lpunoxeHue

noueuHass Hemoctatouynocte (OITH) ¢ ypartHoil Hedpomarneit
(n=2), OIIH ¢ docdarnoii Hepponaruel (n = 3), asoremus 6e3
cHIDKeHus quypesa (n = 6). Marencusnas [IXT conpoBokaanach
IIPOSBJIEHUAMH OCTPOH LIMTOCTATUYECKON TOKCUYHOCTHU: THIEp-
TepMuueckuil cuHapoM (68—82% OOIBbHBIX), TSDKEIIbIE MyKO3UTHI
(61-80%), yruerenue mmuenonodsa III-IV cremenu (73-83%),
NH()EKINOHHBIC OCIOXKHCHUS (SI3BEHHO-HEKPOTUYCCKHIT SHTEPO-
KOJIUT, THEBMOLIMCTHAS! THEBMOHHS, KaHIIWI03HBIHN cercuc). Y 4
OONBHBIX BO3ZHHKIM IPOSBICHHS KUIIEYHOH HETPOXOJHMMOCTH,
4TO TpeOOBAJIO YPreHTHOI XUPYpruyeckoil HOMOILY C pE3eKLUeH
HEKPOTHYECKU-U3MEHEHHOIO Y4aCTKa KUIIKU ¥ HAJIOXKEHHS CTO-
Mmbl. Ha mepBbIx sTamnax crerupuyaeckoil repanuu 8 (9,9%) 60ib-
HBIX YMEPIIH OT OCIOKHEHUH OILyXOJIEBOTO IIPOLECCa U TSHKEIIBIX
conmyTcTByIoIMX nHpeKkuii, 3 (3,7%) OONbHBIX — B pe3ysbrare
nporpeccupoBanus TMMGOMBL. [IporpamMmHast Tepanus B IOTHOM

oObeme nposezieHa y 68 nereit, n3 Hux 58 (71,6%) GonbHBIX Ha-
xoparcst B pemuccun I, a'y 10 (12,3%) — nuarnoctupoBaH pas-
Huit peruans auMdomsl. Ha $ore mpoTuBopenuauBHOTO Iede-
Hus pemuccus 11 focturnyra Toabko y 4 u3 10 60JIbHBIX.

3axntouenue. CoBpeMeHHbIE MPOTOKONbI Jedenust HXJI ner-
CKOI'0 BO3PACTa, OTHOCAIIUXCS K IPYIIIE BBICOKOAIPECCUBHBIX HEO-
TUIa3mii ¢ OBICTPBIM MU (Y3HBIM POCTOM U paHHEH IUCCEMHHAIICH
polriecca, B 4aCTHOCTH, poTokosibl BFM-rpynibl, Beicokoa(hdex-
THBHBI IIPU yCJIOBUU CBOEBPEMEHHOIO U BEPHOTO JUArHOCTUPOBA-
HPS BapHaHTa JTMM(OMBI M PaHHETO Havajla UTOCTATHICCKOH Te-
panuu. Pesynsrarsl ciennduueckoro edenus HXJI onpenensitores
HE TOJILKO 4yBCTBHTEJILHOCTBIO OIyXOJIEBOIO IIPOLECCa K XUMUOTE-
paIeBTHYECKUM IIpernaparaM, HO U a[IeKBaTHOH COIPOBOIUTEIILHOM
Tepanuel, KoTopast HalpaBJIeHa Ha paHHEee IPeyNPEesKICHIE U JIUK-
BUJIALMIO NOCTUUTOCTATHYHHUX OCJIOKHEHHI.

