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GlOB Algo\s‘c AOKCIBCIHO, 4YTO 4HACTOTA PA3BUTUSA TepMMHd.ﬂbHOﬁ cragum WCCIIEIOBAaHUI YacToTa 5-JIeTHE TTOYeYHOI BBIKMBAEMOCTH y 6OJ'[bHI)IX, JOCTUTTHUX ITOJI-

noueuHo# HepgocrarouHoctu (TCMH) y nauneHToB, y KOTOpPbIX
HO NPOTSHKEHUM 5 neT nocsne NOATBEPXKAEHUS AUArHO3d CTEPOUAPE3NUCTEHTHOTO
HedpoTuueckoro cuHgpoma (CPHC), u B yacTHOCTM POKUNBHOrO CErMEHTAPHOro
rnomepynockneposa (PCrC), He yaanocb AOCTUrHYTb COCTOSIHUS YACTUYHOIA

unu nonHou pemuccum, cocraensget 50%. Mpu atom Hanuume NepcucTUPyIoLLEro
HedpoTuueckoro cuHgpoma (HC) accoummnpyercs ¢ yxyaLueHMem KauecTea XXuU3HHM,
pasBUTUEM TPOMBOIMBONMUYECKMX COBBITUIA, APTEPUASIBHONI FTMMNEPTEH3UM,
NEPUTOHUTA U APYIrUX Cepbe3HbIX MHPEKLUNA, O TAKIKE BOSHUKHOBEHUEM
NEepcuCTUPYIOLLMX AUCITUMUAEMUIA U BbICOKOW CMEPTHOCTBIO.

®opmupoBanue TCITH mpuBOIUT K CYIIECTBEHHOMY COKpPAIIEHUIO OXHMIAeMO
MPOIOJIKUTEIBHOCTH XU3HM AeTei. B cpenHeM oHa mocturaet 19 jet mociie Hayaa Io-
YEYHO-3aMECTUTEIbHOM Tepanuu 1 0KoJ10 40 JIeT mocjie TpaHCIUTAHTALUN TTOYKH.

COBOKYITHOCTh TEKYIIMX OCIOXHEHUI 3a00JIeBaHUS TOJKHA OBITh COOTHECEHA C I10-
TEHIIMAIBHON TOKCMYHOCTHIO0 KOPTUKOCTEPOUITHON M MMMYHOCYIIPECCUBHOM TePaTTiu.

[ToTeHIMaTbHBIE TIPEMMYIIIECTBA TePAITUU BKITIOUYAIOT M3JIeYCHUE O0Ie3HN, KOHTPOJIh
HC n/unn 3amemnenune nporpeccupoBanus TCITH. Ha onpenenenHom atamne Hedpoior
BMECTE C CEMbEN UJIM ONIEKYHAMU PEOEHKA BBIHYKAECHBI IPU3HATH, UTO JIEYEOHbIE MEPO-
MPUSITUST CTAHOBATCSI He3((PEKTUBHBIMU, UYTO BHIPAXKAETCS B IPOTPECCUPYIOLIEM CHIKE-
HUHM (QYHKIIWH ITOYEK, Pa3BUTUU YCTOMIMBOCTH 3a00JIeBaHUSI K KOMOMHUPOBAHHOM Jie-
KapCTBEHHOM TepaImu, yrpo3e HOopMUPOBAHUS KYMYJISITUBHOM JIEKapCTBEHHOM TOKCUYI-
HOCTH.

OGocHoBaHue

e Jleuenue aeteit ¢ CPHC TpeOyeT MoATBEpXISHUSI YCTOMYMBOCTU 3a00JI€BaHUS
K IIEHCTBUIO KOPTUKOCTEPOUIOB, YTO, KaK IIPaBUJIO, OMPEILIIIETCS OTCYTCTBHEM OTBETa
Ha MPETHU30H WM IIPSTHU30I0H, CIIOIb3yeMbIe B TCUCHNE MUHUMYM 8 HEJl.

e [IpoBencHUEe OMOTICUY TTOYKW HEOOXOMMMO TSI MCKITIOUEHUSI BTOPUYHBIX IMTPUINH
dopmupoBanus HC, a TakKe OIEHKM CTETICHW BBIPAKEHHOCTA MHTEPCTUIIMAIBHOTO 1
KJIyO0uKOBOTO (hrbpo3a.

e VxynieHue (yHKIMU MOYEK C TeYeHHWEM BPEMEHHU, OLIEHMBAaeMOE MO AUHAMMKE
pacyeTHOM CKOPOCTH KiIyooukoBoii ¢unbrpanuu (pCK®), accoummpyeTcss ¢ puckoMm
Pa3BUTHS ITOYCTHON HEMOCTATOYHOCTHU B OTIAICHHOM TIEPUOIE.

e KommyecTBeHHas OlleHKa MTPOTEMHYPUHU UMEET CYIIECTBEHHOE 3HAUECHME, TIOCKOJIBKY
OHa ITO3BOJISIET OCYIIIECTBUTH CPABHUTEIBHYIO OIIEHKY OTBETa Ha TIPOBOIMMYIO TePATTHIO.

