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Pymannes

B ominume oT 001el TeMaTONIOTUH, TEOPETUYECKON OC-
HOBOY KOTOPOY ABJIAETCA YYEHHE O KDOBETBOPEHUH U €TI0 Pe-
TYJALHN, JETCKAA FeMATONOTHS KaK HayKa 6a3upyeTcs, BO-Tiep-
BbIX, Hd MU3Y4EHUH OHTOI€HE32 KPOBETBOPHOM M HMMYHHOM
CHUCTEM, TUCTOTEHETUYECKH CBA3AHHBIX €IMHOM CTBOJOBOM
KJIETKOM, €IUHBIMH IYTAMHU €€ IU(P(HEPEHITUPOBKI U MUTPA-
LUHU. BO-BTOPBIX, HA M3Y4EHUN 3AKOHOMEPHOCTEN CTAHOB-
JeHus, (PyHKIMOHUPOBAHMU, TEPMUHATBLHOH JuddepeHn-
POBKH | aII0IITO32 KIETOYHBIX CTPYKTYP, 00€CTICYHBAIONIX
OUOXUMUYECKUI U UMMYHHBIA I'OMEOCTA3, TKAHEBOE /IbIXaHUE
U PETY/LAIHIO META60IM3M PeOEHKA, HOAPOCTKA, B3POCIOTO.
B-TpeTbux, ETCKAs reMaToIOIUs H3y4aeT MONEeKyIIPHO-O10-
JIOTMYECKUE U TeHETHYECKHUE Je(DEKTh (PYHKIIHOHUPOBAHHSA
KJIETOK KDOBY U UMMYHHOH CHCTEMBI, IPUBOJALINE K Pa3-
BUTHIO UMMYHOZIE(DHIIUTOB, ayTOBOCIANTUTE/BHBIX, yTOUM-
MYHHBIX 3200JIEBAHUI, OIYXOJIEN U MH(DEKIMI NMMYHHOH
cucTeMbl. KIIMHuYecKue nCCIel0BAHNA B PAMKAX IETCKOM re-
MAaTOJIOTMH BKIIOYAIOT U3YYEHHE ITATOTeHE3d HACIEACTBEH-
HBIX U IPUOOPETEHHBIX 3200JIEBAHUI KPOBU U HMMYHHOH
CHCTEMBI Y IUI0/I, HOBOPOX/ICHHOI'O PEOEHKA, HOIIKOIbHHU-
K4, ITKOJIbHUKA-MIOJPOCTKA U B3POCJIOTO U Pa3paboTKy HAyd-
HO 0OOCHOBAHHBIX METO/IOB TPO(ITAKTUKY U TCYCHUS ITHX
3200/I€BAHMI HAa OCHOBE I0KA32TEIbHOMN MEJUIMHEL

TecHas cBA3b MEX/Y TEMATONOTHEN K IMMYHOIOTHEN
uspecTHa 601ee 100 seT. Ha nmepBbIX 9Talax OHA PA3BUBAIACH
B BUJI€ YIE€HHSA O (DAarOLUTO3€, TPYIIIAX KPOBU U AHTUTEHAX
TKaHEBO¥ COBMeCTUMOCTH. C MOMeHTa BhieaeHusA T- u B-

JuM(OITUTOB, ONPE/IEICHUS POIH MAKPO(aros B AMMYHHOM
CHCTEME, ONTUCAHUA KIACTEPOB U TEHETUIECKUX MAPKEPOB
nudhepeHITMPOBKU KIETOK — MPEAIMECTBEHHIKOB KPOBE-
TBOPEHMA U MIMMYHHOI CUCTEMBI, BBIACHEHHA POJIU TOPMO-
HOB, KOJIOHUECTUMYTHPYIOMUX (hPaKTOPOB, MOJIEKY/I aATC3UH,
IIUTOKUHOB U CTPOMATIBHOTO MHKPOOKPYKEHHS B (DYHKIIHO-
HUPOBAHUH CTBOJIOBBIX KIETOK KPOBETBOPEHHSA HAMETHIACh
3¢ pexTrBHAS UHTEIPALUS ITUX JIBYX Pa3/ieI0B MEIUIIMHEL
OHa pe3Ko yCKOpuIa IPOYKTUBHBIC HCCIEI0BAHUS B 00/1aC-
TH KJIETOYHBIX OCHOB UMMYHOJIOTHH, OHTOT€HE3d UMMYHHOM!
CHCTEMBI, IETATU3AIUU TEHETUYECKHX U IPUOOPETEHHBIX
HUMMYHO/IE(DUITUTOB Y A€TEH U MOAPOCTKOB. TmareIbHOMY
U3y4EHUIO TO/[BEPTIUCh T€MOIOITHYECKAE U UMMYHHBIE
KJIETKU-TIPEIIECTBEHHHUKY, 4 TAKKE (POPMBI MX B3AUMOJIETIC-
TBUA € 3P PEKTOPHBIM 3BEHOM HMMYHHOTO OTBETA.

J11 M3y4eHns MaToreHe3a UMMYHOAE(DUIIUTHBIX CO-
crosuuii (nanee — UIC) B Poccun opraHu3osaH nepcoHugpu-
LIIUPOBAHHBIN perucTp nanuentos ¢ UJIC, BKoyaromuin pe-
3y/IbTaThl OLEHKX HMMYHHOI'O M F€MaTOJIOTHYECKOTO CTATyCa,
MYTallMOHHOTO aHAIN32 ¥ CEKBEHMPOBAHHA KOMIUIEMEHTAP-
Hoit JHK. O o6peamamI uadopmaro o 30 popmax UJC.
U3 Hux 6 popm: 061mast BaprabenbHas HMMYHHAS HEOCTa-
TOYHOCTS (#anee — OBUH), runep-IgM-cuHapoM, CHHAPOM
Buckorra - Ongpuya, cungpom Huiimerena u ayrouMmyH-
HBIH TuM@onpoau@epaTuBHbIil CUHAPOM, Aeuuut C1-uH-
THOUTOPA KOMIUIEMEHTA — IIO/IBEPIIMCD YITYOICHHOMY Hayd-
HoMy aHann3y. Tak, npu OBUH 6511 BBIABIECH T€HETHYECKUIT
AeeKT B BIie MYTAaHTHOTO I'€HA, HH/TyIIHPYEMBIH KOCTHMYJL-
TopHO# Mosekynon (ICOS), Haxopamencsa Ha JUIMHHOM Iule-
4e 2-11 XPOMOCOMBL. JTa MOJIEKY/IA IKCIIPECCUPYETCA AKTUBH-
poBaHHBIMU T-TMM(pOIUTAMY, IPUYEM €€ B3AUMO/ICHCTBHIE
C IMT'aHJOM Ha B-num@onurax Heo6X0AUMO /IS IO3AHEH
nuddepeHIupPoBKY B-KIeTOK 11 060pa3oBaHus B-K1eTok ma-
matu. Xora OBUH otnecena sxcnepramu BO3 k rpynne HJIC
C IPEUMYIIECTBEHHBIM HAPYUIEHHEM IIPOJAYKIIMH AHTHTEI,
HAIIN UCCIETO0BAHMSA NTOKA3AIH, YTO ITH HapymeHus T-Kie-
TOYHOTO UMMYHHUTETA ABIAIOTCA IIEPBUYHBIMH, A J€(DEKTHI
IPOJYKIIUU KMMYHOITIOOYTMHOB B-K/IeTKaMu BTOPHYHBI, 9TO
OYEHB BAKHO C TOYKU 3PEHUS TEPANHHU 3200JIEBAHIIS, KOTOPOE
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TOJDKHO JIEYUTHCA KaK KomOuanposanHoe UJC. HemaBHO 06-
HapyxeHHaA y 10% 60ompHbIX OBAH myrarus rena TNFRST
13B, KOAMPYIOMETO TPAHCMEMOPAHHBIA AKTUBATOP KAJIbIIHA,
JKCIIpeccupyeMbi B-mum@onuramu, 1 06€CeunBaomEero
B33aMMOJICHCTBHE C MAKPO(araMu H JeHJPUTHBIMHU KIETKA-
MU, TIO CYIIECTBY MOJTBEPKAACT KOMOMHUPOBAHHBII BAPUAHT
WJIC npy KIMHUYECKU TeTEPOreHHOH (popMe 3200/1€BAHUA.

Hccneposanus y alueHToB ¢ runep-IgM-cuHapoMom,
HApAJy ¢ U3BECTHBIMHU I'YMOPAIbHBIMU JIe(DEKTAMH, BHIABHIN
nnsepcuio CD4/CD8, nosbimenue NK-KIETOK U TOYEUHBIX
MyTalMH¥ IF€HOMHOM CTPYKTYphI uranga CD40, napymaro-
mux fuddepeHnuposky B-tumponuros B IgM-nipogyuupy-
IOIME KIETKY IIPU B3AUMOJEHCTBUN ¢ T-tuM@onuramy, 4ro
0OBACHAET HAPYIIEHUE PE3UCTEHTHOCTU K 6AKTE€PUAIBHBIM,
I'PUOKOBBIM M OIIIOPTYHUCTHIECKIM HH(EKIUAM U PA3BU-
THE AyTONMMYHHBIX 3200/1€BaHm. CIe/ICTBUEM HEA/ICKBATHO-
T'O IMMYHHOTO OTBET4 Ha BHYTPHKJIETOYHBIE IIATOTEHBI Y TUX
MAIUEHTOB ABIAETCA PA3BUTHE CKIEPO3HPYIOMETO XOMAHTH-
T4 ¥ HECTIENM(PUIECKOTO A3BEHHOTO KOIUTA, UMEIONUX He-
6IarONPHATHBIA IIPOTHO3.

B pesynbrare MONEKYIAPHO-TEHETHYECKUX UCCIIEL0BA-
HUH CMHAPOMA XPOMOCOMHBIX ITOIOMOK HuiimMerena — umMmy-
HOZleULIUTA, IPY KOTOPOM 60J1€€ YeM Y TI0JIOBUHBI OOIBHBIX
Pa3BHBAETCA OIYXOJIb, OLPEEIEHA HOBAA MyTalysA reHa Nbsl
(657 del 5), xapakrepHas 11 PyCCKOM IOy, Beigene-
HBI HEM3BECTHBIE PaHee HAPYIIEHHA (DYHKIMOHUPOBAHHSA Te-
JIOMep, ¥ IOKA3aHa BO3MOKHAA POJIb I'€TEPO3UTOTHOIO HO-
curenbeTBa Myranuu 657 del 5 B pa3BUTHM AIUIACTHYECKUX
AHEMUH, HEUTPONIEHUH, TPOMOOIUTONIEHUH U 310KA4€ECT-
BEHHBIX JINM(ONPOIH(ePATUBHBIX 3200I€BAHUI Y ICTEH.

B 1995 rogy 6bL1 ONUCAH HOBBIH Ie(PEKT UMMYHHOI
perylanuu — ayTOMMMYHHBII JTUM(ONPOonu(epaTuBHbII
cunzppom (ganee — AJITIC), KIMHUKA KOTOPOTO IPOAB/IANACH
COYeTaHHEM JUM(PONPOIH(PEPATUBHOTO CHHAPOMA C ayTO-
HUMMYHHBIMH IIOPKEHUAMH KUIIEYHHUKA, IEYEHH, CYCTABOB
U IPYTHX OPI'aHOB U cucTeM. OIpe/ieeHbl XapaKTEePHbIE I1a-
ruocruyeckue kpurepun AJIIIC: nHBEPCHA COOTHOLMIEHUA
CD4+/CD8+, moBbIIEHNE COAEPAKAHUA AKTUBIPOBAHHBIX T-
u B-mum¢ponutos, NK-KI€TOK U pe3Koe yBeInYeHHE JBONHBIX
HeratusHbIX (CD4-/CD8-) T-KI€TOK, HapylIeHHe aomnTo-
3a nepuepHUIECKUX MOHOHYKIEAPOB IPU UHJYKI[UU aH-
TUTENaMU K Fas-peLentopy, Myrauuu B reHax Fas, Kacmassl
8 1 10. BoLAB/IEHHBIE TUIIBI MOJIEKY/IAPHO-TEHETUYECKUX PAC-
crporicrs npu AJITIC no3sonunu pazpaboTaTs guddepen-
LUPOBAHHBIE IPOTOKOJBI JIEYEHHUA, 3aBUCAIINE OT CTEIIEHU
MY/JIBTHOPIAHHOI'O IIOPAKEHHSA, BKIIOYAIOIUE LIMKIOCIO-
pHH A, aHTHTeNa K aHTU-CD-20 (pUTYKCHMMAa0), CIUIEHIKTO-
MHIO U B 0CO0O0 TSLKETIBIX CIYIASX TPAHCIUIAHTAIUIO IEMO-
MO3TUYECKUX CTBOJIOBBIX KIETOK (manee — TICK).

Y 60/1bHBIX cHHIpOMOM Brckotta — Onjprya (anee -
CBO) ycranosneHo, 4To K1accuaeckuri CBO, mposABILAIOmUNHCA
MUKPOTPOMOOIIUTONICHHEH, 9K3EMOH 1 IMYHHOAE(PUITUTOM,
HMEET TOYHO YCTAHOBJIEHHBIN IE(EKT FeHa Ha XPOMOCOME
11.23, koHTpOmpytomero cunre3 6enka WASP, sxcnpeccupy-
IOLIETOCA UCKIIOYUTEIbHO Ha KIETKAX I'€MOIIOITUYECKOIO Ps-
Aa. Myranuu rena WASP BKITIOYAIOT BECh BO3MOKHBIHN CIIEKTP
T'€HETUYECKUX PACCTPOUCTB: MECCEHC, HOHCEHC, JJEICLIUH, UH-
CepLUH, MyTalH KIETOYHOIO CKesleTa. B pesyabrare nccieno-
BAHUH BBIABJIEHO U OIMCAHO 15 HOBBIX MyTauui B rene WASP,

YCTaHOBJIEH ITATOT€HE3 MUKPOTPOMOOIMTONEHUH (IE(DEKTDI
CKeJIeTa MEMOPAHBI), AB/IAIONHIACA IIPUYHHON IIOBBIIIEHHOTO
Pa3pylIEHIA TPOMOOIIUTOB, BIIEPBbIE TOKA32HA MO3AMYHOCTD
JUM(DOLUTOB IO YPOBHIO IKcrpeccuy WASP, 4T IOCIYKIIO
OCHOBAaHHEM K MOZIETUPOBAHUIO I(P(HEKTOB ITeHHOH TEPATINI
u/umm TICK y 6ombHBIX CBO.

