KinHuyeckre pekoMeHAaluu

0

& JOURNAL OF
9O EASL | HEPATOLOGY

CrossMark

Pexomenaanuu EASL 1o yie4eHHI0 ayTOUMMYHHOI'O renaTura

EBponelickas accouuanus no usydyeHuto nedyenu (EASL)*

BBeaeHue

AyTouMMyHHBIN renatut (AUl') — nepBoe 3a6osieBaHMe Te-
4YeHH, /i KoToporo 3¢ deKTUBHAsA Tepanus (JiedeHue KOPTHU-
KoCTepouZaMu) 6bl1a yoeJuTebHO JoKa3aHa pe3y/IbTaTaMu
KOHTPOJIMPYEMBIX KJIMHUYECKUX HcCaenoBaHui. Ho u ciyctsa
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CokpawjeHus: 6-MIl — 6-mepkanTonypuH; 6-TTH — 6-TuoryaHuHo-
Bble HyKJIeoTUAb; 95% JIM — 95%-i JoBepUTeNbHBIN HHTEpBAJ;
AASLD — AMepuKaHCKasi acCOL[MaLMs 10 U3yYeHHUI0 3a60J1eBaHUH ITe-
yeHu; ACG — AMepuKaHCKas KoJlJIlerusi racTpoaHTeposioros; AGA —
AMepHKaHCKas racTpo3HTepoJiorudeckas accoyuanus; AMA — aHTH-
MHUTOXOH/pHAIbHbIE aHTUTeNa; ANA — aHTHHYKJ/IeapHble aHTUTeNa;
ANCA — anTHuTesna K uurtomnasme Hedtpodusos; APECED — cuH-
JIpOM ayTOMMMYHHOMW NOJIM3HAOKPUHONATUH, KaH/U/03a, IKTOAep-
MaJibHOM auctpoduy; BSG — BpuTaHCcKoe 06IECTBO racTpO3HTe-
posioroB; EASL — EBpomnelckas acconyanys 1o U3y4YeHUI0 MeYeHu;
HBV — Bupyc renatura B; HCV — Bupyc renatura C; HLA — 4e-
JloBedecKkHe JielkonuTapHble aHTurenbel; HRQoL — cBsizaHHOe co
3/l0poBbeM KauyecTBO u3HHU; [AIHG — MexayHapoaHas rpynmna no
M3y4eHHUIO ayTOUMMYHHOTIO rernaTuTa; SMA — aHTUTesa K [JIaAKUM
MmbiinaM; AU — ayTouMMyHHBbIH renatut; AnAT — asaHuHaMu-
HoTpaHcepasa; aHTU-LC — aHTUTesa K LIUTO30JIbHOMY aHTUTEHY
nedyeHy; aHTU-LKM — aHTUTesla K MHKpOCOMaM IeYeHU M NOoYeK;
aHTU-LP — aHTHTeNna K GesiKkaM MeYeHH W MOKeNYyA0YHOH Kese-
3bl; aHTU-SLA — aHTHUTesIa K pacTBOPHUMBIM Ne4YeHOYHbIM aHTHUIe-
HaM; AcAT — acnapratamuHoTpaHcdepasa; ACX — ayTOMMMYHHBIN
CKJIepo3upyomui xonaHruT; BI'H — BepxHAA rpaHuML@a HOPMBbI;
ITT — y-rnyramuatpancdepasa; ['lIP —renaToue/oispHbId pak;
JPA — nByxdoTOHHash peHTreHoBcKas abcop6uuomerpusi; UAT —
MHAeKC akTUBHOCTHU renatuta; UKH — MHru6uTOpE! KaNbHEBPHU-
Ha; MDA — ummyHodepMeHTHbIH aHanus; JIIIT — sekapcTBeHHOE
nopaxenue nedenw; MM® — mukodenosata modperus; MPXIT —
MarHUTHO-pe30HaHCHas XoJlaHruomnaHkpearorpadus; HAXBII —
HeaJIKOTOJIbHAs >KUpoBasi 6oJsie3Hb nedyeHu; HACIT — HeaJIKOroJib-
HbIH cTrearorenatut; HB3K — Hecnenuduyeckue BocnaauTeNbHble
3a6osieBanust KkuiieyHuka; OUTH — oTmesieHMe WHTEHCHBHOU Te-
panuu HOBOpOXK/AeHHbIX; [1Bl] — nepBUYHBINA GUIMAPHBIA LUPPO3;
[ICI1 — nmoka3saTesH, coobuiaeMble nanueHTamy; [ICX — nepBUYHBINA
ckJyiepo3upyromui xonanrut; PHU® — peaknus HempsiModl uMMy-
HoduoopecueHnuy; TMT — TuonypunMmeTuatrpaHcdepasa; TII —
TpaHCIUIaHTauusa nedeHy; YJXK — ypcoje3okcuxosieBas KUCIO0Ta;
1® — mesnouHas pocdaTasa.

»KeHbI C 6OJIBIIMMU TPYAHOCTAMHU. Takasi NMpOTHBOpeYNBast
CUTyalusi 06yCJI0BJIeHa JIByMsl OCHOBHBIMH MPUYHUHAMHU. Bo-
nepBbiX, AUl' — oTHocUTe/NbLHO pefKoe 3a60JieBaHUE, A BO-
BTOPBIX — BeCbMa reTePOTreHHOe.