PesucmenmHocmb K cmMepougam

MuHVMaJTbHAsI CTePOMIHAs Harpy3Ka, CITOCOOHasI IPUBECTU K (DOPMHUPOBAHMIO PE3HC-
teHTHOCTH T1ipu jteueHun CPHC, B Hacrosiee Bpemst He onpeaeneHa. Kpome toro, mpo-
BeJICHIE CPAaBHUTEIFHOTO aHAIM3a PEe3yJIbTaTOB KIMHMYESCKUX NCCIICTOBAHII 3aTPyTHEHO
u3-3a BapuabenbHocTn omnpeaencHuit CPHC. CornacHo maHHBIM MeXXIyHapOIHOTO HC-
caenoBaHus 3a06oseBanmii mouek y aeteir (ISKDC) y 95% naiumeHToB IeTCKOro Bo3pacTa
co crepounuyBcTBuTeabHbIM HC mpoTtenHypusi Kynupyercs mocie 4 Hel eXeTHEeBHOTO
BBeIEHHSI KOpTUKOCTepoumoB Uy 100% — 1mociie JOIMOIHUTEIbHOM TOPMOHAIBHOM Tepa-
MM B AJIETEPHUPYIOIIEM PeXXMMe Ha TIPOTSKCHUH 3 Hell. B maybHeHIIX MCCIeTOBaHUSIX
OBUTO TTOKa3aHO, YTO YACTOTA MOCTMXKEHUS PEMWCCHUM BO3pAcTaeT MPHU JTUTEIBHOM HC-
TTOJIb30BAaHUY HU3KUX 103 TIPEIHU30HA U TIPU BHYTPUBEHHOM WJTH TIEPOPATLHOM MTPUMe-
HEHUU BBICOKHUX 103 KOPTUKOCTEPOUIOB. Jl0 CHX MOpP OCTaeTCsl HESICHBIM, YKJIAIbIBACTCS
JI CTOJIb MO3IHUI OTBET Ha TEPAMUIO B PAMKU €CTECTBEHHOTO TeUeHUsI 3a00J1eBaHMsI, JTU-
00 3Ke OH SBIISIETCS CIICICTBUEM ITPOIJICHHOTO BO3IEMCTBISI KOPTUKOCTEPOMIOB WIIM OT/A-
JICHHOTO 3(h(eKTa MpenIIecTBYIOIEeH Tepaui. B CBSI3M ¢ 3TMM MBI PEIIMIN HCITOIb30-
BaTh OJMH M3 HanboJiee PaCIPOCTPAHEHHBIX CITOCOOOB OIPENEICHNST Pe3UCTCHTHOCTH —
MPUMEHEHHEe MPETHN30HA B TeUCHNE KaK MUHUMYM 8 Hell, U3 HUX Ha MPOTSDKEHUH TIep-
BbIX 4 Hen B no3e 2 Mr/Kr/cyt wiu 60 mr/m?/cyt, a 3ateM 4 Hen B 03¢ 1,5 Mr/Kr win
40 mr/m? B anbTepHUpYoleM pexume. [loaTBepxkaecHe HATUYUS CTEPOUIPE3UCTEHTHOC-
TU Ha TaHHOM 3Tarle CIIYXKUT OCHOBaHMEM JUTsI BHITIOTHEHMS OMOIICAM TTOYKH C IIEJIBIO Be-
puduKam MOphOJOrMISCKOTO BapUaHTa ITOBPEXKICHMS.

buoncus nouku

Buorncus mouku gBasieTCsl peKOMEHIOBAHHBIM METOIOM MCCIEI0BAHUS ISl OLEHKHU
CPHC. U3yyeHue 6uonTara ¢ NpMMEeHEHUEM METOAMK CBETOBOM MUKPOCKOMUU, UMMY-
HODITI0OPECIICHIINHT 1 3JIEKTPOHHOM MUKPOCKOITUH ITO3BOJISICT BBISBUTh N3MEHEHHS, JIe-
JKallye B ocHOBe pa3puTus npossieHuit HC (Hanpumep, uMMyHOT100y1uH A-Hedpora-
TUIO, BOJIYAHOUYHBI HepuT). B TO ke Bpemsi MOryT ObITh 0OHApYKeHbl MOpdoiornyec-
Kue u3MeHeHus1, xapaktepHble g @CI'C, mim, HeCMOTPSI Ha CTEPOUIPE3UCTEHTHOCTD,
00J1e3Hb MUHUMAJIbHBIX U3MEeHEeHUI. KpoMe Toro, pe3yabraTbl OMOICHY MTOYKH TTO3BOJIS -
0T OLIEHUTDb BBIPAXKEHHOCTb MHTEPCTUIIMATBLHOTO U TIIOMEPYJISIpHOTO (hrubpo3a, UCTIONb-
3yeMyI0 B KauecTBe Kpurepus oueHku nporHoza CPHC, a Takke 00bICHUTH MAIUEHTY
1 er0 POICTBEHHUKAM, IIOYeMy He OBUI ITOJYIEH OTBET Ha TEPAIMIO M UTO IOCTYXUIO
MIPUIMHOM TTEPEeCMOTpa OIIEHKH IPOTHO3a 3a00JIeBaHMS.

lla[inpamnpuan DUEHKa

O1ueHKa COCTOSHUS (DYHKIIMU TIOYEK J0KHA ObITh BHIMOJHEHA B MOMEHT YCTAaHOBICHUS
nuarHoza CPHC B cBs131 ¢ HE0OOXOAMMOCTbIO OTIPeAeIeHUS MPOTrHO3a M OTBETA HA TIOCEY-
foryio Tepamnuio. HecMotpst Ha HeTouHocTH onpenenaeHns pCK® nmpu HC, ¢hyHKIms moyek
Ha MOMEHT BepU(UKAIIMU TUarHO3a PACCMATPUBACTCS KaK MPEIUKTOP OTIATICHHOTO PUCKa
Pa3BUTHS TOYETHON HETOCTAaTOUYHOCTU. [1pu mccaenoBaHNM IPOTEMHYPUH CIIEYeT YIUThI-
BaTh COOTHOIIIEHUE OestoK/KpeatuHuH Mour (b/K), uto B maimbHelieM MoKeT ObITh MoJIe3-
HBIM JUISI OLeHKH 3(()EKTUBHOCTU Tepanuu (OTCYTCTBUE OTBETA, YaCTUYHAS WM TMOJHAS
pemuccus). [lokazatenr b/K omnpenensiercss myreM aHaim3a MepBOil YTpeHHEW MOPLIMKA
MOYH, YTO TTO3BOJISICT UCKITIOUYNTH ITOTPEITHOCTH, OOYCIOBICHHBIE OPTOCTATHYECKIM 3(-
exrom. Kpome Toro, y mereit, yxe MpUydeHHBIX K TOPIIKY, MOXET OBITh OIpereeHa KOH-
LIeHTpaIMsI 6eka B CyTOUHOM mopimu Mourd. CorflacHO pe3ysibraTaM 00CepBAIIMOHHBIX