JJ1 CHCTEMBI KOMIITIEMEHTA YCTAHOBJIEHBI M OIIHCA-
HBI BCE /IE(DEKTHBIE IEHBI, TOKAIM30BAHHBIE HA ayTOCOMHBIX
XpOMOCOMAX (KpOMe I'eHa IIPOIEPANHA). B 1e10M e eKTol
panHuX (ppakuuit kommiemenrta (C1 - C4) conpoBOKAAIOT-
€ pa3BUTHEM ayTOMMMYHHBIX 3260JIEBAHHI, TAKHX KAK CHC-
TEMHAs KPACHAA BOIYAHKA, FOBEHIWIbHbIH PEBMATOUJHBIN ap-
TPUT, Y3EIKOBBIA IIeprapTepHuT. JeeKThl TEPMUHATBHBIX
KOMIIOHEHTOB KomiuieMeHTa (C5 — C9) mpeapacronaraior
K Pa3BUTHIO0 MEHUHI'OKOKKOBOH HH(eKuuu. Mccnenosanus
HOKAyTHPOBAHHBIX IKCIIEPUMEHTATBHBIX KHBOTHBIX 10 O€JI-
KaM CHCTEMBI KOMIUIEMEHTA NTO3BOIMIM OIHUCATh ITATOTEHES
1 060CHOBATb TEPAITHIO HACIE/ICTBEHHOTO U IPHOOPETEHHOTO
nedurpra C1-MHIHIONTOPA KOMIUTEMEHTA, COTIPOBOKIAIONIETO-
€A AKH3HEOITACHBIM AaHTHOHEBPOTUYECKUM OTEKOM, OIIPEMIETHTD
HUMMYHOJIOTUYECKUE KPUTEPHH TAKECTU TEUEHHA CUCTEMHON
KPACHOH BOMYAHKH, AUATHOCTHYECKOE M IPOTHOCTUYECKOE
3HAYEHHE KOMIIEMEHTAPHBIX OEJIKOB B PA3BUTHU 'HOHHO-
BOCITAIUTEIBHBIX 3200/1€BAHUH Y I€TEH PaHHETO BO3PACTa.

HccnenoBanus y aeteit ¢ jepekramu (paronurosa u rpa-
HYJIOLIUTAPHBIMU CHHPOMAMH KOCTHOMO3IOBOH HEIOCTATOY-
HOCTH BBIABWIIY 60s1ee 30 reHHBIX Ie(EKTOB C X-CIEIUICHHBIM,
AyTOCOMHO-JJOMUHAHTHBIM U ayTOCOMHO-PELIECCUBHBIM Ha-
CJIE0BAHUEM, YTO TI03BOITUIO Pa3pabOTaTh MOJIEKYILAPHO-TE-
HETHUYECKUH aITOpUTM AU DEPEHITMAIBHONA JUATHOCTUKH
1 060CHOBATH AN (HEPEHIUATBHYIO TEPAIINIO 3TOH I'PYIIIIbI
60/1bHBIX. OTIPe/IeIeHbl KPUTEPUN IMMYHHBIX HEHTPOIICHUH:
HAIMYUE AHTUTPAHYIOUTAPHBIX AHTHTEN B COUETAHUH C HEHI-
TPOIEHHEH NIOTPEOIEHNUS U CHIKCHHEM KOIOHHEO0Pa3yIo-
mux eaunul (KOE - TM) npu KyJIbTHBUPOBAHUH KOCTHOTO
MO3Ta B CHCTEME «arapoBas KaIui — KujKas cpesar. Paspabo-
TaHbI ¥ BHEJPEHBI B IPAKTHKY IIPOTOKOJIBI JIEYEHHS PA/jA TEHE-
THYECKUX (TPAHYIOLMUTAPHBINA KOJTOHUECTUMYITHPYIOMUI (haK-
Top — I'KC®, TTCK) 1 MMMYHHBIX (LUKTOCIIOPHH, PEMUKEH],
AHTHLUTOKNHOBBIE IIPENAPATh) HEHUTPOLIEHUH.

Ocobyto rpynny UJC npeacTaBusior je(exTsl, 8-
JAIOIUECS CIEACTBUEM UMMYHHON JUCPETYIANH, paHee
OIIMCAHHBIE B IPYIIIE THCTUOLUTO30B. K HUM OTHOCHUTCA
NEPBUYHBII, B TOM YUCJIE CEMEIHBIN, TeMO(DAroLUTAPHBIIT
JuMpOrucTuonuTo3 (fanee — IIT). dra rpynmna 3a6oneBanmit
MAakpo(aroB XapaKTepH3yeTcss HEKOHTPOJIUPYEMOI aKTHBA-
nuen T-TuM@pOoLUTOB B OTBET HA UH(EKIMIO, YTO IPUBOAUT
K THIIEPIPOAYKIUI IPOTUBOBOCIIAIUTENbHBIX UTOKUHOB.
Hx cucreMHsIH 3()PeKT 06yCIOBINBACT TKAHEBBIE U OP-
TaHHBIE OBPEXACHUSA, IPOABIAIOIINECT TUXOPAAKOH, Tre-
[ATOCIIEHOMETANEHN, IBYX-TPEXPOCTKOBOM LIUTOIIEHUEH,
TUIEPTPUITUIIEPUAEMUEH, TUIIEPOHIUPYOUHEMHEI, THIIO-
(pubpuHOreHEMHUEN, HEBPOJIOTHIECKIMH HAPYIIECHUAMH, 9TO
HPHUBOAUT K (paTanbHOMY HCXOfy. HecriocobHocTs NK-KI€TOK
OCYIECTBIIATD I(P(HEKTHBHBIE HIUTOKCUIECKUE (DYHKLIUH SAB-
JAETCA YHUBEPCAILHBIM (PEHOMEHOM ITPU 3TOM 3260J1€BAHIN
U CBA3aHA C MyTanuel rena nepgopuna (PRF-1). Mopgoio-
rudeckuM cyocrparom IVIT aBiasgeTcs 1uMQpOrucTHONUTap-
Hasg MHUWIBTPALHUA C TeMO(pArOIUTO30M, IPEUMYIIECTBEH-
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HO B KOCTHOM MO3Te€, cenie3eHke, tumpoysnax, HHC, neueny,
TuMyce. CpeiHsA IPOOKUTEIbHOCTD SKU3HH Y 32007IEBIINX
10 BHEIPEHUA COBPEMEHHBIX IPOTOKOIOB XMMHO- © HMMY-
HocynpeccusHol Tepanuu 1 TI'CK cocrasisna 2-3 mecana.
B cBA3M ¢ 3TMM B HalIeX KIMHHUKE BIIEPBBIE B CTPAHE IIPO-
BEJ€HA CPABHUTEIbHAA OLIEHKA I(P(PEKTUBHOCTU MEXK/YHA-
POJHBIX IPOTOKOJIOB XUMUOUMMYHOTEPAIIMHU U AJUIOTEHHOMN
TI'CK. IToxasan 50%-Hbli 3()(HEKT XUMHUO-, IMMYHO- H COIIPO-
BOAUTENbHOMU Tepanun U 90%-ubii apdexr TITCK npu He-
POZICTBEHHOI a/IOTeHHOM U ramouieHTHyHoi TTCK.

B ormune ot IUIT, ructuonutos us KieTok Jlanrepran-
Ca UMeET Crenu(pUIeCKUe UIMMYHOTHCTHOXUMUYECKHE MAP-
Kepsl — C[1a-aHTUreH U IpaHy/Ibl BUp6eKa IpH AMEKTPOHHOM
MHKPOCKOIHH. [Tocse BHEAPEHUA IPOTOKOJIOB XMMUOTEPA-
MU B 1€4€0HYIO IPAKTUKY IPH HAUOO0MIEE TAKENBIX OMHCHC-
TEMHBIX TUCTHOIIUTO3aX 001ast 1 OE3peIFINBHAS BEUKHIBAC-
MOCTb GOJIBHBIX COCTABIIIA COOTBETCTBEHHO 80 1 60%. TTCK
3 PEKTHBHA Y PE3UCTEHTHBIX O0IBHBIX C HEA((HEKTHBHOC-
TBIO CUCTEMHOY XUMHOTEpaNnuu. UCcaenoBanysa I'uCTUOLN-
TO30B B Poccuu BBIIOMHEHBI B PAMKAX MEXAYHAPOLHOIO CO-
TPYSHHYECTBA C KOOIIEPATUBHON MEKIYHAPOMHON I'DYIIION
TI0 JIEYEHHUIO ITOTO 3200IEBAHNA: OOCYKIEHBI PE3Y/IbTATHI Jie-
wenms 866 gerert B Bo3pacre ot 0 10 18 jer.

B Tedyenne nocaegHero JecATUIeTHs OIUCAHA IPYIIIA
PENKUX HACTEACTBEHHBIX 3200I€BAHUI U CHHIPOMOB, XapaK-
TEPU3YIOWIUXCA HAPYIIEHUEM PETYIATOPOB Bocnanenus. [Ipu
9TOM y AIIEHTOB HE ONPEAENAIOTCA IPU3HAKU ayTOUMMYH-
HOM arpeccuu (ayTOaHTUTENA, ayTOpeaKkTuBHbIe T-TUMpoO-
utel). K 3TOM rpymime ayToBOCIATUTENbHBIX 32001€BAHUI
OTHOCATCA CEMENHAsA CPeJU3eMHOMOPCKAS JTUX0PajiKa (11e-
puoIecKas 60JI€3Hb), IEPHOAMICCKUI CHHIPOM, ACCOLHH-
POBAHHBII € Ie(DEKTOM PELENTOPa (PaKTOPa HEKPO3a OIYXO-
/i, runep-IgD-cunapoM, cemeriHasg X01040Basd KPAIMBHULIA
u ip. [IpUHIMIINATBHO BAKHBIM /UL KIMHUKH OKa3aJ10Ch TO,
YTO T€HETHYECKHE AE(EKTHI, OTBETCTBEHHBIE 32 IPOTEUHBI,
YJACTBYIOIIME B PEAKIUAX BOCIAJIEHUA, HATIPUMED Je(ek-
TBI MUPUH-TPAHCKPUIITALUOHHOTO (PAKTOPA MUEIOUAHBIX
KJIETOK, OTPAHMYMBAIOLIETO JEHCTBUE IPOBOCIAIUTEbHBIX
LUTOKHHOB, BBI3BIBAIOT AKTUBAIMIO IIUTOKMHOBOI'O KACKA/IA,
HECNENU(PUIECKYIO CTUMY/IALUIO AHTUTEIOT€HES3A, TIOBbI-
IIEHUE YPOBHA OEIKOB OCTPOH (ha3bl BOCIIATIEHHA U AMHIIO-
uja A, 4TO IIPUBOAUT K Pa3BUTHIO BTOPUYHOIO AMHIOU/032
AA-THIIA C IPEUMYILECTBEHHBIM NIOPAKEHUEM IIOYeK. CHH-
JOPOMBI, ACCOITMUPOBAHHbIE ¢ MyTanuer rena CIAS-I, Takue
KaK CMHAPOM Maxia — Ya/1bca, CEMEHHbIA X0I0J0BbIH ay-
TOBOCIHA/IUTENbHBIA CHHAPOM, MIAAEHYECKUI KOXKHO-aPTHU-
KYJIAPHBIA CHHAPOM, CBA3aHHI € Je(PEKTaMHI KPHOIHPHUHA,
9KCIPECCUPYIOMETOCH TOMUMOP(OALEPHBIMH TUM(POLUTA-
MHU M XOHJPOLUTAMH. ITOT GEIOK HHAYIUPYET IPOLECCUHT
IIPOMHTEPIENKIHA-1 ¢ 06pPA30BAHUEM €TO AKTUBHOM (POP-
MBI. MOJIEKY/IIPHO-T€HETUYECKIH aHATH3 O3B0 000C-
HOBATb AU (HEPEHIINPOBAHHBIE METO/BI IEYECHNUS, HAIPUMED
UCI0JIb30BAHIE KOMXUIIMHA IPH IIEPHOUYECKOH OOME3HH,
IIPEJOTBPAIAIOIEIO PA3BUTHE IOYEYHON HEAOCTATOYHOCTH
W PAaHHWUH JIETATIBHBINA UCXOJ OT AMUJION/032, UJIH ITATOI€He-
THYECKOE JICYCHUE PEKOMOMHAHTHBIM aHTAI'OHUCTOM HHTEp-
nerikuna-1 (Kineret), KOTOPBIA IPUBOAUT K HCIE3HOBEHUIO
BOCIIAIMTENBHBIX CHMIITOMOB YK€ Ha BTOPOH JIEHb OT HA4a-
na Tepanyu npu CIAS-1-acCOIMMPOBAHHBIX 3200IEBAHUAX.

PagykaapHBIM METOIOM TE€PANUH, IPUMEHAEMBIM
k 6ompmmHCTBY UJIC, ABmserca TICK, mo3ponsomas B cy-
Jae € YCIEMHOTO BBITOMHEHHUS JOOUTHCA IONTHOH KOPPEK-
L[UF UMMYHOJIOTHYECKOTO Aedekra. [lepBasg TpaHCIUIaHTa-
st 6opHOMY ¢ MJIC B Poccuu 6bi1a iposejieHa B 1995 roay
B HAIlle! KIMHUKE. B TeueHne NoCIeyomHuXx €T ObUIO Hala-
’K€HO 3(P(PEKTUBHOE MEKIYHAPOAHOE COTPYAHHIECTBO B 06-
nactu noa6opa foHopos I'CK, pa3paboTaHsl OpUIHHAIBHBIE
PEXUMBI KOHTUIUOHUPOBAHUA U MTPODUIAKTUKA HHPEK-
LUOHHBIX OCNOKHEHUM. CerogHa B Poccuu B Tpex LeHTpax
(HHIIL ATOU nmenu Imutpus Porauesa, PIIKb u HUU pe-
TCKOHM OHKOJIOTHH, IT€MATOJIOI'MHU U TPAHCIUIAHTOIOI MU UMe-
Hu P.M. Top6adesoit) Beimonnsercst 60—-70 TICK maruerram
¢ NIC B rog, uro cocrasaser 20% TI'CK B Epomne g aToit
IPYIIIB G0JIBHBIX. ITOTH MCCIe0BaHIH, 0000IMBIINX pe-
3yAbTaThl 270 TPAHCIUIAHTALMI y A€TEl C KOMOMHUPOBAHHBI-
My uMMyHogedunuramu, UC ¢ npenMymecTBeHHbIMH Jie-
(hexramMu aHTHTENI000PA30BAHMA U AeeKTaMu (DAronuTO3a,
OTIpeAETHIN 000 3P PEKTHBHOCTD NeYeHUs Y 75% 60IIb-
HbIX. CIIE[yIOIMM 3TAIIOM PA3BUTHA IPOobIeMbl Tedennsa NJIC
CTAaHET I'eHHAA TEePAIu, II0JyYMBLIAS PA3BUTHE B TEYCHHE
nocaeanux 10 ner. [IepBoiii Cyyan BBECHHA I€HA AIEHO3UH-
J€3aMUHA3bl B CTBOJIOBBIE KJIETKH, II0Jy4EHHBIE OT ALIUEHTA
C 9TOM MATOJIOTUEH, ¥ TOCJIEAYIOME ayTOTPAHCIUIAHTALIUN
C IIOJHBIM BOCCTAHOBJIEHHEM KPOBETBOPEHHA U KOPPEKIHUEN
HUMMYHOJIOTHIECKOTO Jie(heKTa Y GOIbHBIX OKOHYMIICA 11O
HBIM BBI3JOPOBJIEHUEM NALMEHTA. 3aTEM II0CIEL0BAIA PY-
THHHAasA Pab0Ta 10 HAKOIUIEHHIO OIIBITA, IPEX/IE BCETO B BU-
Je KoMOuHanuu resHoi repanuu u TTCK.