Kak u npu apyrux pegkux 3abosieBaHUAX, IPOBeJeHUe
KJMHUYEeCKUX KCCIe[J0BaHUM 3aTPyAHEHO HeXBAaTKOM Malu-
€HTOB, KOTOPBIX MOXHO BKJ/IIOUUTb B HccaesoBaHue. C apy-
oM CTOpPOHBI, YTO, BO3MOXHO, U 60Jiee BaXXHO, ¢papmalieB-
THUYeCKasl MPOMBILUIJIEHHOCTb MPOSIBJSET CIa0bli UHTEpPeC K
pa3paboTke 3PpPeKTUBHBIX celUPUIECKUX JIeKapCTBEHHbIX
CpeACTB /15 pefiKUX 3a60/1eBaHUH, IOCKOJIbKY PBIHOK COBITA
3TUX NPOAYKTOB BeCbMa orpaHuyeH. Bosbinoe pasHoo6pasue
XapaKTepUCTUK NALUEeHTOB U KJIMHUYECKUX IPOSABJIEHUH 3a-
60JIeBaHUs NPEISTCTBYIOT MPOBEIEHHUIO HCCAe[J0BaHUMN, Ha-
MpaBJIEHHBIX KaK Ha IUArHOCTUKY, TaK U Ha JieyeHHe. CIEKTpP
BO3pACTHBIX XapaKTEPUCTUK 3260JI€BIIUX OUEHb LIUPOK — OT
rpyZAHbIX feTel 10 80-meTHUX cTapukoB. AUI' MoxkeT UMeTh
KaK NPAaKTHUYeCKH He3aMeTHOe CYyOKJHWHHUYECKOe TedyeHHe,
TaK U OCTPOE, NHOT/A C pa3BUTHEM MOJIHHUEHOCHOM ITe4YeHOY-
HOM HejocTaToyHOCTU. MHOrAa Teyenue AUT cymecTBeHHO
MeHSeTCsl, IeEPUO/Ibl KaXKyll|eHcsl CTOHTaHHOM peMUCCHU CMe-
HSIIOTCS] PE3KUMU 000CTPEHUSIMU UJIH BSIIBIM TedeHueM. AUT
MOKeT ObITh CBSI3aH C PSALOM JpYryx 3a60jieBaHUN [TeYeHH, B
YaCTHOCTH C X0JIeCTaTUYECKUMHU 3a00JIeBaHUSAMH — NepBUY-
HBbIM 6uMapHbIM nuppo3oM (I1B1]) v nepBUYHBIM CKJIEPO-
3upytomuM xosaurutom (I1CX), a Takke C JieKapCTBEHHbIM
nospexaeHueM nedenu (JII1I), a1KorobHbIM U HEAJTKOT0JIb-
HbIM cTeaTorenatutoM (HACI) uMau BUPYCHBIM TrenaTUTOM.
Kaxxgoe cocTosiHMe MO-CBOEMy 3aTpy[HSeT JUAarHOCTUKY
U JleyeHue. HecMOTps Ha 3TU CJI0KHOCTH, B IMAarHOCTUKE U
nedeHuu AUl gocTurHyThl 3aMeTHble ycnexy. B HacTosee
BpeMsl y MallMEHTOB, KOTOPBIE JIeYATCs B ClIeI[UaJIU3UPOBAH-
HbIX [[eHTpax, HabJII0/JaeTCsl OYeHb XOPOIIMK MPOTrHO3 KaK B
OTHOLIEHUU MPOJOIKUTENBHOCTH )KU3HU, TAK U €e KauecTBa.

Llesib aHHBIX peKOMeHJALUN M0 KJIUHUYECKOW MpaKTH-
Ke — 00eclevyuTh renaToJoroB U Bpavyel o01eld MpaKTUKH
MeTOAMYECKUMH YKa3aHUSAMH [0 JAUACHOCTHKE U JIeYEeHUIO
AWl ¢ nesblo yNny4liuTh OKa3aHWE MEJUIIMHCKOW MOMOILU
MalnueHTaM. YYUThIBAask HEAOCTATOYHOE KOJUYECTBO JAHHBIX,
MOJIYYEHHBIX B X0Jle KPYIHBIX KOHTPOJUPYEeMbIX UCCIe/[0Ba-
HUH, MHOTME PEeKOMeH/JalluM OCHOBAaHbI Ha COIJIACOBAaHHOM
MHEHUU 3KCIepToB. B onpejesieHHON CTeleHU 3TO MOXKHO
paccMaTpuBaTh KaK HeJOCTATOK, OAHAKO B TO Xe BpeMs B
3TOM eCTb U CBOSI CUJIbHAsl CTOPOHA: COIVIACOBAHHOCTb MHe-
HUH B JJaHHBIX PEKOMEH/AUAX JOCTUTHYTa B XOJE€ WHTEH-
CUBHBIX 06CYK/JeHU I 9KCIIepTaMU U3 KPYMHBIX KIMHUYECKUX
LleHTPOB. YJieHbl OCHOBHOM COIJIACUTEJbHOU Ipynnbl HMET
OTIBIT HENOCpeACTBEHHOTO JieyeHus Gosiee 1000 manueHTOB
¢ AWI. /lanHble peKOMeHZAUMU U3y4eHbl KaK IpaBJeHUEM

Disclaimer:

The Russian version of this guide is a translation of the original English version and is provided for information purposes only. In case of any
discrepancy, the English original will prevail. EASL makes no warranty of any kind with respect to any translated guide.




KiinHu4yeckue pekoMeHJaluu

Ta6smmua 1. Knaccudpukanus pekoMeHJanii o cTeneHu A0-
Ka3aTeJIbHOCTU

| PaH,EI,OMI/ISI/IpOBaHHbIe KOHTpPOJInpyemMble nccnenosaHuna

11-1 KoHTponupyemeble nccnenoBaHus 6€3 paHooMmnsaumm

11-2 KoropTHble aHanuTnyeckne nccnenoBaHms nnm nccneno-
BaHUS TUNA «CIy4ai-KOHTPOb»

11-3 MHOXeCTBEHHbIE HABGIOAEHNS, CYLLLECTBEHHbIE HEKOHTPO-

impyemMble 3KCNEePUMEHTbI

I MHeHVe NpU3HaHHbIX aBTOPUTETOB, ONUCATENbHAsA anuae-
Muonorus

C usMeHeHusMH us [1].

EBporneiickoi accouunainuu mno u3ydenuto nedyenu (EASL), Tak
YU BHEIIHUMHU 3KCIEpTaMH, TOXe 006JIaJ[alIUMU GOJTbLUIUM
JINYHBIM ONBbITOM. TakMM 06pa3oM, peKOMeHJaluu MHpej-
CTaBJISIOT CO60M UCTOYHUK UHOPMALIMU U YKa3aHUH, OCHO-
BaHHBIX Ha MaKCHUMaJIbHO HAaKOIIJIEHHOM Ha CErofiHs OIbITe.
B To e BpeMmsA Mbl cHOPMYJIMPOBAIN KJIOYEBble HAy4YHbIE
BOIIPOCHI, KOTOPble BO3HUKJHU B XOJi€ COIJIACHUTEJNbHBIX 00-
Cy»K/IeHUH BC/le/ICTBHe OTPaHUYEHHOCTH HalMX 3HaHUH. Bce
peKoMeHJalluy MoApasyMeBawT efuHoriacHoe (100 %) co-
rjacue aBTOpoB. Kiaccudukanus creneHu JoKasaTesbHO-
CTH peKOMeH/lallMii OCHOBaHA Ha CHCTeMe OLleHKH KavecTBa
JI0Ka3aTeJbCTB U ybequTesbHOCTH pekoMeHganuii GRADE
(Ta6a. 1) [1].

Inuaemuosioruss AUT

AUl — He mpoxojgliee caMOCTOSATENbLHO XPOHHUYECKOe 3a-
GoJieBaHMe Te4YeHHU, MOopakalolee B OCHOBHOM KEHIIWH U
XapakTepu3ywollieecsl THIepraMMariooyjinHeMuen (faxe B
OTCYTCTBHE LUPPO3a), HAJIMYHUEM LUPKYJUPYIOLIUX ayTOAH-
TUTEJ], CBSA3bIO C JIENKOLMTAPHBIMU aHTHUIE€HAMH YesoBeKa
(HLA) DR3 u DR4, nepunopTa/JbHbIM TeaTUTOM HPH THCTO-
JIOTHYECKOM HCC/Ie/JOBaHUU U 6JIarONPUATHBIM OTBETOM Ha
HMMyHocytnpeccuio [2-5]. Be3 siedeHus 3abosieBaHMe 4acTo
BeJleT K LIUPPO3Y, TeYeHOUHON HeIOCTaTOYHOCTH U CMEPTH.