HOI pemMuccuy Ha (hOHEe MOHO- MJIM KOMOMHMPOBAaHHOM Tepanuu, cocrapiser 90%. Yera-
HOBJICHO, YTO YaCTHUHAs PEMUCCHUS Y B3pOCIbIX accolnupoBana ¢ 80% 5-eTHei moYeaHoi
BBDKMBAEMOCTBIO, B TO BpEMsI KaK COOTBETCTBYIOIIUE JaHHbIE B OTHOIIEHUN AETCKOM TO-
MyJISIIMU He MosydeHbl. OTCYTCTBME PEMUCCUU SIBJISIETCSl TIPEAUKTOPOM S-JIETHEH Mmoyey-
HOM BEDKMBAEMOCTH TIPUOIM3UTENLHO B 50% citydaes.

Y 6ompHBIX CPHC 1 @CI'C ynanoch 00HapyKUTh MHOXECTBO FeHETHUECKUX MYTaIIHIA.
B wactHocTH, y neteit ¢ CPHC B Bo3pacte crapiie 1 roma MyTaiuy MOJ0LMHA PETUCTPH -
posaiu B 0-30% cityuae. PacripoctpanenHocTh CPHC-accoumupoBaHHBIX MyTaLIMiA Xa-
pakTepu3yeTcsi 3HaUMTeIbHOI BapuadeJbHOCThIO, YTO ObUIO MOITBEPXKAEHO B X0/Ae 00-
caenoBanud 18 mereir appoameprkanckoro mpoucxoxaeHus ¢ ®CI'C u 25 neteit u3 eB-
porneickoil KoropThel. B pesysibrate B mepBoi rpyriie o0ciae10BaHHbIX MyTallMy MOIOI-
Ha 0OHapyXeHBI He OBLIN, a BO BTOPOU — PETUCTPUPOBAINCH ¥ 28 % IMallMeHTOB.

B Hacrtosix pekoMeHaauusx odcieaoBaHUe Ha TIpeIMeT 0OHApYyKeHUSI TeHeTUJecC-
KMX MyTallM{ HE PAaCCMaTPUBAETCS B KQUECTBE PYTUHHOM JUAarHOCTUYECKOM MPOLIETYPhI
B CBSI3U C OTPAaHUYEHHOM JOCTYITHOCTHIO U BHICOKON CTOMMOCTBIO T€HETUUECKUX UCCIIe-
JIOBaHMI, HU3KOM pacIpOCTPAaHEHHOCThIO MyTallMii B OTACJIbHBIX MOMYJISIUSX, a TAKXKE
OrpaHUYEHHBIM KOJUYECTBOM CUCTEMATUUYECKUX MCCIAENOBAaHUMN, MOCBSIIEHHBIX BIMSI-
HUIO KOHKPETHBIX TEHETUYECKUX MOJMMOPGhU3MOB Ha 3(D(HEKTUBHOCTL TEpaNuu U Mpo-
THO3 3200JIEBAHMSI.

Pexkomengauuu no neyenum CPHC

1. PekoMeHayeM puMeHITh MHIUOUTOPHI KaabluuHeBpuHa (MKH) B kayecTBe MHU-
nuanbHou Tepanuu y nereii ¢ CPHC:

+ Tepanuss MKH nokHA MPOBOAMTHCS B TeYEHNME KAK MUHUMYM 6 MeC U OBITh Ipe-
KpaleHa, ecim K 3TOMy BPeMEHM He YIaJIoCh NTOCTUTHYTh YaCTUYHOM WJIW TIOJTHOM pe-
muccuu nporenHypun (2C);

* ecii uepe3 6 Mec ObLIa JOCTUTHYTA XOTsI ObI YaCTUYHASI PEMUCCHUST, CIUTAEM 11EeJIeCO-
00pa3HbIM MpoHoJkuTh Tepanuio MKH eme kak MuanMyM Ha 6 mec (2C);

* IpeTaraeM KOMOMHMPOBATh TEPAITMI0 HU3KMMU 103aMH KOPTHKOCTEPOUIOB C Te-
panueit UKH (2D).

2. Insg neyenns neteit ¢ CPHC pekoMeHIyeM MCIoIb30BaTh MHTUOMTOPHI AaHTMOTEH3MH-
npeBpaiatomiero depmenta (MAID) uau 61okaTophl perientopoB aHrnoTeH3uHa I (1B).

3. Jlns neyeHust neTeit, He TOCTUTIIMX pemuccur Ha (poHe Tepanuu MKH:

* MpeajaraeM Ha3zHayaThb ModeTria MukoheHonar (2D), BbICOKKE M03bl KOPTUKOCTE-
pounoB (2D) min KoMOMHALIMIO 3TUX IpernapatoB (2D) mamueHTaM, He TOCTUTIIMM TTOJI-
HOI WM yacTUIHOU pemuccuu mpu teparmuu MKH n KopTukocTeponaamu;

* He peKOMEHIyeM MCIoJIb30BaTh LuKiIodochamun y nereit c CPHC (2B).

