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6—75 ner, cpeaHuit BozpacT 44 rona) ¢ NPOJABUHYTHIMH CTAUSIMU
XMJI, nonyuupminx amwio-TI'CK ¢ muenoabnarusueiM (7 = 50)
WIM HeMHeI0adnaTuBHbIM (7 = 16) KOHAMIMOHUPOBAHUEM OT
COBMECTHMOTO POICTBeHHOro (7 = 20), COBMECTUMOIO HEpOJ-
CTBEHHOTO (1 = 28), 4YaCTHYHO COBMECTHMOTO HEPOJCTBEHHOTO
(n=18) nonopa. Ha moment amno-TT'CK 21 GonbHOI Haxoauics
B (haze axcenepaunu, 22 — BO BTOPOH WIIH MOCIIETYIOIIEH XPOHU-
4yeckoit (ase, 23 — B OimactHOM Kpu3e. C MOMEHTa yCTaHOBKH JIU-
arHosa 10 BeinonHeHus amwno-TT'CK npomto B cpennem 22 mec
(3-171 mec).

Pesynomamul u oocysycoenue. Ha momeHnt ananmza xuB 31
GonbHOM. CpenHuii cpok HabmroneHus cocraisier 62 mec (3—203
mec). 10-Jletnsis obmas BepkuBaemMocth (OB) paBHa 44% (95%
JU; 30-58%), 6e3peunanBHas obmas BebknBaeMocTh (BPB) —

35% (95% AU; 21-49%). Ilpu mHOrOo(pakTOpHOM aHa/IU3E HE
ycranosieno 3aBucumoct OB u BPB or ciemnyrommx dakro-
POB: Bo3pacTa OOJBHOrO, TUIA U CTENIEHH COBMECTUMOCTHU pe-
LUIHEHTA C JIOHOPOM, HUCTOYHHKA T€MOIOTHYECKUX CTBOJIOBBIX
KJIETOK, HHTEHCUBHOCTH PEXMUMa KOHJULMOHUPOBAHUS U BpeMe-
HHM ¢ MOMEHTa IIOCTAHOBKH JIuarno3a 1o amio-TTCK. dakropsl,
OTPHLIATEIbHO BIMSIONIME HA BBDKMBAEMOCTbH: HCIIOJIb30BAHHE
nutomeranosupyc (LIMB)-orpunarensaoro nonopa mist [IMB-
nosjoxutenbHoro peuunuenta (OP 3,28; 95% [U; 1,44-7,47;
p = 0,005) 1 TOBBILIIEHHOE KOJIMYECTBO OJIACTOB B KOCTHOM MO3I'€
1o Havana amio-TTCK (OP 1,03; 95% AU; 1,0-1,05; p = 0,02).

3axniouenue. Anno-TI'CK — meron, Xxapaxkrepusylomuiics
XOPOLIMMHU JIONTOCPOYHBIMH pe3yJIbTaTaMU y OOJBHBIX C IPO-
NBUHYTHIMU cTagusmMu XMJL.