AWl cuyuTaeTcs peAakuM 3a60JieBaHUEM, €ro pacmpo-
CTPaHEHHOCTb cocTaBJssieT 16-18 ciaydaeB Ha 100 000 »xu-
Tesedl EBponbl [6-11]. [lo HeZlaBHEro BpeMeHU CBeJleHUsT O
3abosieBaeMOCTH U pacnpoctpaHeHHocTd AWI Ha momyis-
[MOHHOM YpPOBHE U3y4a/IUCh TOJBKO B 2 HCCJIeJ0BaHUAX [6,
9]. CneayeT OTMeTHUTD, YTO GoJiee BbICOKAsi pacpOCTpPaHeH-
HOCTb YCTAaHOBJIEHA B PETrMOHAX C AOCTATOYHO CTAGUJIBHBIM
HacesleHHeM. Hanpumep, cpesii KOPeHHbIX XKUTeJel AJsCKH
pacnpoctpaHeHHocTb AMI cocraBnser 42,9 ciayyas Ha
100 000 nHacenenus [12], B HoBoii 3enanguu — 24,5 cayvas
Ha 100 000 [9]. B xone npoBeneHHoro B JlaHuu o6IeHaLH-
OHAJIBHOTO IMOMYJALMOHHOTO MCCJIe/JOBaHUs OlleHeHa 3a60-
JIEBAEMOCTb M pacnpocTpaHeHHOCTb AW mpakThyecku 3a
20-neTHu#t nepuos — ¢ 1994 no 2012 r. 3a 3TOT epUO, Bbl-
aByieH 1721 nanuenT ¢ AUT [13]. Han6osiee nopa3uTenbHbIN
BBIBOJ, C/leJIaHHbIN UCC/Iel0BATENAMH, — 3TO 3HAYUTETbHBIH
poct 3a6osieBaeMocT AWUT, 4TO HEBO3MOXKHO GBLJIO CBSI3ATh C
OTHOCHUTEJIbHBIM U3MeHeHHeM YPOBHs perucTpanuu 3abose-
BaHuUs. 3a6osieBaeMocTb AUT B JlaHuu 3a nepuog ¢ 1994 no
2012 r. npaKTUYeCKH yJBoOUJIach, AOCTUTHYB B 2012 r. pac-
npoctpaneHHocTH 24 Ha 100 000 (35 Ha 100 000 cpesu »xeH-
muH) [13].

HaGutonaeTca HekoTopass BapHabesbHOCTb pacrnpocTpa-
HEHHOCTHU U KJMHUYeCcKUX nposasieHudl AUl B 3aBucumocTu
OT 3THUYECKOW NpUHaJJIeXHOCTU. CpeJii KOPEeHHBIX XKUTe-
Jiel AJISICKU OTMevyaeTCsl BbICOKas YacTOTa OCTPOM KeITYI-
HOU popMbl Havasa 3ab6osieBaHus [12], a cpeu KOpeHHOro
HaceseHuss CeBepHON AMepuKM 3aboJieBaHHE BCTpPEYAeTCs
yalle ¥ IPOTeKaeT TsxeJslee, YeM Y BbIXoA1eB U3 EBpomnbl [14].
Y adpoamepuKaHIEB yalle BCTpedyaeTcs LUPPO3, yalle Ha-
6J110/jaeTcsl HeyZiaya JleueHUsl U 6oJiee BbICOKasi CMEPTHOCTb
[0 CpaBHEHMUIO C 6esbIMU aMepuKaHuamu [15, 16]. Y mekcu-
KaHCKHX MeTHCOB Yallle 00HApY>KUBAIOT LIUPPO3 NP 1EPBOM
obcseioBaHuu [17], a y manueHTOB JIaTUHOAMEPUKAHCKOTO
MPOUCXOXKJEHUsA HabJ/II0JJaeTCsd arpecCUBHOe TedyeHHe (Kak
OMOXUMHUYECKH, TAK ¥ TUCTOJIOTHYECKH) C OUeHb BBICOKOH Ya-
CTOTOM pasBUTUSA LIUPpO3a U XoJsecTasa [18, 19]. ¥V suy asu-
aTCKOTO NPOUCXOM/IEHHS U HEEBPOIIEHCKUX eBPOIIEOH /0B HC-
X0Zbl BecbMa HebsiaronpusaTHsl [18, 20]. HecMoTps Ha To 4TO
GOJIBIIMHCTBO W3 YINOMSIHYTBIX BbllIe HCCIeJOBAaHUH 6bLIN
pPEeTPOCNEeKTUBHBIMU U NMPOBEJIEHbl B ClElHaTU3UPOBAaHHBIX
kJrHuKax CUIA, 3Ty HabiAeHUs cGOPMUPOBATH MHEHHE O
BapHabesbHOCTU KJIMHUYECKUX GEeHOTHUIOB U 1cxo 0B AUT B
pasJIMYHBIX ITHUYECKUX IPYNIax B peJesax 0JHOMN CTpaHBbI
Y MeX/ly CTpaHaMH. JTHU Pa3JIMuUs MOTYT CIYKUTb OTpaxe-
HUEeM TreHeTHYeCKOH Npespacro/ioKeHHOCTH, BO3JeHCTBHUS
MECTHBIX 3THOJIOTHYECKUX PaKTOPOB 1/UK papMaKOreHOM-
HbIX MeXaHHU3MOB. BMecTe ¢ TeM OHU MOTYT GbITh 06YCJIOBJIE-
HbI U CJIOKHBIMM COLHa/IbHO-9KOHOMUYECKUMU NPUYHUHAMY,
TaKHMH KaK 0COOEHHOCTH OKa3aHHUsl MeJULIMHCKOH OMOLIH,
HeCBOEBPEMEHHasl JUarHOCTHKA, KOHKYpUpYolite GaKTOphI
pucka [21].

1. PacnpoctpaHeHHocTb AU B EBpone coctaBnsetr 15—
25 cnyyaeB Ha 100 000 xuTenein. HabniopaeTcsa pocT 3a-
6071eBAEMOCTM KaK Cpeam XeHLLUVH, Tak 1 Myx4uH (11-2).
AUI pa3BrBaeTCcs B N0ObIX NOMyNSALMAX U BO BCEX BO3-
pacTtHbIx rpynnax (11-2).