4. Ipu peuunuse HC mocie DOCTVDKEHUs MOJTHOW PEeMUCCUU TpejiaraéM BO300HO-
BUTb TEPAIMUIO C UCTIOJb30BaHUEM OJHOM U3 caenytomux cxeM (2C):

* KOPTUKOCTEepOUabl BHYTPS (2D);

* TaJbHEHMIIMIA TIPHeM UMMYHOCYIIPECCUBHOTO TIperapara, KOTOPhIi paHee OBUT 3¢-
dekTuBeH (2D);

* Ha3HaueHWe OOJHLHOMY albTepPHATHBHOTO MMMYHOCYIIPECCUBHOTO TIperapara ¢ Ie-
JIbIO YMEHbBIIIEHUSI KYMYJISATAUBHON TOKCUYHOCTH (2D).

Mpegnocobinku

Ut CHIDKeHUST prcKa (OPMUPOBAHUS ITOYCYHONW HETOCTATOYHOCTH Y IAllEHTOB
¢ mepcuctupyommM HC, pe3rcTeHTHBIM K TEHCTBUIO KOPTUKOCTEPOMIIOB, 1IEIeCO00pas-
HO WCTIOh30BaTh aTbTEPHATUBHbBIC METOMbI JJEUCHUSI. YCTAHOBJIEHO, YTO IIUKIOCTIOPUH
1 KOPTUKOCTEPOUIBI, MOMUMO MMMYHOMOIYJIMPYIOIIEro 3(deKra, OKa3blBalOT HEIIO-
CPE/ICTBEHHOE BJIMSIHUE HA IIUTOCKEJIET IMOIOIINTA.

OGocHoBanue

— 1IMKJIOCTIOPMH BBI3BIBAET IMOJIHYIO MJIM YACTUYHYIO PEMUCCHIO Y OOJIBIIMHCTBA IeTeR
¢ CPHC (cpenHsisa cTerneHb J0KA3aTeIbHOCTH).

— TakpoauMyc OKa3bIBaeT CXOTHOE BO3AEHCTBIE Ha MPOTEMHYPUIO, a TAKXKE MOXKET CIIO-
COOCTBOBATH IMOBBILICHNIO KOMIUIAMEHCA 3a CUET CHIDKCHUS PUCKA PAa3BUTHSI TUIICPTPUX03a

Ta6nuua 1. Uccneposanus, nocesieHHble usyyenuio sppektueHoctn UKH npu CPHC

Uceneno- AnutencHocte.  Pemucens: | OtHocutens-
numfe N Mpenapar Kontponb neyeHus,  MOMHAS MNM | Hbl PUCK = 3aKMIOYEHne
mec YOCTUYHOS | pPeMuCccun
. 12(100%)
Lieberman, 5,48 Pemuccus
1996 = uc R E “7:;;32 (1,95-15,44) | UC>nnaue6o
Ponticelli, 17% uc CumnTomaruyeckas 124 n6 E:gr)o 9,45 Pemuccus
1993 Tepanus p(O% ) (0,62-1,51) | LiC>koHTpons
He
. 0(0%)
Garin, 0 06HapyXeHo
1988 . e Bl 2 np((:):;i)n g (0,0-0,0) | sHauMMBIX
4 pasnuumii
He
18 (86%)
Choudhry, Takponumyc 1,14 06GHapyXeHo
2009 U npefHU3oH N I "P(‘;E";)ls (0,84-1,55) | sHauMmBbIX
K pasnuumii
He
. Modetuna 33 (45,8%)
ez 138 Lic mukodeHonar + 12 nporus 22 Y o6HapymeHo
2011 & (0,90-2,10) | sHauMMBbIX
BEKCAMETU30H (33%) o
paznuumin
Mpumeyanre: LIC - upuknocnoput.
*Nem.

**6 Mec npuema NonHOM B03bl C AANBHEMMM CHIKeHMeM Ha 25% kaxapie 2 Mec.
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M TUITEPIDIa3UU JECEH T10 CPAaBHEHUIO C IIUKIOCIIOPMHOM (HM3Kasl CTEIeHb MTOKa3aTelb-
HOCTH).

— Tepanus 610KaTopaMyu peHMH-aHTHOTeH3MHOBOM cuctembl (PAC) accommupyercs
C YMEHBIIIEHNEeM BbIPAXKEHHOCTH MPOTEUHYPHUH (CPETHSISI CTETIEHb OKa3aTeAbHOCTH).

— Puck popMupoBaHMsI MOYEUHOM HEAOCTATOUHOCTU 3HAYMTEIbHO BBIIIE Y MallMeH-
TOB, HE TOCTUTIIMX YACTUYHON UM MOJHOW peMUCCU Ha hoHe JII000il MOHO- WU KOM-
OMHUPOBAHHOM TEPAITHH.