3HAYUMOI MPOOIEMOH JETCKOH TeMATONOTHH, TI€/H-
ATPHU U JIETCKOTO 3[PABOOXPAHEHHUS IO-NIPEKHEMY ABIAIOT-
€ AaHEMHH, YTO ObUIO MOATBEPKAEHO JAHHBIMH BCEPOCCUT-
CKOH AMCIIAHCEPU3ALUH JETCKOro Hacenenus B 2002 rogy.
Y pereit 90% Bcex anemMui (y B3pocbix 80%) MpUXOAUTCA Ha
xenesonedunuTHeie aneMun (ganee — XKJIJA). Pactipocrpa-
HEHHOCTb aHEMHUH Y JieTel B Bo3pacre 10 15 ner 3a 10 ner
(1992-2002 ropper) BeIpOCaa ¢ 452 10 1821, a y mogpocTKOB
15-18 et - ¢ 103 5o 591 na 100 ThIC. YEIOBEK COOTBETCTBY-
IOIETO BO3PACTA. DTH TEHAEHIIMH COXPAHAIOTCA U B HACTO-
amee Bpema. Yacrora KA B JETCKOM MONYIALMHA COCTABIA-
€T 0T 3 10 4%. IIpp4rHaMyU COXPAHAIOLIMXCA PACCTPONCTB
ABJIIOTCS: SKONOTUA (CBUHIIOBBIE KPACUTEIH, OEH3HH C J0-
6aBKaMU, 3aIrPA3HEHHE NTOYBBI, BOJIBL, IPOJYKTOB ITUTAHHU),
HApYIIEHUE IINTAHUA U OTCYTCTBHE TOLKHON NPO(PUIAKTH-
KU Ae(pULIUTA Kene3a. MHOTOUHCIEHHbIE HCCIET0BAHUA OTe-
YECTBEHHBIX IIEUATPOB-TEMATOIOI0B 3aBEPIIMINCH Pa3pa-
6OTKO¥ PEKOMEHIALINI 0 aHTEHATAIHOH, HHTPAHATAIBHOH
U NIOCTHATAIBbHON mpodunakruke XKIA. DTH uCCIef0BAHNUA
BKJIIOYA/IM CPABHUTEIBHYIO OLEHKY 3(D(EKTUBHOCTH 3ape-
TUCTPUPOBAHHBIX B Poccuu IpenapaTos jkejie3a, B pe3ynibra-
T€ YEro MOATOTOBIEHBI CTAH/APTHI X 0OYYAONIKE IIPOTPaM-
MBI U1 Bpadei. K HOBBIM Pe3y/IbTaTaM, HOJYYEHHBIM I10C/Ie
MHOTOJIETHUX UCCIE0BAHUI, CI€yeT OTHECTHU JAHHbIE O I1a-
TOI'€HE3€ IPUTPONIOITHHIABUCUMbIX AHEMHUI, TAKTHKE T€Pa-
[IMH 3PUTPOIO3THHOM (fanee — DIIO) panHent aHeMUu Hello-
HOLIEHHBIX JeTel, poayu HefocTaTouHOoCTH D110 B passuTUn
aHEMHH OEPEMEHHBIX, BO3PACTHOH 3BOMIOLUY TPAHChepH-
HOBBIX PELENTOPOB CBIBOPOTKH KPOBHU U IIATOT€HE3€ aHEMUHU
B IIEPUOJ, CTAHOBJIEHHSA PENPOSYKTUBHON (DYHKLIUH Y 1EBO-
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OXPAHA 300POBbA NETEN

9EK-NIOPOCTKOB, ITIATOTEHETUYECKOE 0OOCHOBAHHE TPUMEHE-
Hus OI10 1 ero KOMOMHAIY ¢ BHYTPHBEHHBIMH ITPENApaTa-
MU KeJIe32 IIPH OHKOJIOTHIECKUX 320071CBAHUSAX.

OfHuM U3 Pa3/IeN0B HAYYHOH U IIPAKTUYECKOM reMa-
TOJIOTHH ABJIAETCA U3Y4EHUE HACTECTBEHHBIX ¥ IPUOOPE-
TEHHBIX CHHPOMOB KOCTHOMO3I'OBOM HEAIOCTATOYHOCTH. DTH
3200/I€BaHIS, KAK IPABUIO, (DATATBHBL: OHU MOT'YT BO3HHKATh
BJII0OOM BO3PACTE ¥ 3BOMIOIIOHUPYIOT B OLyXOJIEBBIE 3260-
7eBaHUA. X U3ydeHHe M03BOAET MOHATD OOIIE MEXAHM3-
Mbl HAPYLIEHHA IEMOII0334, MMMYHOI'€HE3a X MHAYKLUH OIIy-
XOJIEBOTO pOCTa. [IpeaMeToM HAMX UCCIEA0BAHNI ABUIHCDH
4 BPOXKIEHHBIX CHHIPOMA KOCTHOMO3TOBOM HEJOCTATOYHOC-
TH: aHeMHUA PaHKOHH, BPOKIEHHBIN TUCKEPATO3, AHEMHUSA
Jaiimonpa — biakgdana u cungpom [lIBaxmana — JaitMoHza -
U 2 IPHOOPETEHHBIX PACCTPOHCTBA: TPEXPOCTKOBAS HJIFIOTIA-
TUYECKAA ¥ IOCTTENATUTHASA AIUIACTHYECKUE AHEMUU.

Knaccuyeckas anemus ®@ankonu (ganee — AQ) npo-
ABJIAETCA IIPOIPECCUPYIONEH alIa3uel KOCTHOI'O MO3Ia,
BPOXKIECHHBIMY AHOMAIUAMU U IPEAPACIOI0KEHHOCTBIO
K Pa3BUTHIO IEHKO30B, 0COOEHHO OCTPOTO MUEI00IACTHO-
IO JIeK03a U COMUJHBIX OMYXOIel. B 6a3e JaHHBIX 60Tb-
HbIX AD, COOpaHHBIX HAMH B Poccu, 0ka3anock 6omee 60
JeTel ¥ WIEHOB X CeMel, 61aroiaps 4eMy 1 IIPOBE/ICH IIH-
POKHI KPYT KIETOYHBIX, GHOXUMHIECKUX, OO(PU3NIECKIX
U MOJIEKY/IIPHO-TEHETUYECKUX UCCIe0BAHUM. bbputo 11pes-
JIO’KEHO HECKOJIBKO MOjieNIel (DYHKIIMOHMPOBAHHA OENKOB
y 601bHBIX AD /I 0OBACHEHHS CIIOHTAHHONH XPOMOCOM-
HOH HECTaOMIBHOCTH U 9YBCTBHTEIBHOCTH KIETOK K KIACTO-
IeHHBIM areHTaM. OJJHa U3 HUX 3aKII09a€TCA B HAPYUIEHUN
KHCTOPOAHOTO MeTab0MN3Ma B Pe3y/IbTaTe CBEPXIPOAYK-
UM AKTUBHBIX (DOpM KHCIOPoAa (ganee — AOK) unn napy-
meHus npoueccos gerokcugpuranuun AQK. OHa ocHOBaHA
Ha 00HAPYKCHUH IEPOKCUIAZHOTO M KAaTalIa3HOTO JOMEHOB
B COCTABE I'€HOB OCHOBHBIX KOMIUIEMEHTAPHBIX Ipynir AD.
Hccnenosanus MO3BONMIN 0O0CHOBATD TEPATIEBTUIECKYIO
IPOrpaMMy KOMOHMHAIIUH AHIPOTEHOB ¥ HHTHOUTOPOB ADK.
9ra TaKTHKA ObLIA B3ATA HA BOOPYXKEHUE EBponericKko ac-
COIMAIIHEN 60IBHBIX aHeMuel DAHKOHH, B PE3YIBTATE YETO
nosydeH 3P QeKT KIMHIIECKOH CTA0WIN3AIMHI U YMEHBIIE-
HUSI YaCTOTHI ICHETHYECKHUX MOJIOMOK y 62% GombHbIX. Of-
HAKO 3TOT 3((EKT IPU HATUYHHU AIUIA3UH YAABATIOCD NOJ-
JEPAKUBATD B TEYEHUE 2 JIeT (MAKCUMAJIBHO /10 9 JIET), TPETh
6O0JIBHBIX OTHO/IH B PE3YIBTATE PA3BUTHUS OMYXOJIH; 1BE
TPETH — M3-32 OCNIOKHEHUH KOCTHOMO3IOBOH HEAOCTATOY-
HOCTH. BBIKHIIH TOJBKO T€ GOIbHBIE, KOTOPHIM YAAIOCH IIPO-
BECTH AJVIOT€HHYIO HepoacTBeHHyIo TTCK.

BpoxneHHbI juckeparos (ganee — BII) xapakrepu-
3yeTca TPHAJ0M CHMIITOMOB (JUCTPO(HUA HOITEM, 3aKYIIOPKa
CJIE3HBIX KAHAJIBLEB U JIEHKOIUIAKUA CITU3UCTBIX 000I0YEK),
9aCTO MPOABJIAIOIIMXCA B IOTHOM HabOpe IOCIE Pa3BUTHA
AIUTACTUYECKON aHeMUH (ganee — AA). ITaueHTsl ¢ 9TUM 3a-
60J1€BAHHEM IPEACTABIAIOT COOOI IPYIITY BHICOKOTO PUCKA
Pa3sBUTHA JIEHMKO30B U COMUAHBIX onyxouei. Bl naciegyercs
110 X-CLEIVIEHHOMY PELieCCUBHOMY, ayTOCOMHO-IOMUHAHT-
HOMY WM ayTOCOMHO-PELIECCUBHOMY TUIIAM. [IJI1 ITAL{IEHTOB
¢ X-CLeIUIEHHbIM BApHaHTOM BJ] XapaKkrepHbI MyTalMy I'€Ha,
KOZIPYIOMIETO IUCKEPHH — HETOK, CBA3bIBaonuii PHK-Temo-
Mepasy. Y 60JIbHBIX C ayTOCOMHO-JOMHUHAHTHOH (popMot B]]
TEJIOMEPDI, KOTOPBIE «3211€YATHIBAOT> KOHIIBI XPOMOCOM, 3Ha-

YUTETbHO YKOPOYEHBL, YTO NPOAB/IAETCA HEYCTOMYMBOCTBIO
reHoMa. [I0CKOBbKY AUCKEpUH 00/1/Ja€T CPOACTBOM K IICEB-
JOYPUMHCHUHTETA3€, YIACTBYIONIEH B MOCTTPAHCKPUIITAIIU-
OHHBIX U3MEHEHUAX, ITO PACCTPOMCTBO CONPOBOKAACTCA
AUC(YHKIMEH PU6OCOM, YTO B KOHEYHOM HTOTE€ IPUBOJHT
K aIloINITO3y IEMOIOITHYECKUX KIETOK-IPELIEeCTBEHHUKOB.
C Ipyroii CTOPOHBL, e(DEKTHI TETOMEPOB IPUBOAAT K HE3a-
IMUAIMEHHOCTH KOHIOB [IHK, 4TO BBI3BIBAET JETPALALUIO AN-
pa 1 06pa3oBaHHe CJIMIIAHHUA «KOHEI B KOHEL) C APYTUMHU
XpOMOCOMaMH. Takue XpOMOCOMBI TIOJBEPKEHBI IOMOTHH-
TEJIbHBIM IIOJIOMKAM BO BPEMA MHUTOTHYECKOI'O ITUK/IA, 4TO
B KOHEYHOM UTOT'€ IPUBOJAMT K PA3BUTHIO OIIYXOJIEBOI'O IIPO-
ecca. 3nedenre BO3MOKHO TOIBKO IpH BenonHeHuu TI'CK.
Hame yupesxuenue pacionaraer COOCTBEHHBIMHU Ha0TIo/ie-
HUAMH PaJUKATbHOTO JIEYEHHs TALIUEHTOB C IUCKEPATO30M
C IPIMEHEHUEM JJAHHOTO METOA TEPAITHH.

Anemus JJatimonpa - brskdana (ganee — AIIb), wim
NapIHaIbHAA KPACHOKIETOYHAS aIIa3us, KaK MIPaBUIIO,
paccMaTpUBAETCA KAK MCXOJ BPOKIEHHON IIaPBABUPYCHON
HH(DEKINH, U30UPATETBHO MOPAKAIOMEH KIETKU — MIPe-
IIECTBEHHUKU 3PUTPOUSHOIO pna. Ho Hamndue conpoBoX-
JAIOIHUX AIIA3UI0 AaHOMAIUM YEPEITHO-TULIEBOTO CKEIEeTa,
JIy4EBBIX KOCTEN, IIATOJOI'MH CO CTOPOHBI CEPJALIA U IIOYEK
CTHMY/TUPOBAIN IIOUCK TEHETHIECKUX IPUYHH 3200/I€BAHU.
Oxazanoce, 4T0 y 20-25% 601pHBIX A[IB BRIIBIAIOTCS reTe-
PO3UTOTHBIE MYTAIIMHU B I'eHE, KOAUPYIONIEM PHOOCOMATBHBII
6en0k RPS-19. IlpuyeM 6BUTH OIIFICAHBI KaK ayTOCOMHO-]I0-
MHMHAHTHBIH TUII HACIEAOBAHHSA, TAK U CIy9aU CIIOHTAHHO-
IO pa3BUTHA 3260/1€BaHKA. K COXKAIEHHIO, MBI MAJIO IPOJIBH-
HYJIMCh B TEPAIIMH 3TOTO 3200I€BAaHUA. B 1eyeHnN 60MIBHBIX
AJIb MCIIO/Ib3YIOTCA ITTIOKOKOPTUKOHIHBIE TOPMOHBI U 3aMeC-
THUTE/IbHAA TEPAHA SPUTPOLMTHON MACCOM, 4 PAAUKAIBHBIM
METOJOM JieueHus apisgercs aurorennas TTCK.