TakTuKa BegieHuA 60nbHbIX remodunuer c A3BeHHO 60ne3HbI0 XKenyaKa 1 ABeHaALaTUNepCcTHONM KULLKN
H.WN. KoHawwHa, O.M. Mniow, B.KO.3opeHko, C.A. LLlyTos, T.t0. NMonaHckan
OIBY lemaTtonornyeckmin HayuHblii LeHTp MrH3gpascoupassuTma Poccun, Mockea

Beeoenue. S13BeHHast 007€3Hb JKeJIyKa U IBEHALIATUIIEPCT-
HOU KWIIKH SIBISIETCS aKTyalbHOH B CBSI3M C COXPAaHEHHEM BbI-
COKOW 3a00JIeBaCMOCTH M Pa3BUTHUEM TSKEIBIX OCJIOKHEHUH.
Heﬂb pa60T1)1 — BBISIBJICHUE YaCTOTBI BCTPEUYACMOCTHU SI3BEHHOM
OONe3HN KeNyNKa M JBEHAIIATHIICPCTHON KHIIKH y OONBHBIX
reMouiInel, U3y4eHHe OCOOEHHOCTH TEUCHHs OCJIOKHEHHH
MPUMCEHCHUE PA3JIMIHBIX METOAOB JICUCHUA.

Mamepuanwt u memoost. 1o HaONMOCHUEM HAXOIUINCH 64
6oxpHBIX reModmmeid A 1 B B Bo3pacte 2069 neT. TSDKEIYIO
¢dbopmy remoduinu ¢ copepxanueM AeGUIUTHOTO GakTopa Me-
Hee 2% umenu 70% OonbHBIX. MeToIbI HecneaoBanus — 330(a-
roracrponyonenockonus (OOIIC).

Pesynomamsl u oocysycoenue. SI3BeHHas OONE3Hb JKEIyIKa
JquarHoctupoBana y 23 (36%), IBeHaUATHUIIEPCTHON KHIIKU — y
36 (56%), coueranue s3BeHHOW OOJIE3HBIO KETyAKa U JIBEHA/La-
THIIEPCTHON KUIIKKU— Yy 5 (8%) GonbHBIX. SI3Ba JT0Kanu30BaIach B
AQHTPAJILHOM OTJEJIe XKEeNyIKa, CyOKapJuu M JIyKOBHIIEC JIBEHA A~
THIIEPCTHON KUIIKH. Y BCeX OOJBHBIX HAOMIONAIOCH KETyI04YHO-
KHUILIEYHOe KpoBoTeueHHe. Y 17 OOJNBHBIX IMarHo3 yCTaHOBJICH
BIIEpBBIE, 10 5 et —y 21,01 5 10 10 mer —y 15 u 6omnee 10 et —y
11 GonbHbIX. 3a001eBaHue BISBICHO PEUMYIIECTBEHHO B MOJIO-
oM Bo3pacrte 110 35 ner —y 42%, 36-50 ner — y 35%, crapuie
50 set — 'y 23% GonbHBIX. Y 18 OONBHBIX sI3BeHHAs 0OJE3Hb Ya-
cto peuuauBupoBaia (3—4 obocrpenus B ro). TakThka BeAeHHS

GONBHBIX BKIIIOYANIA: FEMOCTATHUECKYIO TEPAIHIO KOHIIEHTpaTaMU
(dakropos VIII/IX B o6beme 30-40 ME/Kr; 9HIOCKOITHUECKHI Te-
MOCTa3 (3BY JIOKaJIbHO 00pa0aTbIBaiu OpOLIEHUEM pacTBopa 96°
stunoBoro crnimpra 3—4 ma u 1,0 mn agpenanuna 0,1%) u menu-
KaMEHTO3HYIO Teparuio. [IpOoTHBOsI3BEHHOE JIeUeHHE BKIIOYAIIO
AQHTUCEKPETOPHYIO (oMerpo3oil B Ao3e 20 Mr 1 pa3 B CyTKH WU
pabenpososn 20 Mr 1 pa3 B CyTKH) U aHTHOAKTEPUATBHYIO TEPAIHUIO
(xnaputpumuiH 500 Mr u metporuaazon 500 Mr 2 pasa B CyTKH)
B TeueHue 7 qHeil. IIpyu OTCYyTCTBUM HOJIOKHUTENBHOIO PE3yIbTaTa
Y OTACJIbHBIX 6OJ'll>HI)IX JOIIOJIHUTEJIBHO Ha3zHa4yaJli BUCMYT Cy6-
muTpar B 1o3e 240 mr 2 pa3 B CyTKH U MeTpoHnAazon mo 500 mr
3 pasa B CyTKM B coueTaHuu ¢ TerpauukinHoM 500 mr 4 pasa B
cytkn) — 10-14 nueit. IlopepKuBarOLIyI0 aHTUCEKPETOPHYIO
TEpaInuio MPOBOAWIIN PAHUTHUANHOM B OCEHHE-BECEHHUH ITEPHOL.
B npouecce nucnancepuzanuu Boinoinsim OPIJIC 2 pasa B roa.