Tepanus HKH

AcTIeKThI TpUMeHeHUs nukiocnoprHa B iedeHnrn CPHC usydyeHs! Hanboee mupoko.
Tak, B 3 McclieOBaHUSX, B KOTOPBIX MPUHSIIA ydacTue 49 manueHToB (26 ObLT Ha3HAYCH
LIMKJIOCTIOpMH, 23 — malebo WM KOHTPOJIbHAS Tepamnusi), Y OOJbHBIX, MOJYYaBIIMX
IIMKJIOCTIOPYH Ha TIPOTSKEHWH 6 Mec, OBLIN 3apeTUCTPUPOBAHBI CITyyal KaK IMOJTHOM, TaK
u yactmaHo# pemuccun (31 u 38% coorBeTcTBeHHO). Kpome Toro, cyMMapHasi actora
JIOCTUXEHUS TallMeHTaMy peMuccuu Ha (hoHe Mpuema IUKIOCTIOpUHA TakKxKe Oblia 00-
Jiee BBICOKOI B CPaBHEHUU C OOJBbHBIMU KOHTPOJIbHBIX TpyI (69 mpotus 0-16% cooTBeT-
CTBeHHO). B ogHOM U3 uccienoBanuii 3¢HeKTUBHOCTh HUKIOCTIOpUHA (N=72) CpaBHU-
BaJlach ¢ TaKOBOI ModeTuaa MUukodeHo aTa B KOMOMHAIIMY C BBICOKMMU 103aMU AeKca-
MeTa30Ha BHYTPh (n=66) y B3pocibIX 1 geteil. ComracHO MOJyJYeHHBIM pe3yIbTaTaM Jie-
YEeHUE LIMKIOCTIOPUHOM Ha MPOTsXeHun 12 Mec crmocobCcTBOBAIO HACTYIIJIEHUIO MOJTHON
pemuccun y 19,4% manneHTOB M YaCTUYHOM pemuccun — y 26,4%.

[TpoBeneHHbBIE UCCIENOBaHMS TTOKa3aau, 4To 6onbHble ¢ HC, y KOTOpbIX 00HApYXKMUBa-
IOTCSI MyTalliu TIOAOLMHA, PeXe NOCTUTAIOT peMUCCUU (TIOJTHOW U YacTuuyHOi). Tem He
MeHee cuuTaetcs, yto npodHas Tepanuss MKH MoxeT MHIyIMpoBaTh 1Mo MEHbIIEH Mepe
YACTUYHYIO PEMUCCUIO aXe B 9TON Koroprte 00JbHbIX. B X0one cpaBHeHMs 3 heKTUBHOC-
TU BO3IENCTBUS TAKPOJIMMYCA U LIMKJIOCTIOPMHA HA TPOTEMHYPUIO 3HAUUMBbIE PA3IUYMS HE
BbIsiBJIEeHbI. KpoMe Toro, ykazaHHbIE MpenapaThbl ObUIA COMOCTABUMBI 10 YACTOTE PA3BU-
TUS He(PPOTOKCUIHOCTH, apTepPUaIbHON TMIIEPTEH3UM U caXapHOTo Auadera. Pazmmuums
ObUTM OOHAPYXKEHBI TOJIBKO B OTHOIIEHUU YACTOThI BOSHUKHOBEHMSI TAKUX MOOOYHBIX d(h-
dekToB, Kak Tuneptpuxo3 (95 mo cpaBHeHMoO ¢ 0%, p<0,001) u rumepmiasus neceH (60
o cpaBHEHUIO ¢ 5%, p<0,001) mj1s1 MMKIOCIIOPUHA ¥ TAKPOJIMMYCa COOTBETCTBEHHO, TP~
MEHEHME KOTOPbIX MOTEHIIMATIbHO MOXKET 3HAUMUTENIbHO YXYIIIUTh KOMIUIAEeHC.

OnruManbHas JuTenbHOCTh Tepanuu MKH He yctaHoBneHa. B xone mpoBeaeHHBIX UC-
CJIeIOBAaHUI y IeTell Ha3HAYaIKUCh 6- 1 12-MeCsiuHbIe KYPChI JICUSHMsI MTperapaTaMu JaH-
Holi rpynmbl. [Ipy 5TOM yMeHblIeHe BhIPaKeHHOCTH MPOTEUHYPUU ObLIO 3athUKCUpPOBa-
Ho Ha 4,4+ 1,8 Hen, a MenMaHa 10 Pa3BUTHS MOJHOM UM YaCTUYHOM peMuccuu Oblia 10-
cTUTHyTa Ha 8-i1 U 12-i1 Henmene cooTBeTcTBeHHO. [locie 3aBepleHus Tepanuu 4YacToTa
PEeLMAMBOB y MAlMEeHTOB, oTBeTUBINUX Ha JeyeHue MKH, cocrasisiia 70%. Hecmotpst
Ha TO 4YTO YBeIMYCHUE [UTUTEITHLHOCTH JiedeHUs (6osee 12 Mec) ¢ LeIbio MpeaynpekKacHUS
Pa3BUTHS PELIUANBOB B HACTOSIIIEE BPEeMsI SIBISETCS PYTUHHOW MPAKTUKOM, BIUSHUE MO~
JIOOHOTO TMOIXOAa Ha PUCK PEeLMIMBUPOBAHUS, (OPMUPOBAHUS HEDPOTOKCUYHOCTH,
a TakKe Ha COCTOsIHME (DYHKIIMU MTOYEK B OTIAJIEHHOM Mepuojie He YCTaHOBIeHO. MOHU-
TOPMHT KOHIEHTPALIMU JIEKAPCTBEHHBIX CPEACTB MPUMEHSIETCS TOCTATOYHO IIMPOKO, Ofi-
HakKo onTuMalbHbie ypoBHHU Uit 001bHBIX CPHC no-npexxHeMy He U3BECTHBI.