Pe3synbraTbl neueHus muenonponudepaTUBHbIX 3a6oneBaHMil, NPOTEKaOLWUX C 303MHOGUNE
M ANONaTNYECKOro rMnep303nHOGUIbHOro CMHAPOMa
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Begeoenue. 3aboneBaHusi, CONPOBOXKAAIOLINECS 303MHO(DUIH-
€if, BCTpeyaroTcsl B MPAKTHKE TeMaToJiora KpailHe Peiko; TIPH 9TOM,
CXOXECTB B Psijie CIydaeB KIMHIYECKHX MPOSIBICHHH U JIabopaTop-
HBIX JJAHHBIX IPU 3a00JIEBAHUAX C NPUHLUIHUAIBGHO PA3IMYHBIMU
NPUYUHAMH 303MHOPMINH (TTPpOUQepaTHBHOW B paMKaX MHUEIO-
UHBIX OITyXOJIeH U PEaKTUBHOM B OTBET HA Pa3INYHbBIC CTUMYIIBI)
3HAYUTEIBHO YCIIOXKHSET OIPEACIICHIE TEPANIEBTUUECKON TaKTHKU.
B mocierame rozpl, Onarogapst ycrexam B 00J1acTH MOJEKYISIPHBIX
WCCIIeI0OBaHNM, U3 TPyl 3a00J1eBaHuii, 0003HAYaEMbIX COITIACHO
kinaccuduxanuy BO3 kak XpoHUUeCKui 503MHOPUIBHBIN JIEHK03/
WTIOTIATHIECKHUI THIIEPI03UHOMIITEHBIA CHHIPOM, BBIIEIWITH HO-
BBIE HO30JIOTHYECKUE (HOPMBI — "MHUEIOUIHBIE OITyXOJH, acCOLH-
UpOBaHHbIE ¢ peapamkupoBkamu reHoB PDGFRA u PDGFRB".
[MaToreHeTHYECKAM METOIOM JISUEHHS, IMO3BOJIIFOIINM OBICTPO
JIOCTUYb TIOHOW KIIMHUKO-TEMATOJIOTHYECKOW W MOJIEKYIISIPHOM
pemuccuy, sBistercs: uHruburtop PDGFRA- u B-tuposunkunas
(uaruburop Tuposunkunasz — UTK) — muBek. Tam ke, e Mone-
KyJsipHBIE "MuIIeHn" i1 IMeromuxcsi B Hacrosee Bpemst UTK
OTCYTCTBYIOT, T€parleBTUUECKUil crieKTp HeBenuK. OCHOBHBIMU Ba-
pUAHTaMH JIedeHHs1 3a00JIeBaHMI, COITPOBOXKIAFOIINXCS 203MHO(H-
JIEH, MO-TIpeKHEMY ocTaroTcsi npenaparbl nHrepdepona (IFNa),
THAPOKCHMOUYEBUHA, IOJIUXUMHOTEPANusl, KOPTUKOCTEpoubpl. B
HacTosIel paboTe MpEICTaBIeH COOCTBEHHBIH ONBIT JICUCHUS
OOJBHBIX C TUNEPI03NHOGUIBHBIMU CHHAPOMAMH PA3IMYHOMN ITH-
0JIOTHH, U JJaHa OLIeHKa 3(P(HEeKTUBHOCTH BapUAHTOB TEPAIUHL.

Mamepuanvt u memoowvi. OOuiee YUCIO OONBHBIX C TH-
Nepr03nHOGUINEH, TONYYaBIINX JICYEHWE B pasHbIC TOABI B
I'HIT — 60 yenosek. Yucno OONBHBIX MUENOMPONIU(PEPATUBHBIMU
3aboneBanusiMu (MII3) cocraBuno 33 yenoBeka, U3 HUX C BEpU-
(GULMPOBAaHHBIME TEHETHYECKUMU MYyTalMsMH — 28 OOIBHBIX
(¢ FIPILI-PDGFRA-anomanueii —23; ¢ PDGFRB — 2; ¢ ipyrumu
[UTOTeHEeTUUECKAMHU HapyIeHus MU — 3). Y 5 60pHBIX MIT3 Gb1IT1O
MIONTBEP)KIACHO PE3yNIbTaTaMH ayTOIICHH (MOJEKYIISIPHOE HCCIIEe0-

BaHUE JUIA UCKItOUeHus: anomanuu reHoB PDGFRA w PDGFRB
Ha TOT MOMEHT €llle He BBINONHSUIN). Y OCTalbHBIX 27 OOIBHBIX
NpUYMHA Y03MHOMUINY, B TOM 4YHCJIE, TCHETHYECKHE aHOMAJINH,
HE YCTaHOBJIEHA, U 3a00JIEBaHUE PACCMATPUBAJIOCh KaK THUIIEPHO-
3uHO(WIBHBIH CHHIPOM (14 GONBHBIX 00CIICIOBAHBI HE B TIOJIHOM
o0beme — 6e3 IIUTO- W/HUITH MOJICKY/ISIPHO-TEHETHUECKOTO UCCIIE0-
BaHUH; y 13 OOJBHBIX IIPU CTAHIAPTHOM LIUTOTCHETHYECKOM HC-
cienoBanuu U [P naHHBIX 3a KJIOHAJIBHOCTH HE MOJIYYEHO, YTO
J1aJl0 OCHOBAHMS PACLEHUBATh TUIEPIO3MHOMUIBHBIN CHHIPOM
KaKk uauonarudeckuit). Meronsl neyenus: npenaparsl [FNa, ru-
JPOKCUMOYEBHHA, Kypchl monuxumuotepanuu (ITXT: masble 10361
uro3apa, "5 + 2", AVAMP, COP), KOpTHKOCTEPOU/IbI, IJIMBEK.