3aknwuenue. Yactora BCTPEYAEMOCTH SI3BEHHOW OOJIE3HU
y OonmbHBIX reModuiamei cocraBmina 9,3%, 4TO COOTBETCTBYET
CPEIHECTaTUCTUYECKUM JaHHBIM Y 3[0pOBbIX JIu1l. B 1,6 pa3 uamie
BCTpEUaeTcs sI3BEHHAst 00JIE3Hb IBEHAIIATUIICPCTHOM KUIIKY. BbI-
SIBJIICHO yMeHbIIeHne 10 50% 4ncna peruanBoB. Y 32% OGONBHBIX
OHU OTCYTCTBOBalIU. Pa3paboTaHHas TakTHKA BeIEHUS OOIbHBIX
obecrieunBaeT AIUTENBHYIO U CTOHKYIO PEMHUCCHIO, NIPELyIpesK-
JIaeT IPOTPECCUPOBAHUE 3a00JICBAHMUS M YMEHBIIAET OITACHBIE IS
JKM3HU JKEITYJJOUHO-KHIIEUHbIE KDOBOTEUECHHUS.

MNepcoHunduumpoBaHHoe neyeHne 60nbHbIX remodunueii A
K.I. Konbinos, A.H. banananHa, M.A. Kymckosa, O.[1. MNntow, B.IO. 3opeHko, T.B. CeBeposa, H./. KoHAwmnHa
OrBY lemaTtonornyeckumin HayuHblin LeHTp MrH3gpascoupassuTma Poccumn, Mockea

Beeoenue. B Poccun nacuntsiBaercs 6onee 7500 GonpHBIX
reMo(uIIel, KOTOPBIM TPOBOASAT 3aMECTHTENIBHYIO TEPAITHIO
(hakTopamu cBepThIBaHK KpoBU. B I'emaronornyeckoM HayqYHOM
uenrpe (CHILL) Ha nomaiiHeM JiedeHHH HaXonuTcst 455 OONIbHBIX,
n3 HUX 186 (43%) B3pOCIBIX, MOTYHYAOIIX TPOPHIAKTHISCKOE
neyeHue. MHAMBHyallbHOE OIpe/ielieHHe J03bl U PEeKUMa BBe-
JICHUs TIperapara 0a3upyercs Ha KIMHHYECKOM TCYCHUH 3a00-
neBaHnsi W (PapMaKOKMHETHUECKHX CBOMCTBAX HCIIOIB3yEMOIO
rnpernapara. OTH KPUTEPUH YacTO SBISIOTCS HEIOCTaTOYHO J0-
Ka3aTeIbHBIMU AT ONPEeTICHUs IPOrPaMMbl 3aMECTUTEIbHON
tepanun. Llens nccnenoBanust — pa3padoTka HayYHO-000CHOBAH-
HOU MOJIEJIN 3aMECTUTEIIbHOM Teparuu ¢ UCIOIb30BaHUEM HaHO-
TEXHOJIOTMYHOTO METOa TPOMOOANHAMUKH.