Taxzke oTcyTcTBYeT MH(MOpPMAIIMS O BAUSHUN Ha 3((MEKTUBHOCTH MOHOTEPATIMU 1IUK-
JIOCTIOPUHOM MO0aBIEHUS HU3KUX 103 TPEAHU30HA, B CBSIBM C YeM HEOOXOAMMOCTh
BkimoueHus B cxemy Tepanuu MKH koptukoctepounos npu CPHC He nokazaHa. B Ta-
KUX CUTYalUsIX HU3KKME 103bl TOPMOHOB MOTYT ObITh PEKOMEHI0BAHbI K MPUMEHEHUIO B
pexumax, UCIOJb30BAaHHBIX B OOJBIIMHCTBE KIMHUYECKUX MccaenoBaHuil. [Ipu atom
1032 KOPTUKOCTEPOUIOB JOKHA MOCTENEHHO CHUXAThCSl BILUIOTh 1O MWUHUMAJIbHOTO
YPOBHSI, CITOCOOHOTO MOIEPXKUBATH PEMUCCHUIO.

BivssHuEe MOXOIMTIIOBPEXIAIONIMX TeHETUYECKUX MOIMMOPGU3MOB Ha pPEe3yabTaThl
MMMYHOMOJYJIUPYIOILEl Tepanuu ObLIO TTOKa3aHO B XOJ€ MaJIbIX KOTOPTHBIX MCCIeq0Ba-
HUI y MalMeHTOB ¢ reHeTnyecku ooyciaonieHHbIM CPHC, yacTora oTBeTa Ha Tepamnuio
B KOTOpBIX gocturana 7-80%.

bnokamopsl PAC

C nensto ymenbieHus nporenHypuu npu CPHC B nomonxenue K tepanuun MKH peko-
MeHJyeTcs1 HazHauyath 6;10kaTopsl PAC. B nByx rcciaenoBaHusIX ObUIO MPOAEMOHCTPUPOBAHO
JI0303aBUCUMOE YMEHBIIIEHIE MPOTenHYpUK Ha hoHe ucnoib3oBaHust MAT® (sHananpuia
1 osuHOIIpIITa) — Ha 33 1 52% Tipy UCITONB30BaHUK SHamampmIa B 1o3ax 0,2 u 0,6 Mr/KT
COOTBETCTBEHHO. B CBOIO 0Uepenb peTpOCIIEKTUBHBIE KOTOPTHBIE MCCIIENOBAHMST MTOKA3aIH,
YTO PUCK PA3BUTHSI MOYEUYHON HEJOCTATOUHOCTH 3HAUYMTEBHO BBIIIE CPEIN B3POCIBIX U Jie-
teit ¢ @CI'C, y KOTOPBIX HE yAAIOCh TOCTUYb YACTIYHOMN MM TIOTHOM PEMUCCUU TIPOTEUHY-
pun. Ha ceroqHsimHui ieHb Omy0JIMKOBAHbI Pe3YIBTaThl BCETO 2 NCCIEI0BaHU, TOATBEPXK-
naronmx a¢hHEeKTUBHOCT, KOMOMHAIMK LIMKJIocniopuHa u 6;okatopoB PAC pu CPHC.

Ta6nuua 2. Yacrota HaCTynneHUs peMUCCUM B KOHTPONbHBIX FPynnaXx,
neYyeHHbIX KOPTUKOCTEPONAAMM B POHAOMU3UPOBAHHBIX UccneaoBaHusax CPHC

AnbmepHamusHbie npuMmenenun WKH mMemogbl nevenus
Bbicokue A03bl KOPTUKOCTEPOUAOB

CuuTaercs, 4To OoJiee IUTMTEIbHBIE KypChl KOPTUKOCTEPOUIOB (BHYTPh MIJIM BHYTPH-
BEHHO), Ha3HaYaeMbIe ITOCJIe TPATUIIMOHHBIX CTAPTOBBIX PEXXUMOB TOPMOHAIEHOM Tepa-
MU, MOTYT YBEJIMYMBATh BEPOSITHOCTh HACTYILJICHUS PEMUCCUU (HU3Kasl CTeTIeHb JOKa-
3aTreabHOCTH). B omHOM 13 HabmoaeHuit netssm ¢ CPHC, Beipaxkaroniumcst B OTCyTCTBUU
OTBeTa 3a00JICBaHUS Ha TEPAITHIO TTPETHU30HOM (€XeTHEBHBIN IIPHEM KOPTUKOCTEpOMIA
Ha TIPOTSDKEHUH 4 Hell, a 3aTeM ele 4 Hell B aJIbTepPHUPYIOIIEM peXrUMe), ObLIN Ha3Have-
HBI 6 103 KOPTUKOCTEPOMIOB BHYTPUBEHHO (METHJIIPEIHMU30J0H MM JEKCAMETA30H)
B COYETAHWM C MPESTHU30HOM BHYTPh. D(DGHEKTUBHOCTH TepaNuy OIIEHUBATACh K KOHITY
2-i Heleau JIeYeHUsT B YKa3aHHOM peXMMe. YUUTBIBasi TO, YTO B JaHHOM HaOIIOAeHUU
MEHBIIMHCTBO PaHAOMMU3UPOBAHHBIX IJIs1 TpUEMa METWINPEAHU30I0HA MAIlMEHTOB Jeii-
CTBUTEJIHHO ITOJTYJIaIN 3TOT IIperapar, KaueCTBO UCCIIeIOBAaHUS ObUIO OIIEHEHO KaK HU3-
Koe. OcTabHBIM OOJTBHBIM OBIT Ha3HaUeH JeKcaMeTa30H. B xome aHamm3a pe3ynsTaToB
YCTAHOBJIEHO, YTO Ha (DOHE MyJbC-Teparuy KOPTUKOCTEPOUAAMU HACTymin 34% 1oi-
HBIX U 13% 4YacTUYHBIX PEMUCCHil, 03 3HAUMMBIX PA3IMYMii MEXIY IPYIIIaMUA METHII-
MPEeIHU30JI0HA U AeKcaMeTa3oHa. YacToTa HACTYIJICHUSI PEMUCCUM BCJIEACTBUE TIPUME-
HEHMSI HU3KUX 03 KOPTUKOCTEPOUIOB (TabJl. 2) yKas3bIBaeT Ha TO, 4To 6osiee 53% manu-
eHToB ¢ CPHC pocturarmot 3T0ro coCcTosSIHMAS Ha (poHE MPOJOHTMPOBAHHON CTEPOUTHOMN
tepanui, ay 0-17% GonbHBIX (B cpeiHeM 8§ %) peMuccust HacTyImaeT 0e3 JOMOTHUTENbHO-
IO TIPUMEHEHHUSI TOPMOHOB.