Cunppom lIBaxmana - Janmonga (nanee — CIII)
XapAKTePU3YEeTCA HATUYUEM HENTPONIEHUHU B COUYETAHUU
C 9K30KPHHHBIMU HAPYMIECHUAMH IIO[KETYJOYHON KEIE3bL.
[TanueHTH! C 3TUM 3260JIEBAHUEM COCTABIIAIOT IPYIITY IO-
BBIIICHHOTO PUCKA Pa3BUTHA AA M OCTPOT'O MUETOOIACTHO-
T0 JIerK03a. [IpoBeeHHbIE UCCIE0BAHNS BBLABIN MyTAIIUIO
B rere SBDS, akcnpeccpyeMoM BO BCEX TKAHAX, IPUMEPHO
y 90% 60mpHbIX CIIJ. IIpeamonaraeTcs, 4To TOT T€H y4acT-
ByeT B MeTabonusme PHK, ponb pu6ocomanbHOM AUCHYHK-
LUK OCTAETCA HEU3YYEHHOM.

ITpu proOGPETEHHBIX AA TAHIUTOIIEHUS MOXKET OBITH
PEe3yIbTaTOM Je(PEKTA UM CHIKEHUA IPONU(pEPATUBHO-
IO MIOTEHIM A1 TEMOIOITHYECKHX TIPEAIECTBEHHIKOB MU
CHIDKEHHOH CIIOCOOHOCTH CTPOMATBHOTO MHKPOOKDPY/KCHHUS
KOCTHOT'O MO3I'a IIOJJI€PKHBATD aI€KBATHYIO IIOTPEOHOCTAM
€6aTaHCHPOBAHHYIO U (HEPEHIIUPOBKY U IPOIU(DEPAUIO
I'CK. MccnemoBanus, IPOBEAECHHbIE B HALIEM LIEHTPE, II0KA-
3211, YTO (PyHAAMEHTAIbHBIE (DYHKIIUH CTPOMBI Y OOJIBHBIX
AA He HapyIIeHsbl, B TO BpeMd KaK IIPU MUCCIETOBAHUN PAH-
HHX IIPEJMECTBEHHUKOB KOCTHOTO MO3T'a GOJIbHBIX AA BBIAB-
JIEH UX ITTyOOKUH /ie(heKT, 06YCIOBIEHHBIH TATOTOIHYECKIM
anonTo3oM. JIabopaTopHbIE JOKA3aTEIbCTBA PO AYTOUM-
MYHHBIX (DAKTOPOB B IIATOT€HE3€ AA, 2 IMEHHO YIyILIEHHE
POCTA MUETOUJHBIX U 3PUTPOUIHBIX KOJIOHUIH B KyIbTYpe
HOCJIE YAUIEHNA aYTOTOTMYHBIX JIUM(OIUTOB C IOMOIIBIO
AHTUINM(OIUTAPHON CHIBOPOTKH MM MOHOKIOHAJIBHBIX
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HAVYHBIE JTOCTUXEHUA U NEPCHEKTUBB PASBUTUSA NETCKOW TEMATOJIOTUU/OHKONOTUU

AHTH-T-KIETOYHBIX aHTUTEJ JIETIH B OCHOBY HOBBIX TEXHO-
JIOTUH JieyeHusA AA. DTO 3aMEIEHUE HETOCTAIEr0 KOJIU-
94eCTBA CTBOJOBBIX KIETOK JOHOPCKUMH KieTkamu (TT'CK)
WU CHATHE UMMYHOOIIOCPENOBAHHON HHTHOUIINU TTPOJIH-
(bepanuy CTBOJOBBIX KIETOK € TOMOMIBIO UMMYHOCYIIPEC-
cuBHOI Tepanuu. B reuenue 16 et B Poccuu 6sutn mociie-
JOBATENIbHO OPTAHU30BAHBI U IIPOBEEHB MHOTOLIEHTPOBBIE
PaHIOMHU3UPOBAHHBIE UCCIENOBAHMA CPABHUTENBHOM (-
(DEKTHBHOCTH IIPOTOKOJIOB JIEY€HUA AA. DTH IPOTOKOJIBI
BKJII0YAIOT MOHOTEPAIIUIO LIMKIOCIIOPUHOM A (manee — CsA),
CsA B KOMOMHAIIMH C HI3KUMH JJO3AMU IPEJTHU30T0HA 1 Me-
TaHAPOCTEHONOHA, CSA B KOMOMHAIINH C AHTUTUMOIIUTAP-
HBIM I7100yMHOM (fasnee — ATT), KOMOMHHPOBAHHYIO HMMY-
HocynpeccuBHyIo Tepanuio (CsA, ATT u TKC®) u, nakoner,
ajutorennyio TT'CK ¢ mafgmuMu pe;xuMaMyu KOHIUIIMOHH -
posanua. OTpabOTaHBI ONITUMAJIbHBIE METOJBI IT€MOTPAHC-
(PY3HOHHOI MOJJEPKKU € (PHIBTPALMEN, A B JATbHEHIIEM —
006JIy4eHHE KOMIIOHEHTOB KPOBH, OIy44€MbIX AIINIAPATHBIM
METOZIOM, TIPOTOKOJIBI COIPOBOAUTENBHON AHTHOAKTEPHAIIb-
HOM, IPOTUBOBUPYCHON M MPOTUBOIPUOKOBOH TEPAIHH.
[Iposeaen aHamu3 sedeHus 296 60mbHBIX AA, y 62 U3 KOTO-
phIX nposeaeHsl autoreHHsie TICK: BBLKHBAEMOCTD GOJTb-
HBIX TSKEJIBIMU M CBEPXTAKENbIMU AA, monyansmumu TTCK
or HLA-coBmecTHMOr0 JOHOPA, cocraBuaa 80-90%, npu He-
poxcrsennoit TTCK - 40-60%, mpu KOMGHHUPOBAHHOIM Te-
pamuu (ATT + CsA) y 60JIBHBIX JTETKUMH U CPETHETSIKEbI-
Mu (popmMamu AA noydeHs! cpasHEMBbIE ¢ TTCK pesynbrarsL

Haunbonee 3HaunMBbI€ TOCTIKEHUA B U3y4E€HUU PAC-
CTPOMCTB I'eMOCTA32a Y IeTeH CBA3aHbI C OPIraHU3aALUEH UC-
CTIEI0BATEIBCKOTO PErUCTPA GOMBHBIX reModumer Poccuy,
MocKBBI 1 MOCKOBCKO¥ 00IaCTH, KAY€CTBEHHOM AHATHOC-
THKOH TeMO(UINHU U JPYTUX, HACTEJCTBEHHBIX, KOATY/IOMNa-
THH (601€3Hb Buyne6pana, AUCHUOPUHOTEHEMHH 1 JIP.).
PerpocnexTuBHbIe IMUAEMUOIOIMYECKUE UCCIELOBAHNS,
nposeennsle B Tedenue 11 ser (1993-2003 rogsr), n0o3Bo-
JIMJI TIOTTYYUTD HOBBIE IAHHBIE 00 OCHOBHBIX YACTOTHBIX X4-
PaKTEPUCTUKAX HACIECTBEHHBIX KOATYJIONATUIH, OLIEHUTD
(hapMaKOIKOHOMHYECKHE 3aTPATHI HA [IEKBATHYIO IPO(DU-
JIAKTHKY 1 JIe4eHHE 3200JIeBaHUI ITOM IPYIIIBL. BHEpeHNe
B Poccuu N3BECTHBIX B MUPE IIPOTOKOJIOB JIEYEHUSA TeMO(H-
JIMHU, TAKUX KaK JIEYEHHE 110 (PAKTy BOSHUKHOBEHHA TEMOP-
PArm4eCcKoro AMM30/4, TPOPUIAKTHIECKUH METO/, (BBEJCHHE
KOHIIEHTPATOB (PAKTOPOB 3 pa3a B HEJEIIO P reMO(DHINT
THIIA A ¥ 2 pa3a B HEZIENIO IPH reMo(uIny Tuna B u3 pacue-
Ta 25-40 ME Ha 1 KT MacCBl 60JbHOTO) U BBICIIEE TOCTHKE-
HHE MEUIMHBI — OPTAaHU3ANNA JTEYEHHT OONBHBIX HA JIOMY,
OBUIH peann30BaHBI HA 6a3€ IETCKOTO TeMaTONO0TIHYECKO-
IO IIeHTPa Ipu U3MAMIOBCKON JETCKOM TOPOACKON KIWHHU-
JecKoit 6ompHUIIE. HaydHbIe HCCIETOBAHUA B 0OIACTH I€MO-
(bunuy B HACTOAIEE BPEMSA NIPOBOAATCA B TPEX OCHOBHBIX
HAIPaBIEHUAX. BO-NIePBBIX, BEAETCA pa3pabOTKa METOLOB
JIEYEHU HUHTHOUTOPHON (DOPMBI TeMO(DIINU YePE3 MHAYK-
LU0 UIMMYHHOM TOJIEPAHTHOCTH (BOHHCKUI IPOTOKOJI, IIPO-
TOKOJ Ma1bME). BO-BTOPHIX, pa3dpabaThIBAIOTCA HOBHLIE pe-
KOMOHHAHTHBIE (DAKTOPBI CBEPTHIBAHUA KPOBU /I 3AMEHBI
HMH UMEIOIHUXCA B IPOJaXe 17 MpenapaTos, I0Ay4aeMbIX
13 TIA3MBL. B-Tperpux, pa3padarsBarOTCs HOAXO/bI K ICH-
HOI TePANuH reMO(HINH (TEHETHYECKAsd MOTU(DHKALHA KIe-
TOK II€YEHH #11 ViV0 C UCIOIb30BAHUEM PETPOBHPYCHOI'O BEK-

TOpa). Hamm cOTpyAHUKY ABIAIOTCA Y4aCTHUKAMU KAKIOIO
U3 ITUX TPEX MPOLECCOB, KOTOPbIE OCYLIECTBIAIOTCH B KO-
onepauuy ¢ yyensiMu I'epmanny, @panuuy, CIIA u fAnonuu,
Y MBI PACCYMTHIBAEM YBUAETD PE3YIbTATHI 3TOM AEATETbHOC-
TH B OJIMDKANIIAE TOMBL.

Jerckas reMaToNOTUA U AE€TCKAA OHKOJIOI'UA — IHC-
IMIUTAHBL, B CBOE BPEMS Pa3fie/ICHHBIE He (€3 YIacTus B3pOC-
JIBIX CHELIUAIMCTOB (TEMATONOTHA — TEPANEBTHYECKAs, A OH-
KOJIOI'Ms — XMPYPIUYECKas CHELUATbHOCTH), OKA3AIHCh
HACTOJIBKO TECHO CB3aHHBIMH MEKY COOOH, YTO Pa3AECIUTh
UX B IEJMATPUYECKON NIPAKTUKE OKA3AJI0Ch HEBO3MOKHBIM
U HEIeNeCO0OPA3HBIM 110 SKOHOMHYECKUM ITPUYHHAM. DTO
IIOBJIEKJIO 32 COOO¥ CJIMAHNE YKA3AHHBIX CIEIIHATBHOCTEH
B OK432HUH CIEIUATU3UPOBAHHON OMOIIH ACTAM 32 pyoe-
KoM 6oiee 40 et Ha3a/, B Hamiel cTpaHe JaHHBII IPOLiecC
obcyxpaercs, Ho He pemaercs ¢ 2004 rofa o BRILIEU3NO0-
’KEHHBIM IIpUYMHAM. XOTH Ha IIPAKTHKE JICYCHUE BCEX JieTeH
C reMaToJOTMYECKUMHU U OHKOTOINYECKUMH 3200ICBAHUSA-
MM OPTaHHU30BAHO HA 6232X MHOTOIPO(HIBHBIX AECTCKUX
GOJIBHULL, 4 HE B CTAIIMOHAPAX, 7€ JIEYATCS B3POCIbIE HOIb-
HbIE. B I€TCKOM MPAKTHKE TeMOGIACTO3BI (OCTPBIE U XPOHH-
YyeCKue JIEHKO3bl, HEXOUKKMHCKUE 3/I0KA4eCTBEHHbIE JIUM-
(bombl, TM(POMBI XO/KKAHA U THCTHOLUTO3BI) COCTAB/IAIOT
MIOJIOBHHY OHKOJIOTHYECKUX 3200/1€BAHUI JETCKOTO BO3PAC-
Ta. JIeTy Beeraa oay4aay IIOMOIIb B IeMaTOJOINYECKUX CTa-
IIIOHAPAX JICTCKUX OOBHUIL, COTTTACHO COOTBETCTBYIOIINM
npukasaM Munsapasa Poccun. IIanueHThI € OIYXOIAMU 1I€H-
TPAIBbHOH U EPU(pEPHIECKO HEPBHOH CHCTEMBI (25%) TaK-
e MOMYYaloT MEAUIMHCKYIO IIOMOIIB B JIETCKUX OOTbHHU-
11X, 4 MAIIUEHTHI C ONYXOJAMHU KOCTEN U MATKUX TKAHEHN
(12%), mouex (6%) u gpyrumi, Goee PEAKUMHE 3260ICBAHI-
AMH U 3JI0KA4€CTBEHHBIMA HOBOOOPA30BAHUAMHU HOMYIAIOT
IIOMOIIb B OHKOJIOTMYECKUX OT/ICNEHUAX AETCKUX OOTbHUIL
Y OHKOZIUCIIAHCEPAX JUIS B3POCIBIX.

[IpuBeeHHas BBIIE CTPYKTYPA OHKOIOTHYECKOH
3260/1€BAEMOCTH, A TAKKE BO3PACTHBIE OCOOEHHOCTH Te-
YeHMs OIyXOJeH y JeTed (MyTaluOHHbIA HHIUAEHT U Be-
POSTHOE HaYajI0 BO BHYTPUYTPOOHOM NIEPHO/IE PA3BUTHA,
CTAaHOBJIEHHE OIIYXOJNeH Ha (POHE TeHETUYECKUX, OUOIOTH-
9ECKHX Je(PEKTOB U UMMYHO/E(DUIIUTOB, PA3BUTHE OIIYXO-
Jieit 13 SMOPHUOHAIBHBIX 3a44TKOB, CKIOHHOCTD K I'eHepa-
JHU3AMH — METACTA3UPOBAHUIO — HA (DOHE CTAHOBJIECHUSA
HMMYHHOI'O X TOPMOHAJIBHOI'O I'OMEOCTA3a U T.J.) OKA3AJIN
BJIUAHNE HA BBIOOD CTpaTeruu JedeHus. Eo cTana BEICOKO-
A03HaA OJUXHUMHUOTEPAIN, HOBIEKINAA 32 COOOH pacIu-
peHye 3HAaHHUI BPA4€H-OHKOJIOTOB B 00JIACTH T'€MaTOJIOTUH,
HMMYHOJIOTHH, HH(EKITMOHHBIX 60/1€3HEN, HHTEHCUBHOMN
TEPAIHH, PEAHUMAIIMU, COTPOBOAAAIONMEN U PeaOHInTa-
LHMOHHOM TEPAINH U IeJUATPUH B LieJOM. XUPypIrudec-
KO€ JIE4EHUE U JIy4eBasd TePAnus JeTCKUX OIyXOJIel 3aHd-
JI¥ BCIIOMOT'aTeIbHOE, ITAIHOE [I0JOKEHHE.