Mamepuanst u memoowt. bonbusiM remopunueit A (OVIII
menee 1%) B Bo3pacte ot 20 10 65 net (n = 20) 111 KOppEKIHH
amMOyJIaTOPHOTO JICYCHUSI TIPOBOAMWIN TeCT (papMaKOKMHETHUKH U
TPOMOOIMHAMHKH. B3siThle 00pa3ibl COOTBETCTBOBAIH CIIEAYIO-
MM BpeMEHHBIM MHTepBaiaMm: 10 BBeaeHus 50 ME/kr OVIII,
uepes 0,5; 1; 3; 6; 24; 48 u 72 4. B xax0i1 TOUKE ONpeaessu
AUYTB u ®VIIIL:C, a Taxke OI[eHUBAIN CTAIIHOHAPHYIO CKOPOCTH
pocta GpUOPHHOBOIO Cr'yCTKa B TECTE TPOMOOTMHAMUKH.

Pesynomamut u oocysicoenue. BoisiBIeHb 3HAUUTENBHBIE HH-
JMBUJTyaJIbHBIE Pa3iIMIMs B TECTe TPOMOOJMHAMUKH MEXTy Ha-

OrronaeMbIMU TALMEHTaMHU. DTH Pa3iuyuus HE MOTYT OBITH OTO-
OpakeHbI B TecTe (hapMaKOKUHETHKH, HO KOPPEIUPYIOT HAM: YeM
MeHbllle KoHLeHTpauus unupkyaupyromero OVIILC, tem Hipke
CKOPOCTh MPOCTPAHCTBEHHOTO pOCTa CrycTka. ¥ 17 GONBHBIX MpH
noctmwxennn OVIIL:C 110 £ 15% oTrmedeHO 3HAYUTENBHOE YBe-
JIMYEHUE TPOCTPAHCTBEHHOH CKOPOCTH pocTa Crycrka or 5—-15
1o 50 = 7 uM/mun (HopMa 16-30 uM/MuH), HaOmOIAEMOE TIPU
THIIEPKOATYJSIIMOHHBIX COCTOSHUAX Y OOJIBHBIX, HE CTPATAIONIHX
remoduiueit. Yepes 3—6 u 'y 10 G0IbHBIX CKOPOCTb POCTA CIyCTKA
HOpPMAaJI3yeTCs U B TeUeHHE 48 U COOTBETCTBYET TAKOBOH Yy 3/10pO-
BBIX JJOHOPOB, TOTA KaK y 7 OOJBHBIX B TEUSHHUE 2-X CYTOK HAOIIO-
JIAeTCs €e TaToJornyeckoe ymeHsluenue 10 9-12 uM/mun. Y 3
OOJIBHBIX, HECMOTPSI Ha HHU3KKE octaTouHble 3HaueHust OVIIL:C
(amxe 10%) ckopocTHBIE 3HAYEHUS] pOCTA CTYCTKA COXPAHSIOTCS
BBIIIIE BEPXHUX I'PAHHIl HOPMBI, YTO CBHJIETEIBCTBYET O BBEIlE-
HUM HeoOocHOBaHHO Oomnpiroro xomuuyectBa P VIIL. 3naueHus
AUTB y 60nbHBIX TeMOHIHEH, HECMOTPSI Ha BBICOKOE COIlepIKa-
nue OVIII B muiazme, HaxosIerocs B rnpejenax Gunoiornye-
CKOM HOPMBI, OCTalOTCs Y/UIMHEHHBIMU.

3axnrouenue. 3amecTuTeNbHAS TEPATINS Y B3POCIBIX OOJIBHBIX
TspKenol Gopmoii reModunuy A 1o JaHHBIM TecTa TPOMOOIMHA-
MHKH HE MPEACTABIACTCS] OMHOPOIHOM U 'y 50% OOIbHBIX HE MOXKET
OBITh CTaHIAPTU3UPOBAHA M TPeOyeT 000CHOBAHHOTO TIEPCOHM(DH-
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