Modbetnaa mukocpeHorat

CpaBHeHMI0 3¢ (GEKTUBHOCTY MIpUeMa BHYTpbh MO eTHnIa MUKO(eHoIaTa B COYeTaHUU
C IeKCaMeTa30HOM M ITUKJIOCIIOPMHA OBLIO MOCBSIIEHO BCETO OTHO KIMHUYECKOE MC-
cienoBaHue. B 3Toit paboTe cyMMapHast 9acToTa JOCTMXKEHHUST peMUCCHM (ITOJHOM M
JaCTMYHOM) TAIlMeHTaMH, KOTOPbIE TOIyJIaan ModeTria MUKO(GEHOIAT Ha TIPOTSIKe-
Huu 12 mec, coctaBuina 33%. 3HAUMMBIX pa3IMYUil MEXIY IPyIIaMu HaOMIOAEHUs
He oOHapyxXkeHo. Cxoxue pe3y/IbTaThl MOJIYYeHbl B X0 UCCIIEI0BaHNI, B KOTOPBIX I€TU
¢ CPHC nosyuanu MmodeTria MUKO(eHOIaT Ha IPOTSKEHUU 6 MeC: YacTOTa HACTyILIe-
HUS IIOJTHOM peMuccrr nocturaia 23-62%, yactuaHoi pemuccun — 25-37%, a ee oTcyT-
ctBus — 8-40%.

LiuTocTatyeckne npenaparbi

HaxormnneHHble K HacTOsIIeMY BpeMEeHU JaHHbIE YKAa3bIBAIOT HA TO, YTO IUTOCTATUYEC-
Kue Tmpenapathl He cieayeT ucnosub3oBath y neteit ¢ CPHC (cpenHsia cteneHb noKa3a-
TebHOCTH). JlaHHAs KOHIICTIINS Oa3upyeTcs Ha pe3yibTaTaX 2 KIIMHUYECKIX UCCIIenoBa-
HMIA, TIPOIEMOHCTPUPOBABIIINX OTCYTCTBUE TIPEUMYIIIECTB BKIIOYSHHS 3TUX IIPEITapaToB
B CXeMY TepaliMy Ha OCHOBe MpeaHn30Ha. B yactHoctu, B uccienoBanuu ISKDC He ObI-
JIO TIOJTY9IEHO 3HAYMMBIX PA3IMINil B YACTOTE MTOCTUKEHMS OOJbHBIMU TIOJTHON peMUCCUN
Ha (oHe JieueHus uKiIohochaMuIoM B KOMOMHAIIUN ¢ KOPTUKOCTEPOUIAMU IO CPaB-
HEHUIO ¢ MOHOTepamnuei Koptukoctepounamu. [lonHast pemuccusi Obuia KOHCTATUPOBA-
Hay 10 13 18 manueHTOB B TpyIie KOMOMHUPOBAHHOM Tepanuu Uy 6 U3 13 GONBHBIX B
IPyIIIie MOHOTEPAITMH M aCCOIIMMPOBAIach ¢ O0JIee BHICOKOM YacTOTOM pa3BUTHS ITOO0Y-
HBIX 3(DHEKTOB TP KOMOMHUPOBAHHOM JIedeHNH. HecMoTpst Ha HETOYHOCTH, KOTOPBIE
MOTJIA TIOBJIUSTH HA OIIEHKY PYCKA, OTHOCUTENBHBIN PUCK W TOBEPUTEIBbHBIN MHTEPBAJ
oKaszanuch 61u3Kku K 1. B Habmonennu Tarshish, B koTopoM 3(hHeKTUBHOCTH HUKI0(HOC-
(bamuaa B coueTaHMU ¢ KOPTUKOCTEPOUAAMU CpaBHUBAIaCh ¢ TAKOBOW MOHOTEpAUU
KOPTUKOCTEPOMIAMHU, TAKKE He OBLIO MOTYUEHO JaHHBIX O IIPEUMYIIIECTBAX J0OABICHMS
K Tepanuy HUKIohochaMuaa: peMUCCUA JOCTUTIN 16 13 32 GOJIbHBIX, MOJYJarOIINX
KOMOMHUPOBaHHYIO Tepanuio, 1 12 u3 21 — moHotepanuio. Kpome Toro, 66110 poBe-
JIEHO JTOTOJIHUTEIbHOE PAaHIOMU3MPOBAHHOE MCCIeNOBaHWE, B KOTOPOM 3(PHeKTUB-
HOCTh LMKJIodochamuaa (n=17) cpaBHMBaJach C TAaKOBOW HHUKJIOCTOpUHA (n=15).
HcnbiTanue 66110 TpepBaHO Ha 12-i1 Hemene B CBA3U ¢ OOHApYKEHUEM 3HAUMMBIX pa3-
JIMIUI B KyMYJITUBHOM YacTOTE MJOCTVKEHUST PEMUCCUN MEXIY HallieHTaMH W3 TPYIIIT
LMKJIocoprHa 1 mukiodochamuma (60 u 17% cooTBETCTBEHHO).