KimHn4eckuii ciekTp

Kaunuueckue nposienenust AUI

B Havasne 1950-x rozoB wmiBeACKUM Bpau fIH BasnbaeHcTpem
[22], a 3aTem Kunkel et al. [23] onucanu HOBBIN BUJ XPOHH-
YeCKOTro rernaTuTa ¢ onpesieJleHHbIMU 0CO6€HHOCTSIMHU, TaKU-
MU KaK NpeJipacloJIOKEHHOCTb K 3a60JIeBAaHUI0 Y MOJIOABIX
KEHIIMH, MPOrpeccCUpPYIOLUN XapaKTep Te4eHUs] U 06bIYHO
CMepTeJIbHbIA HCXOJl, HalW4Me apTpalruu, 3HAOKPHUHHOMN
JUCOYHKLMH, KOXKHBIX CTPUH M yrpeBOH CbIIH, OYEHb BbICO-
KU YPOBEHb UMMYHOIJIOGYJIMHOB B CBIBOPOTKE, KOPPETUPY-
IOIIUH € MOBBIIIEHUEM COJiepXKaHUA MJ1a3MaTHUYeCKUX KJIeTOK
B nevyeHHU. B 1955 I. y 3TUX nanueHTOB ycTaHOBJIEH peHOMEH
KJIETOK KpacHOM BOJIYaHKH, Ha OCHOBAHMWHM 4ero rpynna flHa
Makkes [24] B 1956 r. npe//iokuia TEPMUH «BOJTYAaHOUYHBIH
renatuT». CnycTd jAecATUleTHe 3TOT TEPMHUH ObLI 3aMe-
HEeH TEPMHMHOM «ayTOMMMYHHBIN rernatut» [25], KOTOpbIi B
1990-e rogp! nocJe 4yepeabl HECKOJIBKUX NPOYUX TEPMUHOB
O6bL1 NPUHAT MexAyHapoJHOU rpynnoi mo usydeHutro AUT
(IAIHG) [26].

B HacTosiliee BpeMs ycTaHoBJieHO, yTo AUl mpexcTas-
JIgeT COoO0H KJMHUYECKH OCOOBIM CHHJPOM, XapaKTepusy-
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IOIMIACA 3HAYUTEJbHOH TIeTepPOreHHOCTbI0 KJIWHHYECKHUX,
JIabOPaTOPHBIX U TUCTOJIOTHYECKUX NMPOsIBJIeHUH (Tabu. 2).
Takum o6pasoMm, 06 AUT" cinepyeT AymMaTh pH 06C/1eJ0BaHUN
JII060T0 NaleHTa C OCTPhIM HWJIM XPOHUYECKUM IOPaKEHUEM
HevyeHH, 0COGEHHO IPYU HAJIMYUH THIIepraMMaryio6yJIMHEMHUH,
a TaKXKe ec/IM y NallieHTa UMeIOTCs IPOsIBJIEHUS Ay TOUMMYH-
HbIX 3a60s1eBaHuM (Ta6J1. 3) [2-4, 26-28]. 3TUM 3a60J1€eBaHU-
eM TaK»e CTPaarT My>k4rHbI (0koJi0 25-30 % Bcex marjueH-
ToB c AUTI"). OHO MOXKeT pa3BUBAThLCS B JIIO6OM BO3pacTe U y
JiiL, 160U aTHUYecKoU rpynibl [8-13, 29-33]. B 60/1bIINH-
CTBe HCCJeZIOBaHUH OTMeuYeH OMMOJA/IbHBIA XapaKTep pac-
npeJieJieHUs NalMeHTOB 110 BO3PACTY HA MOMEHT 06palleHHUs
3a MeJUIMHCKOH NMOMOILbIO: OJJUH MUK B JI€TCKOM/TOAPOCT-
KOBOM B03pacTe, BTOPOU — B CpeJIHEM BO3pacTe, MeXAy 4-M
U 6-M JecaTuiaeTrueM xku3nu [8, 11, 13, 33, 34]. Pe3ysbraThl
HeJIaBHO NPOBe/IEHHBIX UCC/IeJOBAaHUN CBU/ETENbCTBYIOT 00
YBEJMYEHNH JI0JIM MALMEeHTOB CTaplieil BO3PacTHOM Irpynibl
(> 65 net) [30-32, 35]. He Tak gaBHO cTasia OYEeBUAHOU He-
06XOAMMOCTD Y/eJATh BHUMaHHe U [0Ka3aTesAM CBA3aHHO-
ro co 3/0poBbeM KaudecTBa ku3HU (HRQoL), mockosbKy y ma-
nueHToB ¢ AUT Hab6ut0/jaeTcst BEICOKUI YPOBEHb HapyLIEHUS
NICUXUKH C IPOSIBJIEHUSIMH JIETIPECCUU U TPEBOTH, HAa KOTOpOE
paHblie He o6paliaiyd BHUMaHuA [36].

CnexTp KJMHHUYECKUX NMPOSBJIEHUH pasHOOGpaseH — OT
OTCYTCTBHSA SABHBIX NPOSIBJIEHUN MOPa)KeHUs MeYeHHU [0 TH-
Kesloh (OpMBbI, MPAKTUYECKH HJEHTHUYHOHW OCTPOMY HJIH
MOJIHUEHOCHOMY BUPYCHOMY renaturty (cM. Ta6u. 2) [3, 4, 37].

Ta6smmua 3. IuddepeHnnanbHasg JMarHoCTUKa ayTOUMMYHHO-
ro remaTuTa

[pyrve ayTouMMyHHbIe 3a60NEBaHUS MEYEHN:

—  MepBUYHbIN GUNNapHbIA LMPPO3

—  MEPBUYHBIN CKIEPO3MPYIOLLIMI XONaHIUT (BKIOYAA MEPBUYHbIN
CKIEPO3UPYIOLLIMIA XONAHTUT MEJIKUX MPOTOKOB)

—  1gG4-accoummnpoBaHHbI XONaHTUT

XPOHNYECKMIA BUPYCHbIV renaTtuT:
—  XpoHudeckuin renatut B ¢ unn 6e3 renatuta D
—  XpoHuyeckuii renatnt C

XonaHrvnonatus scneactene BUY-uHdpekunn
AnkoronbHas 601e3Hb NeveHn
JlekapCTBEHHOE MOpaXeHne neveHn
paHynemato3HbI renatut

emoxpomaTtos

HeankoronbHbIli cTeaTorenatuT

Oedunumt al-aHTuTpmncmHa

BonesHb BunbcoHa

CurcTteMHas kpacHasi BofidaHka

Llennaknsa

JleicTBUTE/NIbHO, TPUMepHO y 25 % nanueHTOB Ha MOMEHT 06-
paleHus 3a MeJJULMHCKOH TOMOIbI0 HAGJII0/Al0TCs OCTPhIe
nposBieHuss AUT, peHOTUNHYECKH CXOJHBIE C OCTPBIM remna-
TUTOM Jpyro# atnosioruu [33, 38]. Octpoe nposinenue AUT
MOXET ObITb OOYCJOBJEHO JBYMS DPAa3JMYHBIMH KJINHHUYE-
ckuMu ¢opMamu. OfHa U3 HUX — 060CTpeHHe XPOHUYECKOTO