HoBbI€ TEXHOIOTHH JIEYEHUA B AE€TCKOM I'€MATOJIOT UK/
OHKOJIOTUH CTAJIM OIUPATHCA HA 3HAHUE TEHETUKH U GUOIIO-
'Y KQXKI0H KOHKPETHOH OIyXO/IM, KOIJa YYUThIBAETCA IIEp-
BUYHO-T€HEPAIM30BAHHBIN XaPAKTED OIIyX0JIEBOIO IIPOLeC-
ca y JieTeil ¥ BO3MOXKHAsA PEaKIys OOIbHBIX Ha 6ojIee 4eM
100 X13HEONMACHBIX XUMHOIPENAPATOB, KOJOHUECTUMYIIU-
PYIOIIMX (PaKTOPOB, IUTOKUHOB 1 HOBENIIUX CPEACTB TO-
YEeYHOH (TapreTHOM) U CONPOBOAUTENLHON Tepanuu. U ewe,
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YTO OY€Hb BAKHO, OHU ONUPAIOTCA HA HOBYIO CHCTEMY Opra-
HU3AIIUH JT€9eOHOI PabOTHl HA OCHOBE MEKIUCITUILIHAD-
HOT'O IIPOTOKOJI4, YYACTHUKAMH BBIIIOTHEHHA KOTOPOI'O AB-
JIA€TCI KOMaHJa B COCTaBE IeMATOJI0Id/OHKOJIOrA, IIATOIO0I,
XHMpypra (HeMpoXupypra), paguonora, ClielaanucTa 1o ay-
9YeBOY TE€PANH, AHECTE3UONOIA-PEAHNMATOJIONA, Bpadyel y3-
KUX NEeJUATPUYECKUX CIIENUAIBHOCTEN. YHUKAIBHON MOJIe-
JIBIO YCIIEITHOTO BHEAPEHUA HOBBIX TEXHONOTUI, IPHYHHON
Pa3BUTHA 'eMaTONIOT UM /OHKOIOTUH ABJIAETCA TPAMATHIECKASL
UCTOPHA JIEYEHH OCTPOTO TUM(POOIACTHOTO NEHKO3a (fa-
nee — OJUI) y pereit. IMEHHO JOCTHKEHUA B JIEYEHUN ITOTO
3200/1€BaHNA B IIOIHON Mepe IPOAEMOHCTPUPOBATH BO3MOK-
HOCTHU COBPEMEHHOM BBICOKOZ03HOM XUMUOTEPAIIUY U POJIb
COIPOBOAUTENBHOM TEPANNY 1A ee ycrexa. CIofa MOXKHO [0-
6aBUTD U KII0YEBOE 3HAUEHUE OPTAHU3ALMU MHOTOLIEHTPO-
BBIX PAHAOMU3HPOBAHHBIX MCCIEAOBAHUM, HCKIIOYAIOIIX
CEJIEKIHIO ITAUMEHTOB U MEJULIMHCKOIO IIEPCOHAIA IS J0-
Ka3aTeIbCTBa 3(PPEKTUBHOCTH M MAKCUMATIBHO OBICTPOTO
BHEAPEHUSA B IPAKTUKY 34PABOOXPAHEHHS.

Brezapenue MEKIyHAPOAHOIO IPOTOKOIA KOOIIEPUPO-
BaHHOM rpynmsl BFM — ALL-BFM-90 neuenus gerckoro OJUI
B Poccum noTpe6oBaso aieKBaTHOH CTATUCTUKH, CO3TAHUL
MaTepHAIBHO-TEXHIYECKOH 6a3bl, COBPEMEHHOM J1ab0opa-
TOPHO IUATHOCTHKH, IIOJHOT'O JIEKAPCTBEHHOT'O 0becmeyde-
HHA, MEATUCIUIIMHAPHOTO B3aUMOJIEHCTBHUA, OPTAHU3AINI
OT/IC/ICHUH TIePeIMBAHUA KPOBU U JIHEBHBIX CTALMOHAPOB,
Pa3pabOTKU IPUHIIUIIOB AUCIIAHCEPHOTO HAOMIOAEHUSA U pe-
abwrutanuy 601bHBIX. [IpoBeieHnE HHTEHCUBHO TIPO-
I'PaMMHOM TE€PAIUH C UCIONTb30BAHUEM BBICOKHUX JI03 Me-
TOTPEKCATA, HUKIO(POC(hAHA U AHTPALUKINHOB, 4 TAKKE
KPaHHUATBHOT'O OOJYYEHHA Y GOTBIIUHCTBA AETEH CONPO-
BOKIA0Ch BBICOKOY TOKCHYHOCTBIO M CBA3AHHBIMHU C HEN
TAKETBIMA MOOOYHBIMHU ABJIEHUAMH, TPEOYIOIUMH BBICOKO-
KAYECTBEHHOH U JOPOrOCTOALIEN COPOBOAUTEbHOM Tepa-
yu. [103ToMy OBUTO PEIIeHO MOUTH IO MYTH CO3AAHMA Ta-
KOM ke 3((HEKTUBHON, HO MEHEE arPECCUBHON U IOPOTOI
nporpammsl nedenus OJIJI i cpaBHUTH 06€ IPOrPAMMEI 110
3(pEeKTUBHOCTH, TOKCUYHOCTU U CTOMMOCTU. OCHOBBIBA-
ACh HA PaHIOMU3UPOBAaHHBIX uccaesosanuax DFCI (CIIA)
u ALLVI (Hugepaanjsl) 1 OINbITE, HAKOIUIEHHOM I'PYIIION
BFM, MBI pa3paboTany nepssii B POocchu IpOTOKOI JIe4eHuH,
KOTOpbIM HasBaH «<Mocksa — bepiun 91> (ALL-MB-91). Cie-
AYIOIUH IIar, 00eCTIeYUBAIOIINI OOBEKTHBHOCTD UCCIETO0-
BaHMA 1 000CHOBAHUS €I'0 BHEAPEHNUS B IIPAKTHKY, TPEOOBAT
CPAaBHEHHA HOBOI'O IIPOTOKOJIA C U3BECTHBIM U BHEAPEHHBIM
B Poccuu CTangapTHBIM IIPOTOKOIOM, KAKHM CTaJI IPOTOKOJ
ALL-BFM-90m B MHOTOLIEHTPOBOM KOHTPOJIUPYEMOM HCCIIE-
JOBaHUU. DTO NOTPEOOBATIO CO3AAHUSA KOOIIEPUPOBAHHOU
IPyIIBL B cOcTaBe 6 KIMHUK B 1995 rogy. Utoru paGoTst ObI-
J1 ntofieaeHs! B 1999 roxy. Oka3anock, 9To 3¢ (PEeKTUBHOCTD
HOBOI'O IIPOTOKOJIA COIIOCTABHUMA C PE3Y/IbTATAMU JICYEHHA
60JBHBIX 10 TPOTOKONY ALL-BFM-90m. Tax, 4-neTnss 6ecco-
OBITHIHAS BEDKMBaeMOCTb (event-free survival — EFS) 6osb-
HBIX, IIOJIYYUBIIHUX JIeYE€HHUE 10 NPoToKoay ALL-BFM-90m,
cocrasuia 82%. A EFS 60/IbHBIX, TOTy4aBIINX JIEYEHHE 110
nporokoay ALL-MB-91, — 79%. BmecTe ¢ TeM TOKCHYHOCTD H,
CJIEI0BATENBHO, 00BEM U CTOMMOCTH COTIPOBOAUTENBHOTO JIe-
9eHUS ObUIM 3HAYUTEIBHO HIDKE, TAK XK€ KaK U JUTHTEIBHOCTD
TOCIUTANU3ALUH GOJBHBIX. YCIIEX 3TOH KOONIEPHPOBAHHOM

TPYIIIBL, CO3/|aBLIEN YHU(DUIIUPOBAHHYIO KOMIIBIOTEPHYIO
623y ZaHHBIX U1 3(D(HEKTUBHOI IIPOCTIEKTUBHON 06paboT-
KM GOJIBIINX MaCCHBOB HH(OPMAIIUY U3 HCTOPUH G0JIE3HEH
B KOOIIEPUPOBAHHOM MCCIEJOBAHUY, IIPUBJIEK B Ty I'PYII-
Iy IpyTue KIMHUKA Poccun u Bee KIMHUKU Pecrybnuku be-
napych. POCcCHICKO-6€10pyCCKas KOOIEPHPOBAHHAS IPYIIA
B 2002 rojy BKIIOYAIa 42 KIMHUKY U ObUIa CIOCOOHA PeK-
pyTrpoBath 10 600 60apHBIX B TO. B 2001 rogy mogse/eH
10-1€THHIT UTOT' CPABHUTEILHOI'O HCII0Ab30BAHUA ABYX IIPO-
TOKOJIOB JiedeHus — ALL-BFM-90m u ALL-MB-91 - 601ee yem
y 800 6OIBHBIX U IIPOBE/ICHA OIEHKA (PaKTOPOB PHCKA, 03~
BOJLIIOIUX AU PePEHIPOBATH T€YCOHYIO TAKTHKY Ha 6a3e
9THX JBYX IIPOTOKOJIOB, YTO IIO3BOJIMIIO IIOBBICUTD PE3Y/Ib-
tarel edenus OJUT (10-1eTHAsS BBDKUBAEMOCTb COCTABHIIA
80%). C 2002 roga KoonepupOBAHHAA I'PYIIIA, 3aBEPIIMB IIEP-
BOE UCCIEJ0BAHUE, KOTOPOE GBUIO BEICOKO OL[EHEHO Mesxy-
HAPOJHBIM O0IIECTBOM AETCKUX OHKOIO0T0B (SIOP) 1 1103B0-
JIUJIO TIOMTHOCTBIO HHTETPHPOBATHCSA B MEPOBOE COOOTIECTBO,
neperuIa K CIeAyIoLEeMy 3TaIy HCCIEA0BAHNA U B HACTOAILEE
BpeMA 3aBEPIIHIA PA6OTY 110 TPOTOKONy ALL-MB-2002. I'1as-
HBIM HTOI'OM 3TOT'O HCCTIEAI0BAHMA, B KOTOPOE OBLIO BKITIOYE-
HO 6oJiee 1,5 ThIC. GOJBHBIX, CTANIO IAJIbHEIIee CHIKEHHE
CMEPTHOCTH OOJIbHBIX BCIEACTBHE TOKCUYECKUX U HH(EK-
IUOHHBIX ocToxkHeHu!. K 2008 rozy, korma 6butH mOfBeE/e-
HBI HTOTH KOOIIEPUPOBAHHBIX UCCIESOBAHUM, K POCCUICKO-
6€I0PYCCKO IPYIIIE NOCAELOBATENBHO IPUCOESUHUINCH
creranncTel Kazaxcrana m ApMeHny, a 3aTeM Y30eKiCTaHa
n Kuprusun. B nporokone MB-2008 gocrurayra 84%-Has 6e3-
penuuBHAA BBLKUBAEMOCTD (relapse-free survival — RFS) mpu
aHau3e 6o1ee 3,5 THIC. HALHEHTOB, YTO BBIBEJIO HAITY CTPAHY
B JIMEPBI IETCKOM I'eMaTOIOI K ,/OHKOIOIMHU B MuUpe (puc. 1).

B 2015 rogy nauaro HoBO€ uccaegosanue (MB-2015),
B KOTOPOE BKIIOYEHBI IIOAPOCTKH ¥ MOJIOZBIE B3POCIIBIE.

Ha 6a3e remaTonoruyeckoro craronapa I'Kb nmenu
C.II. borkuna JlenapramMenTa 35paBooxXpaHeHus MOCKBbI Op-
I'AaHM30BAHO [IEPBOE B CTPAHE CIENUATU3UPOBAHHOE OT/ETIE-
HUE NOAPOCTKOBOK reMaTONIOTUH. 31eCh ObUIO IPOBEAEHO UC-
ciefoBanue 3(pQPEKTUBHOCTH NEAUATPUYECKOTO TPOTOKONA
ALL-MB-2002 y mogpOCTKOB CTapIiuei BO3pacTHOM I'PYIIIIbI
1 JIL, MOJIOZ0T0 Bo3pacta (15-28 ser). HecmoTps Ha TO 4TO
KIMHHUKO-Ononorndeckue xapakrepucruku OJUI y mogpoct-
KOB CTapIIEro BO3PACTa H JIKI MOJIOZIOTO BO3PACTA B 6OJIb-
IIEH CTEIIEHH COOTBETCTBYIOT TAKOBBIM Y B3POCIBIX M OTIH-
YaloTCd OT JETCKOI0 JEHKO3a, BHEPEHHE TIeUaTPHYECKUX
IIPOTOKOJIOB BO B3POC/YIO IIPAKTHUKY ITO3BOJIM/IO IIONYYUTh
PE3YIbTATDI, CONIOCTABUMBIE C PE3Y/IbTATAMU JIEYEHUS 110]-
POCTKOB MJIaJIE€ BO3PACTHOH I'PYIIIBI [IPU UCIIOIb30BAHUU
AHAIOTMYHBIX IPOTOKOJIOB: G-IETHST OOIIAS BEIKIBAEMOCTD
(overall survival — OS) Bceit rpynmsl mauueHToB (15-28 ser)
cocrasuna 84,1%, EFS — 75%.