Putykcuma6b

Ha ceronnsimuHuii ieHb pUTYKCMMad HE MOXET ObITh PEKOMEH0BAH B KAUYECTBE aJlb-
TepHaTUBHOrO BapuaHTta Tepanuu CPHC B cBsI3u ¢ OTCYTCTBMEM A0Ka3aTeJbHOI Oa3bl
OTHOCHUTEJLHO €ro MPUMEHEHMSI, a TAKKe PUCKOM Pa3BUTHUS CEPbE3HBIX MOOOYHBIX 3¢h-
(bexToB, KOTOpbIE MOTYT AJUTENbHO MEPCUCTUPOBAThH IMOCIE MpPeKpalleHus JeUeHus.
[TepcriekTuBHAS MOJIb3a OT UCMOJIB30BAHUSI ATOTO CPENCTBA JOJIKHA ObITh OLIEHEHA B XO-
1€ TIPOCTIEKTUBHBIX PAHAOMU3MPOBAHHBIX UCCIIEIOBAHUIA.

Peunausupytoee TeyeHue

B nedyeHun 60bHBIX, Y KOTOPBIX pa3Buics peuuauB HC mocie nepruoma peMuccuu,
pPEKOMEHIYyeM MOBTOPHO MCIOJb30BaTh paHee d(M(MEKTUBHYIO cXeMy MMMYHOCYIIpEC-
CMBHOI Tepanuu. DTO CBSI3aHO C TeM, UTo HeKoHTposaupyemoe TeueHne CPHC, Bepo-
SITHEE BCETO, MPUBENET K PAa3BUTUIO OCJTOXKHEHUI CaMOro MepCcucTUpPyIoiero HedpoTu-
YECKOro cTaTyca, a TakXke 00yCJTOBUT BBICOKUI PUCK (DOPMUPOBAHUS MOYSUHON HETO-
ctaTouHocTU. Ha ceromHsAIIHUI NeHb NOKa3aTeJbCTBA B MOJb3Y MPEUMYIIECTB TOTO
WJIM UHOTO METoJa Tepanuu He MoJydeHbl. PaccMaTpuBaloTCs BapMaHThI, MpeaycMar-
pUBAIOLIME MCMOJb30BAHUE KOPTUKOCTEPOUIOB BHYTPb, MOBTOPHBIE KYPChl JEUECHUS
paHee 3(pHEeKTUBHBIM UMMYHOCYNPECCUBHBIM MPENapaToM WK albTePHATUBHBIM MM-
MYHOCYIIPECCUBHBIM areéHTOM, C 1IeJIbI0 MPEAYNPEXIECHUsI Pa3BUTUS MOTEHIIMATbHON
TOKCUYHOCTU. 3HAYUMOCTh OLIEHKU COOTHOIIIEHUSI PUCK/TI0Ib3a BO3PACTACT MPU Kaxk-
JIOM TOCJIeIYIOLEeM pelrauBe 3a001eBaHUS.

PekoMBHOauuu No NpoBefjeHuln UCcnegoBanui

® JIOJKHBI OBITH TPOBEICHBI PAaHIOMU3MPOBAHHBIC KITMHIICCKIE UCCICTIOBAHUS, T10-
CBsIIeHHBIe cpaBHeHUIO 3 GekTnBHOCTH MKH 1 anbrepHaTUBHBIX MMMYHOCYITPECCUB-
HBIX 1 HC-UMMYHOCYIIPECCHUBHBLIX ITpEIIapaToB.

® HeoOxoanMo uccaeqoBaTh pa3iuyHble cXeMbl Tepanuu ajis nainueHToB ¢ HC, acco-
IMUPOBAHHBIM C TeHETHYSCKUMHU MYTaIISIMU.

® HeoOXomnMpl KIMHUYECKUE MCCIIeTOBaHUsI, HallpaBJIeHHbIe Ha M3ydeHue 3ddex-
TUBHOCTU putykcumaoda ipu CPHC.

CokpauyeHHbii nepesog ¢ aHrn. AHToHa lMpoiigaka

MonHas Bepcus pyKOBOACTEA AOCTYMHA HA AHIIMIACKOM S3bIKE MO aApecy:
hitp:/ /kdigo.org/home/ glomerulonephritis-gn
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WUccnepoBanmne Jleuenune Pemuccun Konmeaf" Beero Orteert, %
pemuccuii 60MbHBIX, N
ISKDC 1974 MpeaxusoH MonHas 6 13 46,2
Tarhish 1996 MpepHusoH MonHas unum yactuuHas 12 21 57,1
OTBeT Ha NPegHU30H MonHas unum yactnuHas 18 34 52,9
Liberman, 1996 Mnauye6o Yacruunas 2 12 16,7
Ponticelli, 1993 | Be3 HasHauenus |MonHas unm yactnuHas 0 7 0
cTeponaoB
Garin, 1988 Mnauye6o Monuxas 0 4 0
He nonyueH otBet Ha npegHusoH | MonHas unm yactnyHas 2 23 8,7
Ta6nuua 3. Tepanus uurocrarukamu npu CPHC
WccnepoBanne N Bmewarenbcreo Kontponb ECATH I e BoiBogb!
MM YOCTUYHAS PHCK pemuccun
Liuknodocdamup BHyTph | MpepHuson 10 (56%) npotue v He
Lol MR e + npeaHn3oH 3 mec 3 mec 6 (46%) 1,20{0,59-2,47) CAENaHbI
Luknodocpamup BHyTpb | Mpeanuson o
Tarhish, 1996 | 53 |3mec+ npemimson 12mec| 12mec | 10000%Inpoms 10955 53 145 He
12 (57%) cAenaHbl
(uepe3 peHb) (uepe3 peHb)
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