Pesynomamor u oocyrcoenue. DPPEKTUBHOCTh TIIMBEKA
(TostHBIN MM YacTHUHBIN 0TBET) coctaBuia 92% npu PDGFRA-
u PDGFRB-nonoxutensusix MII3 u 31% B ciyuasx, rae "mu-
1IeHu" IIMBEKa HE BBISBICHBI WM HE UCCIieIoBaHbl. DddexTHB-
HOCTb JIPYTHX METOJIOB JICUEHHsI B 3aBUCMOCTHU OT HAJINYUS HITH
orcyTcTBus ipu3HakoB MII3: a) Bce KIIOHAIbHBIC 3200JICBAHUS U
MUEIONPONEPATUBHBIA BAPHAHT MIIEPIO3UHOPUILHOTO CHH-
npoma: IFNa 67%; IIXT 64%; runpoxcumoueBuna 100% (mpu
Pa3BUTHH TEMaTOJIOTUYECKONH TOKCHYHOCTH 3—4-i CTEneHH BO
BCEX CIIy4asix), KOPTUKOCTEPOUIbl — HEeT d(PPeKTa HU B OAHOM
ciydae; 0) Her mpusHakoB muenonponudepanuu: [FNa 100%;
IIXT 75%; xopruxoctepousast 100%.

3axniouenue. I'muBex sBIgeTCA BLICOKOI(D(YEKTHUBHBIM Me-
tonoM teparuun PDGFRA- u PDGFRB-nonoxutensabix MIT3,
TOTJa KaK MPU OTCYTCTBMU MOJICKYJISPHBIX "MurieHei" adhdexr
coctapisteT Jumb 31%. BapuanToM BbIOOpa MOXKET SIBISTbCS
tepanus npenaparamu [FNao. Tepanust TuIpOKCUMOYEBUHON O~
3BOJISIET CHU3UTH YPOBEHb Y03MHO(MHIOB, HO BCETIa COIPOBO-
JKJIAETCSl TEMATOJIOTHYECKON TOKCHYHOCTBI0. KopTHKOCTEpOuab!
HeahdextuBHbI Tpru MII3 ¥ MOTYT SBIATHCS KOCBEHHBIM CBHUJIE-
TELCTBOM MHUETIONPONU(EpaTHBHOTO MPOoLEcca.
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Beeoenue. Toxcuanocts pexnma FCR ocTaercst mpo6ieMoid.
OnTtumansHoe yncito 1ukioB FCR HensBecTHO. 3aa4a uccneno-
BaHUS — BBIACHUTb, BO3MOXHO JIM COKpalleHle 00beMa Tepaniu
y OOJILHBIX C PAHHUM IIOJHBIM OTBETOM.

Ilayuenmor u memoowvt. B uccienoBanne BKIIIOUCHBI IEp-
BUYHbIE OONIbHBIE XpoHUUeckuM JumMponeiikozom (XJIJI) mono-

16

ke 60 JIeT ¥ COMaTHUECKH COXpaHHbIe OOJBbHBIC B BO3pACTE OT 61
10 70 7€t ¢ KyMyJISTUBHBIM UHJIEKCOM KOMOpPOUIHOCTH MeHee O.
Ecmu GonbHOM mocturan nonHor MOB-HerarTMBHOW peMHUCCHU
nocsie 2 MKJIOB, MPOBOIUIIH eIl 2 IMKJIa Tepariu (Bcero 4 k-
1a). Y BCeX OCTalIbHbIX O0bHBIX IIpoBoamy 6 nukiioB FCR. C Ho-
s16pst 2008 .o centsiops 2011 1. BritoueHo 129 nepBHYHBIX 00JIb-