Octpslit MUET00MACTHBIN J€HK03 (nanee — OMII) y ne-
TeH — 3TO rpynmna 3a601eBanuii ¢ 11 pasan4HbIMH (PeHO-
THIINYECKUMH IPU3HAKAMH CyOCTPATa OIMYXOJIH U INIOXUM
porso3oM. B 1988 rozy snepssie B Poccuu 6buIH poaHaIm-
3MPOBAHBI Pe3yNbTaThl JJeueHUA OMJI 'y 100 60IbHBIX: JINIIb
¥ 34% GOIbHBIX ObLTA JOCTUTHYTA PEMUCCH, 5% MOITIH CUU-
TATHCS U37ICYCHHBIMHY, TaK KaK HMENU Oe3peIHIUBHOE TeYe-
Hue 6oJ1ee 5 yet. [TIoHago6unock 20 JIeT A1 TOTO, YTOOHI IO
ananoruu ¢ OJIJI mocaesoBaTeNnbHo IPONTH IIyTh IO U3yde-
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BECCOBBITUMHAS BBDKUBAEMOCTD M PUCK PA3BUTHUSA PELIUIUBOB V IETEN C OJIJI,
I10 IAHHBIM POCCUMCKO¥ KOOITEPUPOBAHHOV I'PYIIITBI «<MOCKBA — BEPJIUH>,

B 3ABUCUMOCTH OT ITPOTOKOJIA TEPAIIMH, 1991-2014 TOJIbI

HUIO GUOIOTUH OIYXOJIH, IMMYHOIOTUYECKHX, IINTOT€HETH-
YECKUX M MOJIEKYIAPHO-TEHETUIECKUX MAPKEPOB ONYXOJIH.
B KOHEYHOM UTOTE OKA34JI0Ch, YTO IPAKTUYECKHU BCE CIy4an
OMJI nMeI0T XapaKTepHbIE MOJIEKYIAPHO-TEHETHYECKUE MaP-
KEPBI, 3aTPAruBaoye TPAHCKPUIILIUIO, HAPYLIEH IIPOBe-
JEHHA CUTHAJIOB (THPO3VMHKUHA34) U ALETUIMPOBAHUE XPO-
MartuHa. Passurue crparerun Tepanuu OMII criegosano 3a
pocriwkenuamu Tepanuu OJUL Lenpio 3TO1 CTpaTeruu AB-
JIAETCA 3pAJUKALIUA JTIEMKEMUYECKOT'0 KIOHA C HOC/IEAYIOLIUM
BOCCTAHOBJIEHHEM HOPMAJIBbHOI'O I'€MOII0334. B oTinyue or
OJIJI, B xumuorepanny OMJI HHIYKIMOHHAA TEPANH IPO-
BOJMTCA MHEITOTOKCHYECKHMH IIpenapaTaMy. Buegpenue
CTAHAAPTU30BAHHOIO NIPOTOKOIa AML-BFM-87 B npakru-
KY 34PaBOOXPAHEHUA U IOCIEAYIOLIEE Pa3BUTHE ITOH IIPO-
IPaMMBI B BHJI€ OPUTHHATBHOTO POCCHICKO-O6EI0PYCCKOTO
nporoxona OMJI-MM-2000 B MHOTOLJEHTPOBOM HCCIEN0BA-
HUH NTO3BOJIWIH TTOTYYUTh KIMHUKO-T€MATONIOTUYECKYIO pe-
Muccuio y 88,98% 60mpHBIX, 5-neTHAL OS cocraBuiaa 42%,
EFS - 38%, RFS — 52%. IIpoBeeHre POACTBEHHON AJUIOI€H-
noti TI'CK B nepBoi pemuccuu nanuenram ¢ OMJI, nmero-
VM HEOMArONPHUATHBIA IIPOTHO3, HO3BOJIIIO 3HAUYUTEb-
HO Y/IV4IIUTD PE3YIBTATH TEPAIIUH ITUX OONBHBIX: 4-TETHAT
RFS cocrasmiaa 100%.

JeMOHCTpalken BBIAAIOMEr0C yCIeXa MONIEKYIAp-
HOW MEJUIIMHBI U CJIEAYIOMUX 32 HUM HOBBIX TEXHOJIOTUI
JIEYEHUA ABJIACTCA TEPAHA OHOH U3 CaAMBIX TKENBIX (POPM
OMJI - oCTpOro NPpOMHUENOUTAPHOIO JTENKO3a (Janee —
OILI). lns1 aTOTO 3260JI€BaHIS TATOTHOMOHUYHA TPAHCIO-
Kanus t(15,17)(q22; q12), mpoTekaromas ¢ 06pa3oBaHHEM
xumepHoro rena PML-RAR. Kak 0xa3a10¢p, TpaHCPETHHO-
eBas KucaoTa (ganee — ATRA) crioco6Ha MOAABIATh TPAHC-
KPHIIIHIO 3TOTO reHa. TakuM 06pa3oM, IPOUCXOAUT OOPHIB
IIYTH JIEAKEMOT€HE3d U MHULIMUPYETCA JO3PEBAHUE OIIyX0-
JIEBBIX IPOMHENOLHUTOB 10 IPAHYJIOLHTOB iR Vilro u in vivo.
[Ipu aToM ATRA HUBENTUPYET KIMHUYECKUE TIPOSABIEHNU, HE
BBI3BIBAET AIUIA3HMH KPOBETBOPEHHMS, YTO CHUKAET BEPOAT-
HOCTb KPOBOTEYEHHUS U cerncuca y 6oapHbix OIUL. MbI BIep-

BBI€ C ycrexoM ucnoab3osann ATRA B Poccun, monyuus
OIIBITHBIE OOPA3LIBI IPENAPATa OT PA3paboTUNKOB B Kurae
B 1995 rogy. 3aTeM OCIEAOBAIN PA3BUTHE TEXHOIOTUH JIe-
geHns1 ATRA B KOMOMHAIINH ¢ XUMHOIPENAPATAMHE U Pa3pa-
60TKA CHEIMAIBHBIX METOJ0B CONPOBOJUTENBHOMN TEPATHU
B MOHOLIEHTPOBOM, 4 ¢ 2000 rozja ¥ B MHOTOLIEHTPOBOM KO-
OIIEPUPOBAHHOM HCCIEAOBAHUN. PE3yIbTaTOM 3TOIO ABUIOCH
JOCTIKEHHE BBLKMBAEMOCTHU 85%. IIpy KOHTPOJIE MOJIEKYIAD-
HOM PEMHCCHH Y I€TEH, Y KOTOPBIX TePaIus C IPUMEHEHUEM
ATRA oxa3anach He3((HEKTUBHOMH, OBUIH BBIABIECHBI MHHOD-
HBIE MOJIEKY/IIPHBIE TPAHCKPUIITHL, YTO IIOTPEGOBAIO TTIOUCKA
HOBBIX JIEKAPCTB C TOYEYHBIM JieHCTBUEM. B HacTOAEE BpeMA
B KIMHUKE HCIIO/Ib3YETCA TPUOKCH]L MBILIBAKA, KOTOPBIX OKa-
3BIBAET J0303aBUCHMOE Bo3aercTBre Ha reH PML-RAR (Brmio-
qas 1 MUHOPHBIE TPAHCKPUIITH) — OT JUPPEPEHIUPYIONIETO
AENCTBUA IIPH MAJIBIX J03aX /10 ITOJTHOTO IIOJABIEHHA (YHUY-
TOXKEHUA) TPAHCKPHIITA IIPU HCIIOIb30BAHUH OOMBIINX 103

OTH JOCTHRKEHHA IEMOHCTPUPYIOT (DAKT, B TOJTHOM
Mepe COOTBETCTBYIOIUI HAYYHO-BPAYEOHON EKIapauu
XXI Beka: pak U3 yucaa (aTarpHbIX 00J€3HEH B IEPBOH
YETBEPTH 3TOTO BEKA OY/IET EPEBE/IEH B YUCIO XPOHUYEC-
KHX, YIIPAB/IAEMBIX 32001€BaHUIL. [IpuMepoM TOTO ABIAET-
s mo6e1a Hajl OHUM U3 OIYXOJIEBBIX 3200/1€BAHUI — XPO-
HHUYECKUM MHUENONENKO30M (fanee — XMJI), mpu KOTOpom
ObLIa BBIABIEHA CHENU(UIECKAT XPOMOCOMHAA TPAHCIIO-
Kanud t(9,22). Ilocne onpegeneHus MOJIEKYIAPHOTo Ae(ex-
Ta, CBA32HHOTO C 00PA30BAHUEM XHMEPHOTO reHa Ber-Abl
U €T'0 OHKOIIPOTENHA, ABIAIOMETOCA CIIENU(UYECKON THPO-
3MHKUHA3011, Hapylaome KIeTOUHYIO AU depeHIIMPOBKY
U IIONTO3, TIOMCKH HHTUOUTOPOB THPO3HH- U CEPUHTPEO-
HUHKMHA3 IPUBEIH K CO3IAaHHUIO YHUKAIBHOIO IIPenapara —
uMaTuHN6a Me3unara («[muBex®»), KOTOPBIH B KY/IbType
Bcr-Abl+-K/1€TOK BBI3BIBACT H30UPATETBHYIO INOEb KIETOK
o1yxo/iu pu 10-209%-HOM NOBPEXIEHUH KIETOK HOPMaJIb-
HOT'O I'eMOI10334. 3 3TUM OTKpPBITHEM B 1998 roty Ha4anuch
MHPOKOMACIITAOHbIE KIMHHYECKUE UCCIEN0BAHUA 32 PY-
6e:xoM, a ¢ 2000 rofa U B HalIEH CTpaHe y JETEH, MOAPOCT-
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KOB H B3pocC/bX. Ha (pone neuenns XMJI Inusexom» mos-
HA4 I'eMATOJOIMYECKAA PEMHUCCUA COXPAHACTCH B TEYEHHE
rojia OT Hayasa repanuu y 90% nmanuenTos. [10 JaHHBIM MO-
JIEKY/IAPHOTO MOHUTOPUHIA, IIPOBOJAKMMOIO B TEUEHHE 3 JIET,
y /1AL, HOCTOAHHO IOAYYAIOUIMX IIPENapaT, 4acToTa MOJIEKY-
JUIPHOI pemuccuu cocrasuia 68%. [Ipu onenke s pexTus-
HOCTH TE€PANUU UMATUHHOA ME3UIATOM Y€pe3 TOf B (hase
aKceJepaluy OT HA4a/Ia JJeYeHHU IeMaTOJOIMYECKUH OT-
BET COXPAHLICA Y 96% manuenTos ¢ XMJI: momHBI — ¥ 56%,
YaCTUYHBIN — y 32%, perpeccus B XpOHUUECKYIO a3y 3260-
JeBaHuA - y 8%. B noceHue rojpl NOJIy9EHBI JAHHBIE O Me-
XaHU3MAaX PE3UCTEHTHOCTU K UMATHHUOA ME3UIATY B CBA-
34 C MyTaLIMAMH B HYKJICOTH-CBA3bIBAIOLIEN IIETIE JOMEHA
Abl-xuHa3bl. KTMHUYECKasd PE3UCTEHTHOCTD, 00YCIOBIECHHAS
PAZIOM MYTAILlU, MOXET OBITH IIPEOJI0NCHA ITYTEM 3CKaNIa-
Uy J03 «[JIMBeKa» WK IyTeM UCIIO0Ab30BAHMA CIIEAYIOLETO
NIOKOJIEHUA HHIHOUTOPOB THPO3MHKUHA3BI, HAIIPUMED Ce-
MENHCTBA MUPHAOI-TUPUMUJUHOB WIH THP(POCTHHOB.

DBOIONA 3HAHUH B 00J1ACTH OMOIOTMH HEXOKKIH-
cxux muMpom (ganee — HXJI) y gereit, BbIIeNEHUE 3 TMHEH-
HBIX THIIOB ONYXOJH (B-, T- ¥ IPyIIIBl KPYIIHOKJIETOYHBIX
AUM(OM PA3TMYHOTO THCTOT€HE3A), BHEAPEHUE Judde-
PEHI[POBAHHBIX IPOTOKOJIOB JIEYEHHUS OOBHBIX (IIPOTOKOJ
NHL-BFM-90), HCKII0YAIOIUX XUPYPIUIECKYIO PESEKLIUIO
OITYXOJIM U JIY9€BYIO TEPAIUIO, B IIPAKTUKY PAOOTHI CIIEI[Ha-
JIM3MPOBAHHBIX CTALIMOHAPOB POCCUY II03BOININ B TEYEHHUE
15 ner Ha mopAAOK (B 10 pa3) yay4mnuTb PE3yAbTATHI JI€Ue-
HUS 3TOTO KOHTHHI'€HTA 60/MbHBIX. [IpH yCIOBHOM pasze-
JIEHUH TOI'0 IIEPUOAA HA TPH 3TAIlA OTYETIUBO BUAHO, 4TO
HA IIEPBOM 3TAIle TOJIBKO HAa OCHOBE KECTKOI'O BHIIOJHEHHA
CTAHJAPTOB JIEYEHUS U 06ecriedeHnsI 60IbHBIX HEOOXOIH-
MBIMH IIPENAPATAMU YAIOCh JOCTUYDb 50%-HOM BbDKUBAE-
moctH 601bHBIX HXJI. Ha BTOpOM 3Tane 6bUI0 IPOBEJEHO
CIENMAIBHOE 00yYEHUE BPAYEH IPUHIIUIIAM COIIPOBOHU-
TEJIbHOH Tepanuu (IPO(PUIAKTUKA U JIEUeHHE HH(DEKIUI
Y HMMYHOKOMIIPOMETHPOBAHHOI'O XO341H4, 3aMECTUTE/Ib-
Hag KOMIIOHEHTHAA TEPAIHsA, KOHTPOJIb HEOTIOKHBIX COCTO-
SAHHUH U T.J1.), YTO IPHUBEJIO K MOBBILIEHUIO BBUKMBAEMOCTH
601bHBIX 10 70% ¥ COKPalleHUIO BPEMEHU UHYKLIUU pe-
muccud. Han6onpmuil HHTEpeC BBI3BA CIAEAYIOUUI, Tpe-
THH 3TAIl, OCHOBAHHBIN HA (DYHJAMEHTAIbHBIX HCCIEJ0BA-
HUAX, 000CHOBBIBAIOIIUX HCIONb30BAHUE MOAU(PHKATOPOB
KJIETOYHOH pe3uCcTeHTHOCTH, KC® 1 pOCTOBBIX (PAKTOPOB,
HHTEPJIEAKUHOB, TOYEYHOH (TapreTHoN) repanuu. Ilomyye-
HHUE aHTHUTEN K KIacTepaM Ju(hepeHInPOBKU, HAIPUMED,
B-Ki1eTO4HBIX ONYXOJIeH IIPUBEJIO K CO3/[aHHUIO HOBOI'O ITOKO-
JIEHUA JIEIEOHBIX TPOTOKOJIOB. [IePBBIH IIPOTOKOI JICICHHUS
B-xnerounsix HXJI y eTeit ¢ MCIIOIb30BAHMEM XMMUOIIPE-
IapaToOB B KOMOMHAIIMY C pUTYKCUMAO0M B 2004 oy cTan
IpeJMeTOM KINHMYECKUX MCIBITAHUN § 35 JeTel B BO3-
pacre ot 2 10 17 net. HabmogeHue B Te9eHueE 4 €T 32 3TOH
IPYIIION GOMBHBIX MTOKA32JI0, YTO TOIBKO y 1 pebeHka Obl-
JIa KOHCTaTUPOBAHA EPBUYHASA PESUCTEHTHOCTD OIYXOJIH
ny 1 peGeHKa pa3BuiIC PenUANB; 82% GOIbHBIX HAXO/IATCA
B PEMUCCHH IIPU MeaHe HAOMIOAEHUS 2 TOfA.