Taﬁ}mua 2. CHEKTp KIIMHU4YEeCKHUX l'lpOHBJ]eHPlﬁ AYTOMMMYHHOTI'O renaTuTa

XapaktepucTtuka

BonbHble e Jlio6Goli Bo3pacT (¢ bumMoganbHbIM pacnpeaeneHnem, 06bIMHO MakcumMym B nybepTtaTHbIi nepuog n mexay 30 1 60 ro-
[aMn; 3HaYnTesIbHas YacTb NauMeHToB 3aboneBatoT 1 B 6onee ctapluem Bo3pacte [> 65 net])
e O6anona(?/d =3:1)
* Bce aTHM4eckve rpynnbl

MepBble nposineHus ¢ LLIMpokuin cnektp — oT 6€CCUMNTOMHOIO TEeYEHUS 0 OCTPOr0/TSXEN0ro Uin Aaxe MoJIHUeHOCHOIO
3aboneBaHus * Hambonee 4acToe KIMHMYECKOe NposiBNeHne 3abonesaHns (/, NauMeHToB) xapakTeprayeTcs CTePTbIM Ha4anoM Mau
6€e3 Kaknx-11Mbo CMMNTOMOB NGO HANNYNEM OLHOMO AN HECKONbKUX N3 CNeayloLwmx Hecrneunduiyecknx NnposiBieHuii:
YTOMISIEMOCTb, OLLYyLLEHME HE3A0POBbs, 60Nb B NPAaBOM BEPXHEM KBaJpaHTE XMBOTA, COHIMBOCTb, HEAOMOraHue,
OTCYTCTBME anneTuTa, CHUXEHME MACChl TENA, TOLHOTA, CbiMb, NEPUOANYECKN BO3HUKAIOLLAS XENTYXa 1 NoNmMapTpa-
rvsi Menkux cyctaBoB 6e3 apTpuTa. MiHoraa naupeHTbl BCNOMUHAIOT, YTO NOA0OHbIE CUMMITOMBI ObININ U HECKONBKO NeT
Hasaz
e Bo3moxHO ocTpoe Hadano AUl (okono 25 % nauweHToB); HabnOalTCA ABE pasnnyHble KINHMYeckme hopMbl
(ocTpoe o6ocTpeHne xpoHndeckoro AU n CTUHHLINA ocTpbln AU 63 MrMCTONOrMYECKNX NPOSIBIEHNI XPOHUYECKO-
ro NMOpaxXeHusi NevyeHn); y NaumMeHToB C OCTPbIM Ha4YanoM OBObIMHO OnpeaenseTca LeHTpunobynspHas 3oHa HeKpo3a
(LEeHTpanbHbIV NEPUBEHYNNT), ayTOAHTUTENA U OPYIVE KNACCUYECKME NPOSABAEHNS MOIYT OTCYTCTBOBATb, HE BCEraa
oTMedaeTcs addeKT OT npuema KOPpTUKOCTEPONAOB
* Y/, NauneHToB Ha MOMEHT yCTaHOB/IEHNA IMarH03a yXe UMeeTCsl LipPO3 NeYeHy HE3aB1CUMO OT HANINYWSA CUMIMTO-
MOB. OT0 006YCNOB/IEHO CKPbITbIM TEe4eHnem 3aboneBaHnst 1 HECBOEBPEMEHHbIM AMAarHO30M

Cy6knaccudukaums e AUr-1:60onee yactblii Tun AUT (okono 90 % cnyyaes); onpenensiotcs ANA, SMA nnv aitn-SLA/LP; accoumanms ¢ HLA
DR3, DR4 1 DR13; nto60oi1 BO3pacT Ha MOMEHT MOSIBNEHUSI KIIMHUYECKMX U TMCTONIOrMYECKUX NPOSIBNIEHUIA PA3SINYHON
TAXKECTU; PeOKo HEahPEKTUBHOCTL NIeYEHNS, 0AHAKO BaprabenbHas YacToTa PeLVaMBOB NOCE OTMEHbI MPenapaToB
1 pasnuyHas noTpebHOCTb B AJIMTENbHOM NOAAEPXKMBAIOLLEN TEpanun
e AUI-2: po 10 % cnyyaeB AUT; onpegensitotca aHTU-LKM1, aHtn-LC1, peako aHTn-LKM3; accoumaumsa ¢ HLA DR3 un
DR7; HaumMHaeTcst 06bI4HO B AETCTBE M MOJIOAOM B3POCSIOM BO3PACTE; KIIMHNYECKU U TMCTONATONOrM4eCckn 00bIHO
XapakTepu3yeTCs OCTPbIM TSXKENbIM TEHEHNEM; JIeYEHME YacTO OKa3blBaeTCA HEAPPEKTUBHBIM; HAaCTO BO3HUKAIOT pe-
LMAMBLI MOCNE OTMEHbI MPENapaToB; O4EHb YacTo TPebyeTcsa AIMTENBHOE NOAAEPXKMBAIOLLEE NEYEHNE
e AUr-3: SLA/LP-no3uTuBHbIM, B OCTanbHOM cxofeH ¢ AUI-1; yacto onpeaensatotca aHTutena Ro52. MoxeT npoTekaTb
6onee THXENO
Pe3ynbTatel usvkanb- ©  3aBUCST OT KIMHMYECKOrO cTaTyca 3ab0neBaHns U MOryT 6bITb OT NOJSIHOM HOPMbI 10 NMPU3HAKOB 1 CUMMTOMOB XPOHU-
HOro MccneaoBaHns 4YEeCKOro NopaxeHus NeYeHn n/unv nopTanbHON rmnepTeH3nm
OcnoxHeHus e TLIP Ha dpoHe AUT pa3BurBaeTCS pexe, YeM Npu Apyrux 3aboneBaHunsx nedeHn. OH YETKO CBSA3aH C LLMPPO30M, 4TO 06-
YC/OB/IMBAET HEOOXOAMMOCTb ANCMAHCEPHOro HabAeHMs BCeX NaumMeHToB C LMppo3omM Ha doHe AUT
e OCNOXHEHUS, CBA3AHHbIE C JIEYEHMEM, TAaKXKE UrpaloT 3HAYMMYIO POJIb NOYTU Y 25 % maumeHToB. Yalle BCero oHu
CBSA3aHbl C ANTENIbHBIM MPUEMOM KOPTUKOCTEPOUAOB JIMOO TOKCUYECKMM AeNCTBMEM asaTvonpuHa nu/unm Henepe-
HOCVIMOCTbIO JIEKAPCTBEHHbIX CPEACTB
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KiinHu4yeckue pekoMeHJaluu

