiectBo  UTK mepen an-
J0TT'CK, mosToMy ee BBITIOJTHEHNE B3POCIBbIM MalleH-
tam B XD B kauecTBe 1-i1 TMHUM Teparuy Ha CETOIHSIIII -
HUM 1eHb He pekoMeHaoBaHo. R. Hehlmann u coasr. [75]
TOoKa3ain, 4To paHHss poAacTBeHHas auto T TCK He nme-
€T MPeuMYIIeCTBa Mepell KOHCEPBATUBHOM Teparuei.

BriepBrie BIsIBIeHHBIE MariieHTHI ¢ XMJI B DA
JTOBOJILHO T€TEPOT€HHBI, Y TAKTUKA UX BEICHUS MOXET
omnyatbesd. s psma Takux OOJIBHBIX MOXET OBbITh
oueHb 3ddektuBHa Tepanusgs UM unu UTK BTOporo
nokojeHus. [1o 3Toil nmpuurHe peureHue o MpoBele-
Hun auio TTCK 10JKHO MPUHUMATBCS C YYETOM Clie-
TYIOIIUX JAHHBIX: 1) OlleHKa CTeNeHU pucKa mporpec-
cun XMJI (onpenensietcst mo uHaekcy Sokal) u npea-
rnoJjiaraéMblii OTBET Ha Teparnuio; 2) onpenejeHue -
(exktuBHOCTH MM B KJII0YEBBIE BPEMEHHBIE TOYKU
(uutoreHetnka u koiauuectBeHHas I1LIP); 3) ouenka
pUCKa BO3ZHUKHOBEHUS TPAHCILUTAHTALIMOHHOW CMepT-
HOCTU U MOCTTPAHCIJIAHTALIMOHHBIX OCJIOXHEHU; 4)
HaJIM4ue U JOCTYITHOCTh JOHODA.
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IMauventam ¢ HK peKOMEHIOBAHO IMPOBEICHUE
a0 TT'CK cpasy nocie poctiskeHnst XD ¢ ToMoIIbo
MoHoTepanuu MM wiu couetanHoit Tepanuu UM c
TTOTMXUMUOTEPATTUETA.

IMosinenne UM (IlnBek®), mo 3 GhEeKTUBHOCTH
conoctaBumoro ¢ autoTT'CK y 6onpmrHcTBa 60J1b-
HBIX, a TI0 0€30TIaCHOCTH CYIIECTBEHHO TPEBOCXOJI -
IIETO €€, CTAJIO PEBOJIIOIIMOHHBIM B pa3BUTUY TEPATTUU
XMJI u gano TOJYOK JajibHeileMy pacrpocTpaHe-
HUIO HaIMpaBJIeHHON (TapreTHOI) Tepanuu, Kak B Te-
MaToJIOTUH, TaK U B OHKoJoruu. CoriacHO JaHHBIM
peTtpocrieKTuBHOro aHaiausa, B 2001 r. XMJI O6bL1 Hau-
Ooyiee 4YacTbIM TMOKa3aHUEM IS TIPOBEACHUS ajl-
n0TT'CK, B 2005 1., Bckope mniociie nosieaeHust UM, on
yXe CTaJl 3aHUMAaTh JINIIb §-€ MECTO CPEIU IPYTUX 3a-
6oneBanuii. Yucio manueHToB, KoTopeiM auto TTCK
npoBoaMIachk B niepoii XM®, cHusmiock ¢ 62 no 44%.

I[Tpu sTOM KONMMYECTBO OOJBHBIX, IMOABEPTIINXCS
tpaHciutanTauu B @A mnu Bo Bropoii XD, Ha060poT,
YBEIUUMIIOCH ¢ 24 10 41%. YacToTa BBITOJHEHUS all-
n10TT'CK B ¢aze bK octamace Ha mpexHeM ypoBHE —
14—15% [76].

BBenenue B kiuHUYecKylo paktuky UM kapau-
HAJIbBHO M3MEHUJIO MOAXoAbl K jedyeHuo XMJI. UM
MPOYHO 3aHSUT MECTO B 1-i1 IMHUU Tepanuu st 60JIb-
mmHceTBa 6obHBIX XMJL. Bojiee Toro, mosiBjieHue HO-
BbIX UTK cmectrio annoTTCK y 6onmbHBIX B XD XMJT
U CO 2-if TUHWY Tepariiu.

Db bekTUBHOCTh U 6€30MaCHOCTh HAMbOJIEE COB-
PEMEHHBIX CPEACTB KOHCEpBAaTUBHOM Tepanuu XMJI —
HWUTK, UM, HunotuHuba u nazaTuHuOa, a TakoKe COB-
peMeHHasT TaKTUKa BEIEHUS TTAllMeHTOB C 3TUM TPO3-
HbIM, HO KypabeJbHbIM 3a00JieBaHUEM OyleT MmpeacTa-
BJICHA B CJIEAYIOIEM HOMEpe XypHaJa.
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