Ycnexu B iedeHun TUM(pOMbI XO/UKKIHA (fasnee — JIX)
y fieTeit B Poccuu CBA3aHbI C BHEAPEHUEM B IIPAKTHKY IIPO-
TOKOJIA JIEYEHHUS], Pa3pabOTaHHOIO B AaNPOOUPOBAHHOTO HA
10 TBIC. MAUEHTOB HEMELIKUMHU U aBCTPUICKUMH CIIEINA-

nucramu (mporokoa HD-DAL-90). O mmoka3ai BEICOKYIO 3(-
(peKTHBHOCTD ITPU HU3KO¥ TOKCHYHOCTH, TIO3BOJIAIOMIEN BEC-
TH [TALIUEHTOB aMOynatopHo. [To Hamum ganubM, 10-1eTHAA
EFS nereit no 14 ner cocrasmna 81%, OS - 94%. Ucnoabp30Ba-
HHE 3TOT0 IIPOTOKOJIA Y IIOAPOCTKOB B Bo3pacre 15-21 roga
1 B3POCIBIX O 29 JIET IOKA3a/10 AaHAJIOTUYHBIE PE3YIbTATHL:
5-nernad OS — 90%, EFS — 79%, RES — 90%.

KmoueBbiMu po6eMamu nedeHust 601bHbIX JIX, K Co-
JKAIEHHUIO, OCTAIOTCA TEXHOIOIHYECKOE OTCTABAHUE OTEYECT-
BEHHBIX 0a3 JTy4EBOM Tepanuu (KOOAIbTOBBIE YIIKH BMECTO
JIMHEHHBIX YCKOPUTEJIEN) U JIEYCHUE PELUAMBOB. BobIuHC-
TBO PELUINBOB PA3BUBACTCS B IEPBHIE 2 rofia (uepe3 6-18
MeCALEB) I0C/I€ OKOHYaHuUA AU (HepEeHInPOBAHHON Tepa-
MU B 32BUCUMOCTH OT CTaAuH 3200/1€BaHus. [IpH O3AHUX
PELMMBAX C YCIIEXOM UCHOIB3YETCA yAapHas Tepanus uhoc-
(hamMuz0M, 3TONO3UOM U IIPEAHU30I0HOM WIH JPYTHE KOM-
6unanun 3-4 xumuonpenaparos (ABVD, CEP u ap.). Ilpu pe-
3UCTEHTHOCTH OITYXOJIU U/WIN PA3BUTHH PAHHHUX PELUIBOB
6e3 nposegenusa TI'CK maHCh! HA U3/Ie4eHe PaBHbI HyIO. -
HOJIb30BAHHE IIPOIPAMM BBICOKOJ03HO Teparuu ¢ ayroITCK
KOCTHOTO MO3I'a WJIH NIEPH(PEPUUECKOIT KPOBH MO3BOJIAET J0-
cruyp S-rerHert RES Ha yposHe 60%, IpudeM y AeTert u mog-
POCTKOB 3TOT IOKa3aTesb gocruraer 80%. B xoge aroit pado-
ThI ITOJTy4EHbI BAAKHbBIE IPAKTUYECKUE PE3Y/IbTAThI, CBA3AHHbIE
¢ BeIOopoM cxembl Mobmu3anuu ['CK - cxemsr Dexa-BEAM
(mexcameTa3oH, KAPMYCTHH, 3TONO3U/, IUTO3aP, MeN(aTaH)
u DHAP (mexcamerason, nuro3ap, nucmiatat) ¢ KCO, koro-
pble HAPAAY C MOOMIN3ALMOHHBIM 00€CTIEYUBAIOT U [IUTO-
PEAYKTUBHBIIN 3(D(DEKT, U € PA3PAOOTKOI CHCTEMBI COIIPOBO-
JUTEIbHBIX MEPOIPUATHIH, IIO3BO/IAIOMIMX CHU3UTh PAHHIONO
MTOCTTPAHCIUIAHTAIMOHHYIO JIETAIBHOCTD JJO MEHEE YeM 5%.

Oco60r0 BHUMAHHS 3ACTYKUBAIOT OIYXOJIU IIEHTPANb-
HOM HepBHOH cucTeMbl. [Tepsuynsbie onyxonu ITHC cocras-
10T 16-20% 310Ka9eCTBEHHBIX HOBOOOPA30BAHMUI Y [IETEH,
yCTynas o 9acTOTe TOJIBKO JEUKO3aM, npudueM 95% u3 Hux
IIPEJCTABIEHBI OITYXOJIMH I'0OJOBHOIO MO3ra (ganee — OTM).
3a6onesaemocts OI'M cocrasmser 2,4 ciyqas Ha 100 ThIC. fie-
TeH, TO eCTb eXerofiHo B Poccuu guarnocrupyercs oxkono 800
HOBBIX CIy4aeB 3a60meBanus. Jo 1992 roga B Hameit cTpa-
He 1edenre OI'M OrpaHuYMBaIOCh XMPYPIUYECKMMH BMEIA-
TENIbCTBAMH, PEXKE — KOMOUHAIMEN OIIEPATUBHOIO YAAIEHHA
OIIyXOJIY M JIYYEBOM TEPAIIUH, HO OTZAJEHHBIE PE3YIbTATHI
9THX METOOB JICYEHUA OKA3A/IMCh HEYTEIUTEIbHbIMUA. DTO
34CTAaBHJIO HAC HAYATh BHEPEHHE KOMOMHUPOBAHHOM Te-
panuyn OI'M y pOCCUHCKUX JeTel ¢ BKIIOYEHHEM B IIPOIPAM-
My Jedenua noruxumuorepanuu u TTCK. Ilepsbie pe3yin-
TaTHl y IeTeH ¢ Han6oJIee YyBCTBUTENbHON K XUMUOTEPAIHU
MeayNI061aCTOMON OKA3JIH, YTO B 43% Ci1ydyaeB KOMOH-
HUPOBAHHAA TEPAIHSA NPUBEIA K BLIPAKEHHOMY JIEI€OHOMY
addexry. [Ipu nepBUYHON MeAYI06IACTOME TOCIE YaCTHY-
HOT'0 yJaJI€HHA OIYXOJ/IH, JIy4eBOM TEPAIIMU IPUMEHEHHE XU-
MHOTEPANNH YBETMYMBAIO BBUKMBAEMOCTD JJO YPOBHS CBbI-
me 3 jeT y 83% G0IBbHBIX, CPEAU HHKYPAOEIbHBIX OOIbHBIX
6€3 onepanuy, ¢ PENUAUBAMU U METACTa3aMu — y 27%. [Ipu
aHAIaCcTHYeCKuX acrporuroMax RES 6oiee 3 ner ormeye-
Ha TOJBKO Y 9% 60bHBIX. K 2002 rofty B CTpaHe nOABEAEHBI
UTOTH PaOOTHI KOOTIEPATUBHOH I'PYIIIBI CHEIUATHUCTOB, 00B-
equHAIOMUX 17 KIHUK B 10 cyopexrax dexeparum, B 06-
nacru nevenus OIM. KoonepaTuBHas rpymnmna uCIoab30Ba-
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J12 HOBBIE MOJIM(DUKAIIN IIPOTOKONIOB, pa3padoTanHsle SIOP
u B HameM nenrpe, — PO/02 u PO /04, ¢ yBeTM4EHHBIMU J0-
3aMH HUKI0(pOoCc(haHa U KapOOIUIATHHBI I MeAY/I001aC-
TOM C 5-JIeTHEH BBDKHBAEMOCTBIO COOTBETCTBEHHO 60 1 51%.
[IpeaBapuTenbHbIE PE3YABTATH PEATU3ALUI METOLOB BBICO-
KOZL03HOM nTo/uxuMuorepanuy OI'M 3Ha4nTeIbHO Yy
BBDKHMBAEMOCTb OOJTBHBIX. [la/IBHEHIINE IPOTPECC B TCYCHUH
OTI'M CBf32H C BBIIEJICHIEM MONEKYIAPHBIX e()eKToB, 06yC-
JIOBIMBAIOLIMX PA3BUTHE OT/E/IbHBIX OIYXOJIEM, U IOUCKOM
TOYEYHBIX (TAPIeTHBIX) IpenapaTos. COBMECTHOE COTPYA-
HHUYECTBO C yaeHbIMH KyOb! 1 [epMaHuu B BBIGOpPE HOBBIX
OUOIOTHYECKH 0OOCHOBAHHBIX METO/IOB JIEUYECHUS IPUBEIO
K pa3paboTKe U KIMHUYECKUM HCIIBITAHIM IIEPBOTO IIpera-
para anturen K EGFR 14 neyenns ramom Mo3ra, it KOoTo-
PBIX HET CErOJHA JPYIOro METOAA JI€YEHHs, KPOMe Ia/Ina-
THUBHOM OIlepariii. MeXaHU3M JJeUCTBUA MOHOKIOHATBHOTO
AHTHUTEIA HUIMOTY3YMa62 CBA32H C 6I0KUPOBAHHUEM PEIIETITO-
Pa AMUTENNATBHOTO (PaKTOPa POCTA U MHYKIIUEN aHTUTENIO-
3aBUCHMOM LUTOTOKCMYHOCTH KIETOK ITIHOMBIL.

MBI Ha4QJIU UCCIE0BAHNA B 00JIACTH JIEYEHUS T€P-
MEHTATUBHO-KJIETOYHBIX OIYXO0JeH, COMUIAHBIX ONyXO0Jaer
y ieTeH IEPBOI0 I'Oa JKU3HH U OIIyXOJIel KOCTEeH ¢ opra-
HOCOXPAHAIOIMMH OIEPALMAMH, 4 TAKKE OIIyXOJeH MaJIO-
IO T432 y JeBoueK. OCHOBHOM MPOOIEMON 3TUX HUCCIE0-
BAHMUII ABIAETCA IEPEBOJ UX U3 (POpPMATa MOHOIIEHTPOBBIX
B MHOT'OIICHTPOBBIE, YTO COIIPOBOKAACTCA Hanbonee -
(heKTHBHOT TOATOTOBKO¥ CIEI[IAIIICTOB U CAMBIM OBICTPBIM
1 3((HEKTUBHBIM ITyTEM BHEPEHUA BEICOKOTEXHOJOTHYHBIX
METO/IOB JIEYEHHUS JIETell C OHKOJOTHYECKHUMU 3200JI€BAHHU-
AMU B IIPAKTUKY 3/[PaBOOXPAHEHHS.

Bueppenue merogos TTCK y pereit Poccun — otze-
JIbHAS, U300MIYIOMAst APAMATHICCKIMH CTPAHUIIAMHU HUCTO-
pus. Ee I71aBHBIMU BEXAMH CTAIM CTPOUTENbCTBO 12 KIuMaTu-
3upoBaHHEIX 610Kk0B B PIIKB B 1992-1994 rozax, moaroToBka
BpayeH, MEJCECTEP, CHEUANNCTOB B 0OIACTH IIPOLECCHHTA
I'CK, nepsyie 12 TpancIuianTanyii B 1994 rofy, Kaxmas u3 Ko-
TOPBIX HE IOBTOPSA/IA APYIYIO, MEAIEHHOE YBEINYEHUE YU CIIA
TpaHCIuIaHTanui 10 80 B rof ¥, HAKOHELl, PA3BUTHUE TEXHO-
JIOTHH ¥ BO3MOKHOCTb IOJy4€HUA (PUHAHCUPOBAHUA TEXHO-
JIOTHI U3 JIIOOBIX HCTOYHUKOB. B KIHUKE IPOBENEHO bomee
2,5 teic. TTCK metsiM ¢ HaCIeACTBEHHBIMH 3200/IEBAHUAMH,
HMMYHOJAE(DHUIIUTAMU, KOCTHOMO3I'OBO HEOCTATOUYHOC-
TBIO, IeMOOJIACTO3aMH, COTUAHBIMY OIyX0/sMu. Ucronp3o-
BaHBI Bce BU/bI HCTOYHUKOB ['CK (KOCTHBII MO3T, IepHde-
pHuYecKas U MyOBHHHAA KPOBb), Bce pazHoBUAHOCTH TT'CK
(anmmoreHHas pOACTBEHHAA U BCE BU/IBI HEPOACTBEHHOM), ay-
TOJIOTUYHAA C PA3TMYHBIMU IPHUEMAMH OTPAGOTKU TPAHC-
IUIAHTALMOHHOI'0 MaTrepyuana (TallIONJeHTUYHbIE TPAHC-
IUIAHTALUY, C AeTUIENHEN JTUM(POLUTOB, HHAYIUPYIOIIHX
PEAKIHMIO «TPAHCIVIAHTAT IPOTUB X03AuHA> — PTIIX). IIpo-
BeJlEHa CPABHUTEIbHAA OLIEHKA PEKMMOB KOHJULIMOHUPOBA-
nus npu TTCKy eTed, OLieHKa CPOKOB IIPHKUBJICHUSA TPAHC-
IUIAHTAT4, OLIEHKA YaCTOThI TOKCHYECKUX U HH(PEKITMOHHBIX
OCJIOKHEHHMH ¥ YaCTOTBI PA3BUTHA OCTPOX M XPOHUYECKOT
PTIIX. [7TaBHBIMH UTOTAMH 3TOH MHOTOJIETHEH PAOOTHI CTa-
J1 JlocTIKeHne 68%-HOM BEUKMBAEMOCTH OOJIBHBIX TIPH He-
POJCTBEHHBIX A/UIOT€HHBIX TPAHCIUIAHTALMAX U PACIPOCTPA-
nenue texnonoruu TI'CK Ha gpyrue yupexnennus MOCKBBI,
Cankr-Ilerep6ypra, Exatepun6ypra, Hikaero Hosropoaa

U JIp., 4 TAKKE OPTaHU3AIMA OaHKA MYTIOBHHHBIX CTBOTOBBIX
KJIETOK B MOCKBE /11 HEPOACTBEHHBIX TPAHCIUIAHTALMH. DTO
II03BOJIMJIO CO3JATD IIPEANIOCHLIKH U1 €KEIOAHOIO YBEIuYe-
HUA KOM4decTBa BeinonHAemsix TICK u mpeocTasnenys pe-
IBHOW ITOMOIIY JIETAM, HE UMEIOIIHM JJPYTOH aTbTE€PHATUBL.