AWT (o6ocTpeHre HeAMAarHOCTHPOBAHHOIO MJIM HENpaBUJIb-
HO AuarHoctupoBanHoro AUT), fpyras — UCTHHHBIA OCTPBIN
AUT 6e3 XpoHUYECKUX THCTOJIOTHUYeCKUX U3MeHeHUH (ocTpas
dopma AUT; cm. Taba. 2) [33, 37-39]. CiieflyeT OTMETUTD, YTO
y HEKOTOPBIX NMALUEHTOB C OCTPbIM HposiBiaenueM AUT ypo-
BeHb MUMMyHor1o6ysnHa G (IgG) MoxeT ObITH B mpejesax
HOPMBI, @ aHTUTeJIa K IMIaJKUM MblaM (SMA) npu nepsom
CKPHUHHHTE MOTYT OTCYTCTBOBATb, B CBSI3U C YeM KJWHHUIUCT
MOXeT U He 3anofo3puTb AUT [3, 4, 34, 40, 41]. B Takux ciay-
Yasix 1[eJIeco06pa3HO BINOJHUTD 60Jiee IHPOKOe U YYBCTBHU-
TeJIbHOE CEPOJIOTHYECKOe HCCJIe[loBaHUe HAa MapKepbl ayTo-
MMMYHHOTO NOpaXKeHus nedyeHU. Heo6xouMO cKas3aTb, YTO
B HEKOTOPBIX CJy4asdX ayTOAHTHUTesJa MOTYT ONpeJeATbCs
JIMIIb CIYCTS HECKOJIBKO MecsAleB Mocje Hayasla 3aboJieBa-
Husa. He cieayet 3a6bIBaTh, 4TO ocTpble cayyan AUT moryr,
XOTS U PEJIKO, IEPEXO/IUTh B OCTPYIO MEYEHOYHYI0 HeJl0CTa-
TOYHOCTb. YcTaHOBJeHHe AUT' B KauecTBe NPUYUHBI OCTPOTO
renaTuTa M/WJIM MOJHHUEHOCHOW NMEYeHOYHOH HeJoCTaToy-
HOCTH UMeeT 60JIbllIoe 3HaYeHHe, TOCKOJIbKY POMe/iIeHHe
C TIOCTAHOBKOM JAMarHo3a M HayaJoM JIeYeHUs YXyZAIlaeT
nporuos AUl Toraa Kak cBoeBpeMeHHass UMMYHOCYIIPECCUs
C UCII0JIb30BaHUEM KOPTHUKOCTEPOU/I0B [IO3BOJISIET U30€XKATh
Heo6X0AUMOCTH TpaHciaHTauuu nedenu (TII) [33, 37-39,
41-43].

llpumepHO y '/, MalMeHTOB KJIMHMYECKas KapTHHA Xa-
paKkTepu3yeTcst HAJUIUEM OJJHOTO UJIM HECKOJIbKUX HeCIelH-
¢duyeckux cumntomoB (cM. Taba. 2) [8, 11, 13, 18, 21, 29, 33,
44, 45]. Takxke 4acTo BCTpevyaeTcsi aMeHopes. A BOT NSATHU-
CTO-TamnyJ/ie3Hasi Cblllb U HEOGbSCHUMOE HeGOoJIbIIoe MOBbI-
IIeHHe TeMIlepaTyphl TeJ1a Hab o1l Tcs pesiko. [lapaMeTpel
$U3UKaIBHOTO UCCIel0BAHUSA MOTYT ObITh B IIpesiesiax Hop-
Mbl. Bo3aMo)kHa remaTomMerasnus, MHOIrAa ¢ 60Jibl0 B 06J/1aCTH
npaBoro nojpe6epnsi, crieHoMmeranus. Korga pasBuBaeTcs
BbIPAXKEHHBIM LIUPPO3, MOKHO OOHAPYXUTb MPU3HAKU XPO-
HUYECKOT'0 NOpa)KeHHUsI NleYeHH — JIAZlOHHYI0 3PUTEMY U CO-
CyuCTble 3Be3/1049KH. Ha N03AHUX cTauAX JOMUHUAPYET KJIU-
HUYecKas KapTHHA NOpTalbHOH runepTeHsun. Habionaercs
acIUT, BAPUKO3HOE paclIMpeHHe BeH NHIEBOJA, racTpomna-
THS1, 00yCI0BJIeHHAs NOPTa/JbHOM rUnepTeH3ueH, U TONEeHNs
BCJIE/ICTBHE 'MIIEPCIJIEHN3MA, @ TaKXKe Ne4eHOo4Has aHLeda-
JIonaTHusl.

lloutu B '/, ciayyaeB Ha60faeTca GeCCUMITOMHOE Ha-
YaJlo C IOCTeNeHHbIM NIPOrpecCUpoOBaHUEM 6e3 BbIpaXKeHHOH
CUMITOMAaTHKH. /lHarHo3 06bIYHO YCTAHABIUBAIOT B X0/ 00-
cJ1eloBaHUSA 110 MIOBOAY HEOGbSICHUMOTO MOBBIIIEHNUS aKTHUB-
HOCTH CbIBOPOTOYHBIX aMHHOTpaHcdepas, oGHapyKEHHOTO
IpU JUCIaHCEPHOM OCMOTpe JIMOO B CBSI3U C 00C/e10BaHHU-
eM 1o Jpyrum nosogawm [8, 11, 13, 29-32, 44, 45]. OxHako Ha
MOMEHT yCTaHOBJIEHHS IUarHo3a MpUMepHO y '/, B3pOC/IbIX
U MOYTH Y 1/2 JleTel y)xe HaOJIOJaeTCs MO3AHASA CTaAUA C
LUPPO30M, KOTOpBIH, KaK MOKa3bIBAlOT pPe3yJbTaThbl 00JIb-
LUIMHCTBA HCCAEJJOBAaHUM, CBSI3aH C MeHbIlel ob6uiel mpo-
JIOJDKUTENbHOCTBIO KM3HW HE3aBUCUMO OT HAJMUUs WU
OTCYTCTBHS cCUMNTOMOB [8, 13, 29, 44-47]. [locneguuit paxr,
HapsAAy € TUCTOJIOTHYeCKMMHU IPHU3HAaKaMU XPOHUYECKOro Mo-
pakeHHs TeYeHH B GHONICUITHOM MaTepHasie y 4acTH NalMeH-
TOB C OCTPBIMH NPOSIBJEHUSMH, O3HAYaeT HaJUYUe Y HUX B
TeYyeHUe JIJIMTEJbHOTO BpeMEHH CyOKJIMHUYECKOTO poliecca
[37, 38, 42]. 3To ogHA U3 3HAYUTEJIbHBIX TPYJHOCTEHN JUarHo-
CTHKH, MOCKOJIbKY MOSIBJIEHHUIO CUMIITOMOB 4YacCTO Npejlie-
CTBYeT CyOKJMHHYECKOe TeyeHHe 3abosieBaHUs, a C Jpyrou

CTOPOHBI, NI0CJIe MEPBBIX NPOABJEHUNH BO3MOXHBI JIJIUTE/b-
Hbl€ NIepUO/bl CyOKJNHUYECKOTO TeYeHHUSs.