B redenue 7 net B Poccuu aKTHUBHO paboTaer mpo-
(peccmonanpHOE co06mMECTBO Bpauer «HanmonanrpHOE
006IIECTBO IETCKUX I'€MATONOI'0OB H OHKOJIOI'OB», KOTOPOE
IPOBOJIUT HAYIHO 0OOCHOBAHHBIC KOOTIEPUPOBAHHBIE
MHOTOLEHTPOBbIE UCCIELOBAHUA A(P(HEKTHBHOCTH JI€de-
HUSL OHKOJIOTUYECKUX OOJIBHBIX, OPTaHU3YET NEPCOHU(HU-
IIIPOBAHHBIE PETUCTPHI OOJIBHBIX, Pa3PA0OTKY U BHEAPCHHUE
B IPAKTUKY KIMHUYECKUX PEKOMEH/IAIIMI IO BCEM HO30JI0-
THYECKUM (popMaM 32601€BAaHU.

Pa3paboTka u BHEAPEHUE B IPAKTUKY €JUHBIX KIU-
HUYECKUX PEKOMEH/IAIMI, MEUKO-9KOHOMUYECKUX CTaH-
AAapTOB U OPTAHU3ALMA KOONIEPHUPOBAHHBIX MHOTOLIEHT-
POBBIX KIMHUYECKUX UCCAENOBAHUMN 110 ONTUMHU3AINI
JIEYEHUS IETEN C TeMATONOTUYECKIMHU H OHKOJIOTHYECKH-
MH 32060JIEBAHUAMH IPUBETH K TOCTIAREHUIO 70-95%-HOM
BBUKHBAEMOCTU O0NBHBIX B Poccurickoit ®exepanuu. 10
CTABHUT HOBYIO OPI'aHM3ALIHOHHYIO TPOOIEMY: CIIEAYET Pa3-
paboTaTh U BHEAPHUTD B IPAKTUKY MEAUITMHCKYIO PEaOHIH-
TAI[MOHHO- a1 TAIIMOHHYIO IPOrPaMMy, 0O€CIIEYHBAIONIYIO
AJJeKBATHOE OHTOI'€HETUYECKOE PA3BUTHUE JETEM.

[Ipo6ieMBl CO 30POBbEM, PA3BUBAIONIMECH YEPES
MHOTO JIET KaK PE3yIbTaT JIEUeHUA OOJIbHBIX JIETEl, H3BECT-
HBI KaK T031HHE 3((eKThL. HecMOTPA Ha 3HAYUTENBHOE YITyd-
IIECHHE NI0Ka3aTe/Ied BbUKUBAEMOCTH JieTel B TeUEHHE NIEPH-
oaa ot 5 10 20 JeT mocyIe JIeYeHNs, IPUOIUZUTENbHO TPU
YETBEPTU U3JIEYEHHBIX UMEIOT KAK MUHIMYM OJHO, 4 Yale
60JIbIIEE KOTMIECTBO XPOHUYECKUX 3200JI€BAHUIA, CBA3AH-
HBIX JIN6O C IOCIEACTBUAMHA OCHOBHOI'O 3200JI€BAHHUA, JIH-
60 C TepaneBTUYECKUMH BO3JEHCTBUAMH I10 TIOBOJY HETO.

B 2014 rogy B Hamen crpane Ha 6aze HHIIL numenn
JImurpus Porayesa 6bU1 OPraHU30BaH JIEI€OHO-PEAOUITHTA-
LMOHHBIA HayYHBIA LeHTD «Pycckoe mone» (manee — JIPHI).
9T0 nepBbIi NPOQYUIBHBINA IEHTP, OCYIECTBIAIONINH KOM-
IUIEKCHYIO PEaOMIUTAIIMIO IETEH U MO/IPOCTKOB C IeMaTo-
JIOTHYECKUMHU U OHKOIOTHYECKUMH 3200J€BAHUAMHU B CTa-
LUOHAPHBIX YCIOBHAX. [ocuTanu3anus geTei-uHBaIni0B
(0-18 ner) 1 CONPOBOKAAIOMHUX UX JIUL IPOBOSUTCS NIPU
HAJIUYUH PEAOUIUTAIIMOHHOTO OTEHI[NAIA 110 HATIPaBJIe-
HUIO (peJlePANbHBIX HEHTPOB WM PETHOHANBHBIX YIIPABIIE-
HUI 3ApaBOOXpaHeHHs. HanpapieHuio Ha peabHIUTaLUIo
TIO/UIEKAT BBITMCAHHBIE U3 CTAIIMOHAPA, B TOM YUCJIE HA TIe-
pEPHIB MEKIY LIUKIAMH HHTEHCUBHON XUMHOTEPAIINH, JIy-
YEBOU TEPANUHU U/WIN NOCIE TPAHCIUIAHTALIMY KOCTHOTO
MO3I'4, OIIEPATHBHBIX BMEIIATEIbCTB.

B crpyxrypy JIPHL BXOAAT IATD ClIEAATA3UPOBAHHBIX
OT/ICICHUI TOTIEYNUBAHYS U PEAOHINTAIINY fieTelt: 1) mocie
TPAHCIUIAHTALIMN KOCTHOT'O MO3TIa; 2) PaHHETO Bo3pacra (oT
0 710 3 J1eT); 3) € COMMITHBIMY ONYXOJLAMY; 4) € TeM061acT03a-
My; 5) ¢ onyxomsavu LHHC. [lonednBanme 1 paHHAA peabuiy-
TalyA MAUEeHTOB B yCI0BKAX JIPHIL TO3BOIAIOT pemaTh aKTy-
aJIpHBIEC KIMHUYECKHE IIPOGIEMBI, HE UMEBIIUE 10 HACTOAMIETO
BPEMEHH ONTUMaIbHOIO pemenus. JIPHII nposoaut:

1. Pa3paboTKy 1 BHE/IpEHUE B IPAKTHKY JIeYeOHO-peadu-

JIMTALIMOHHBIX TEXHOJOTHH I AETEH IEPBOIO Irofa
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JKU3HU U paHHero Bo3pacra. JJo orkparrus JIPHIL 1 uro-
HA 2014 roga B CTpaHe BOIPOCH PEAOINTAIIMH ITOM
TPYIIIBI ITAIMEHTOB HE CTABUIKCD U HE PENIAIUCE.

2. OpraHu3anuio JOJEYNBAHUA U PEAOWIHTAINHU Jie-
teit mocie TTCK. Bompockl peabrInTaIiiy 3TOH IPyT-
bl NAIUEHTOB B HANIEH CTPAHE IIOCTABJIEHBI BIIEP-
Bbl€. PeaOmiuranys pemaer BOIPOCH IPO(HIAKTHKH,
KOPPEKIUH U JIEYEHN OCTOKHEHHUI, B IEPBYIO OYE-
penb MH(EKIMOHHBIX M BBI3BAHHBIX XPOHUYECKON
PTIIX. OGBIYHO 3TOT KOHTHHICHT ALUEHTOB I10JIy4a-
€T HeoOXO/IMO¢E JIEUeHHE B IPO(IIBHBIX OT/IENCHH-
AX, 9TO CO3/JA€T JOTIOTHHUTEIbHbIE PHCKUA HH(DEKIIHOH-
HBIX OCJIOKHEHUI Y MMMYHOKOMIIPOMETHPOBAHHBIX
HAUEHTOB C YYaCTHEM HO30KOMMAIBHOM (DIOPHI,
YBETUYMBACT JICTAIBHOCTD, YMEHBIIAET 0O0POT CIIe-
MAIM3UPOBAHHBIX KOEK M YIOPOXKAET JeueHue. Opra-
HU3A1MA JIEYEHUA ITUX TTAUEHTOB B ycaoBuAX JIPHIL
103BOJAET 3(D(HEKTUBHO U B CYIMIECTBEHHO OOJIEE KO-
POTKHE CPOKH IPOBECTH KOMILIEKCHYIO METUIIUMHCKYIO
PEaOMINTAIINIO, BKIIOYAA HMMYHOPEKOHCTPYKIIUIO,
YBEUYUTH 000POT CIEHATU3HPOBAHHBIX KOEK B OT-
JEIEHNUAX TPAHCIUIAHTAIIMK U T€MATOIOTHH,/OHKOMIO-
TUH, 3HAYUTENBHO CHU3UTL PACXO/BI HA JIEYEHHE, TAK
KaK CTOUMOCTD KOHKO-aHA B JIPHII cymecTBeHHO HU-
K€, YEM B CIIELUATU3UPOBAHHBIX OT/CICHUAX TEMATO-
JIOTHIM/OHKOJIOTUH U TPAHCIUIAHTALIH.

3. JJoneyuBaHHE W PAHHIOW PEAOWINTAIMIO MaI[ieH-
TOB IIOCJIE TKEIBIX XUPYPIUUECKUX BMEIIATEIbCTB
U KOMOMHHMPOBAHHBIX TEXHOJOTMH (Omepaiys, Jy-
4yeBas Tepalusl, XUMUOTEPAIU), B TOM YUCIE IOCTIE
yranenus omyxoneti ITHC, rpygHOi U GPIOIMIHOI HO-
JIOCTEH, 320PIOIIMHHOIO IPOCTPAHCTBA, MAJIOTO TA34,
SHJONPOTE3NUPOBaHUA. B KayecTBe BaXKHEHIUX IIpe-
HMYILIECTB TAKOM CUCTEMBI IIOCIEONIEPALIMOHHOIO BE-
JIEHHS MOJKHO VKa3aTh MOBBHIEHHUE 3(D(HEKTUBHOCTH
PEaOMIUTAIIOHHBIX MEPOIPUATUH, CHIDKEHHE 4Yac-
TOTBl OCJIO;KHEHMI IOCIEONEPALHOHHOIO IIEPUOAA,
y€EIIEeBIEHUE TI0CIEONEPALMOHHOIO 3Tala JICYECHHUA.
JIPHII B cBOEH pabOTE B3AUMOJCHCTBYET C MEAULH-

CKHMH OPTaHU3AIMAMHU, 00Pa30BaTEIbHBIMH YUPEKICHU-
SMH BBICIIETO U MOCJIEBY30BCKOTO NPO(PECCHOHAIBHOTO
MEJUIIMHCKOTO 0OPAa30BAHUA U HAYYHO-UCCIETOBATEND-

CKHMU YIPEKIECHUAMH, HAITMOHATBHBIMU U PETMOHAIBHBI-
MH, B TOM YHCJI€ HAYYHBIMH, COOOMECTBAME BPAUEH, IIPO-
THUBOPAKOBBIMH POJUTEIbCKMMHU Opranusanuamu. JIPHII
UCIIONB3YETCA B KAYECTBE KIMHUYECKOH U Y4eOHOH 6a3bl
00pa30BATEIBHBIX YUPEKICHIH BBICIIETO, IOCTEBY30BCKO-
T'0, IONIONHUTENBHOTO U CPEAHEr0 00PA30BAHMUS IIPH MOJ-
TOTOBKE MEJUITMHCKUX KA/IPOB, CIIELIUATHCTOB IICUXONIOTU-
9ECKOT0 MPOIIA U COIMATBHON PaObOTHL

JanpHEWIue yCIEXH B JE€YEHUH I'eMATOJOINIEC-
KHX U OHKOJIOTHYECKUX 3200JI€BAHUI Y IeTEH HAIPAMYIO
CBA32HBI C BBICTICHUEM U3 IIEJHATPUU BPA4EOHOI CrIEnu-
AIbHOCTH «IE€TCKUH I'€MATONOI/OHKOJIOT» U OPraHU3ALNEN
CIIEIMAIIBHON NMOCTAUIUIOMHON ITOATOTOBKH Bpadew, pe-
KOMEH/JJOBAHHON AMEPHUKAHCKON aKa/[EMUEN TIeJUATPUH
(manee — AAIT) u EBpOIENCKON acCOUauen eJuaTpoB
(mamee — EAII) B Tedenue 36 MECSIEB OCIE OKOHYAHUS Pe-
3UIEHTYPHI (OPAMHATYPHI) 110 NeAuaTpun. Bpauu-crenua-
JIUCTHI B 00JTACTH B3POCJION OHKOJIOTUH HCKTIOYAI0TCA U3
IIPOI'PAMM HOBBIMIEHUSA KBATU(PUKAIMY 110 CHEINATBHOC-
TH «I€TCKasg I'€MaTONOTUA/OHKONIOT Us>.

B Poccurickoit ®eepanuu B redenue 1991-2006 ro-
0B (Ie-(paxTo) ObUIO OPIraHU30BAHO JIECYEHHUE IETEH C reMa-
TOJOTUYECKIMHU F OHKOJIOTHMYECKUMU 3200/1€BAHHUAMH B CIIC-
UATU3UPOBAHHBIX OT/CAEHUAX PECIYONIUKAHCKUX, KPAEBBIX
1 00JTACTHBIX JIETCKUX 60mbHHUI (64 cydbekTa Poccuiickom
®enepanun). B 12 cydpexrax Poccuiickoit ®enepanuu 60.16-
HBIE I'€MATOJOTHIECKIMH 3200JI€BAHIAMU MOIYIaIOT JIeye-
HHE B JIETCKUX OOJBHUIIAX, 2 OTbHBIE OHKOJOTHYECKUMH
3200/1€BAHUAMH — B OHKOJIOTHYECKUX IUCIIAHCEPAX, IPUYEM
Aetu ¢ remo6macro3amu 1 OI'M mosry4yaloT Je4eHue UCKITIO-
YUTENBHO B AETCKUX 601bHUIIAX. [I0ATOTOBKA CLIELIUATNCTOB
B COOTBETCTBUM C pekoMeHpanuAMu AAIL u EAIT nposoguTca
Ha Kadeape remaronoruu 1 oukosnoruu GAI0 ®IE0Y BO
PHUMY umenu H.W. [Tuporosa Munszapasa Poccun. Ilpu-
9YeM CHEeLUAIU3A0MA 10 OHKOJOIUH BKII0YAIA IIOATOTOBKY
JETCKUX CIIENUATMCTOB I10 «B3POCIOH» IeMATONOIMYECKON
TIATOJIOTHH U JIETCKOI OHKOJOTHHU. TakuM 06pa30M, pOCCHI-
CKHI Bpay, paGOTAIONIHIA C AETHMH, CTPATAIONIUMH OHKOJIO-
TUYECKUMH U TeMaTOIOTHIECKUMH 3200JIeBAHUAMH, TOLKEH
HMETDb CEPTU(UKAT IO TPEM BPAUEOHBIM CIIEIHATBHOCTAM,
9TO 3aTPYAHAET HOATOTOBKY U EPENOATOTOBKY UL OOHOB-
JIEHHSA TPEX CEPTU(DHUKATOB.