B 3aBHCUMOCTH OT ONpe/essieMbIX ayTOAHTHUTEJ 3a-
GoJieBaHMe KJACCUPUUUPYIOT HA JBa WJM TPU NOATHIIA.
M3Haya/sbHO GbLIO NMPEJJIOKEHO ABAa OCHOBHBIX IOJTHIIA,
AUT-1 u AUT-2 (cm. Ta6u. 2). AUT-1 xapakTepusyeTcs npu-
CYyTCTBHEM aHTHHYKJeapHbIX aHTUTe (ANA) u/uau SMA [3,
4,27,28,34,40]. AUT-2 xapakTepu3yeTCcss HAJIUUYUEM CIIELH-
duyecKkUx aHTUTeJN TUNa 1 K MHKpocoMaM INedyeHHU/Movyek
(anTU-LKM1) nu60, Hewacto, aHTU-LKM Tunma 3 (aHTH-
LKM3) u/uiu aHTUTEJ K IUTO30JIbHOMY aHTUT'€HY NeYeHU
tuna 1 (antu-LC1) [3, 4, 27, 28, 34, 40]. BHavaJsie 3To fene-
HUe GblJI0 OCHOBAHO TOJIBKO Ha ONpeJieJIeHUH LUPKYJIUpY-
IOLIUX aHTUTEJI, HO BIIOCJE/CTBHUU ObLIM ONUCAHBI U IpyTHe
otnuus (cM. Tabs. 2). O6HapykeHUe ayTOAHTUTeE] K pac-
TBOPUMbIM NeYEHOUYHbIM aHTUTreHaM (aHTHU-SLA), KoTopble,
KaK OKa3aJIoCh BIIOCJEJCTBUM, UAEHTUYHbI paHee ONHCaH-
HBbIM aHTHTeJaM K OesiKkaM INedyeHH/NOopKeNyA0YHON xKele-
3bl (aHTH-LP) 1 mosToMy Ha3BaHbI aHTHUTeJaMHu aHTU-SLA/
LP, mo3Bosinsio BbIJENUTh TpeTud nmoaTun — AWI-3 (cMm.
Ta6J1. 2) [48]. Paznnuus mexay AUI'-1 u AUT'-3 BbIpaxeHbI
MeHble, yeM Mexay AWUIl-1 u AUl-2. HekoTopble aBTOpPBI
0TMeyarT GoJiee TsXKeJI0€e TeyeHre 3a60/1eBaHUA U HE06XO0-
JIMMOCTb HMMYHOCYIPECCUU Ha NMPOTSKEHUH BCEH XKU3HU Y
GOJIBIIMHCTBA, €C/IM He ¥ Bcex nanueHToB ¢ AUT-3 [48-50].
O60CHOBAHHOCTD ZlaHHOTO fAiesieHuss AUl Ha moaTUNbI B Ha-
cTosilllee BpeMs CAYKUT NpeAMeTOM AUCKyccui [3].

Cneyuguueckue nposisneHusi AUl

Bapuanmut AUT" u xonecmamuyecko2o nopajxceHus
neveHu
Y HekoTopbIX nauueHToB ¢ AUl HabaroAaOTCSA JM60 OJHO-
BpeMeHHO, JIM60 Moc/ef0BaTe/JbHO BO3HMKAWOLIUE KJIWHU-
yeckue, 6MOXHUMHUYECKHe, CEPOJIOTHYeCKHe H/UIU THUCTOJIO-
rudeckue nposinenus [1BL sn6o I1CX [51]. U HaoGopoT, y
HEKOTOpbIX nayueHToB ¢ guarHo3oM [IBL] nau [1CX umerot-
cs1 nposieyieHust AUT. CerojiHs AJis oNMMCcaHUsl 3TUX SBJIEHUHN
y nauueHToB c nposBiaeHUssMU kak AW, tak u IIBl waun
[ICX ncnosb3yeTcss HECKOJIbKO TEPMUHOB, B YaCTHOCTH «Ha-
CIauBaKOLIMECcs CUHAPOMBI», «remnaTUTHble ¢opmbl [1B1l»,
«BTOPUYHBIA AyTOMMMYHHBIA TeNaTHUT», «ayTOMMMYyHHBIN
XOJIAHTUT», «QyTOUMMYHHBIN CKJI€PO3UPYIOLUIUK XOJAHTUT»,
«KOMOGUHHMPOBAHHBIM TreNnaTUTHbIN/X0/eCTaTUUeCKUH CHH-
ApomM» [51-54]. HaubGosiee moaxoAsilell TepMUHOJIOTHEN B
OTCYTCTBHE SICHOTO IOHUMaHHUA NaToreHe3a 3TUX BApUAHTOB
Npe/iCTaBJIAETCs ONKcaTe/bHOe 0603HAaYeHHe 3TUX BapUAHT-
HbIX ¢opM (Hanpumep, [1B1] c npusnakamu AUT).
O6uienpU3HaHHbIE KPUTEPUU 3TUX BapUAHTHBIX COCTOSI-
HUM OTCYTCTBYIOT, IO3TOMY B Pa3HbIX UCC/Ie/I0BAHUSAX IPHMe-
HSIIOT pa3/IMuHble XapaKTePUCTUKU 3TUX 3ab0JieBaHUM, UTO
3aTpyAHseT CO3/laHue CTaHJApPTH30BaHHbIX peKOMeHAalU.
HepaBuo ot umenu IAIHG mexayHapojHass pa6oyas rpymnmna
BBITIOJTHUJIA KPUTUYECKUH 0630p «HACIaWBaIOIUXCS CHHJ[PO-
MOB» U YCTaHOBHJIA HU3KYIO YYBCTBUTEIBHOCTb CUCTEM KOJIH-
YeCTBEHHOM OlleHKU (MepecMOTpPeHHBIX WJIH YIPOLEHHbIX)
JUIsl TIOCTAaHOBKU JuarHosa AUl y mauueHTOB ¢ HacJlauBarw-
LMMUCA KJIMHUYeCKHMHU MpOosiBJeHUsIMU [51], 4To cooTBeT-
CTBYeT U pe3y/ibTaTaM NpeJbIAYLINX UCCAel0BaHUH (TabJ1. 4)
[55]. B cBSI3U € 3TUM UMeEIOIIHECS CUCTEMBI KOJIMYeCTBEHHON
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Ta6.nna 4. CnenuduyecKre XapaKTEPUCTUKYU U MIPOsIBJIEHHS] ayTOUMMYHHOTO refaTuTa

Xapaktepuctuka

KnvHuyeckne Npo- Y HEKOTOPLIX NaUMEHTOB B pamkax npossneHuin AU HabntogaoTea npuaHakm oo MBLL, nubo MCX (BapuaHTHbie hop-
SABJIEHUS MPU OCO- Mbl). HECMOTpS Ha peanbHOCTb CYLLLECTBOBaHMS 3TUX GOPM, AMAarHo3 NOCTaBUTb TPYAHO B CBSI3M C OTCYTCTBUEM 06LLEe-
ObIX COCTOSHUSAX NPU3HaHHbIX KpuTepueB. ConyTCTBYIOLLME XONecTaTM4eckne nposiBieHns o6ycnoBamMBaloT HEOOX0AMMOCTb UCCneoBa-
HUs Ha AMA 1 npoBeaeHus xonaHrmnorpadumn (ocobeHHo y aetein — ACX)
e [lposineHne AUl BO3MOXHO Yy 6epeMeHHbIX nnn (Yawe) nocne ponos. OB6bIYHO BO BpemMs 6epeMeHHOCTU akTUBHOCTb
3a60s1ieBaHVS yracaeT, HO NMoCc/ie POAOB YaCTO BO3HUKAIOT 0OOOCTPEHUS; OCNOXHEHNS Y MaTepPU 1 M10A4a Takme Xe, Kak B
obLuen nonynaumm
e AUr-nopo6Hoe 3ab6oneBaHNe MOXET Pas3BUTLCS NMOC/E TPAHCMIAHTaUMM NEeYeHn No NoBoAy Apyrux 3abonesaHunin (AU
de novo)

Cneuunduryeckune e OnucaHo pa3BuTne 3abosieBaHUsA Nocne BUPYCHbIX MHbEKLUMIA (Hanpumep, renatuT A, Bupyc dnwrteiHa—bapp, Bupyc
XapakTepuCTUKN repneca 6-ro Tmna, kopb). AUl cnepyeT paccmatpmBaTb B Ka4eCTBe AMarHo3a B cllydasix, Koraa HeoObsACHUMbIA 1 oau-
TeNbHbIV renatnuT HabnogaeTcs Nocne BUPYCHON MHbeKLMn
e PassuTve nocne npuema npenapatos, 000aBOK WM pPacTUTENbHbIX MpPenapaToB (NekapCTBEHHO-UHAYLMPOBAHHbIN
AUT — TpynHo anddepeHumposatb ¢ JIMIM). B 6onblumMHCTBE cnydaes 3aboneBaHme CBA3aHO C NPUMEHEHNEM HUTPODY-
paHToMHa 1 MuHoumknnHa. C 3aGoneBaHeM CBA3aHO Takxe fiedeHune buonornyeckumm npenaparamu (6nokaga PHO-a),
a TaKxe nocne npumeHeHns nHTepdepoHa-a nNpu neyeHunn renatmrta C
e YacTo BCTpevalTCcs CONyTCTBYIOLME ayTOUMMYHHbIE NI MIMMYHOOMOCPEA0BaHHble 3a60NeBaHns y NaLMEHTOB UKW POA-
CTBEHHMKOB NEePBO CTeneHn (TMpeonant XacuMoTO — CU/bHEeNLLas CBA3b; TMPEOTOKCUKO3, BUTUINIO, anoneLus, pes-
MaTounaHbI apTpuT, caxapHblii anabdet 1-ro Tuna, HB3K, ncopunas, cuctemHasn kpacHasi BondaHka, cuHapom LerpeHa,
Llennakms, naHHKyInT, MOHOHEBPUT, MUrMEHTHas KpanvBHUUA, cuHapoM CBuTta, ngnonatnyeckas TpomooumToneHnye-
ckasi nyprnypa, noaMM1o3nT, reMoNMTUYeckas aHeMus, yBEUT)
e HeobbluHasa popma AUT BcTpeyaeTcs y 10—-18 % nauneHtoB ¢ APECED, nasecTtHbiM kak AlNC-1

DHO — ¢akTop Hekposa omyxosieit; AIIC-1 — ayTOMMMYHHBIN TOJUTIAHAYAAPHBIA CHHAPOM 1-ro THna.

OLleHKH He PeKOMeH/yeTCs UCI0JIb30BaTh JJIl IUaTHOCTUKH
AUT y nmanueHTOB AaHHOM rpynmnel. [lepunopranbHbId (10-
IrPaHUYHBIM) renaTUT — OCHOBOMNOJAralOUUA KOMIOHEHT
3a60JieBaHUs], NO3TOMY NpPU 06CJeJOBAaHUM MallMeHTa C Ha-
C/IauBAIOLIMMUCSA NPOSIBJIEHUSIMU 00513aTesIbHO ClefyeT Je-
JIaTh 6uoMNCcHIo eyeHH. CTeneHb NePUNOPTANBbHOTO IrenaThTa
MOXXET CUMTATbCs Mepod akTUBHOCTH AUT-oj06HO0TO 3a60-
JIeBaHUsI HE3aBUCHMO OT HAJIMUUS COMYTCTBYIOLIET0 X0JIeCTa-
TUYeCKOro nopaxeHus nedenu [51].

EfuHOro MHeHUs 0 MaToreHese 3TUX BapUaHTHBIX GOpM
MIOKA He CJI0XKHUJI0Ch, OCTAeTCsl HEBbIICHEHHBIM, IPe/ICTaBJIA-
€T JIU JJAHHBIM CUHAPOM OT/eJIbHYI0 HO30JIOTHYeCKyI0 $op-
My sin60 ato BapuaHT [IBlI, [ICX nau AUL EcTb MHeHHe, yTO
npusHaku AUT pasBuBaloTca y nanMeHToOB C UMMYHOOIIOCpe-
JIOBAaHHBIM XOJIECTaTUYECKUM IOpakeHUeM MeYeHU U reHe-
TUYeCKOH NpeApacnookeHHOCTbI0 k AU, o yeM cBUAeTeNb-
CTBYeT BblcOKasl pacnpoctpaHeHHocTb HLA-renoB DR3 wiu
DR4 y 6onbHbIx [1BL] ¢ npusnakamu AUI, uTo npuBesio K mo-
ABJIEHUI0 TepMUHa «BTOpUYHbIA AUl» y manuenTos c [1BL] n
HacjauBawuMucs npusHakamu AUT [56]. B aTom nuiane no-
HsITHe «HacJauBaIOLIUICa», KOTOpoe NpeAroJaraeT Halu4ue
JIByX pa3JIMYHbIX 3a60/leBaHUM, He coBceM yMecTHoO. CienyeT
YYUTBIBATh, YTO BapuaHTHble popMbl AWT He cienyeT runep-
JIMarHOCTUPOBATb, Zabbl He MOJBEPrHYTh nanueHToB c [1BI]
usu [1CX HeonpaBlaHHOMY PUCKY TOOG0YHBIX 3P PEKTOB Tepa-
MUY KOPTHKOCTEPOUAAMH.

CouemaHue nposieaenuli AUI u [1B1]. B oTcyTcTBUE KOAUDULIU-
POBaHHOI0 MOAX0/A K JUarHOCTUKE CBeJleHUs 0 pacnpocTpa-
HEHHOCTHU JJaHHOH OpMbI BapbUpYIOT. B 1jesioM cuuraercs,
YTO pacnpocTpaHeHHOCTb BapuaHTa AWI-IIBL] cocraBasieT
8-10 % cpenu B3pocabix ¢ auarHosom [1B1] uau AUT [57, 58].
B HacTosiiiee BpeMs AJia guarHoctuky BapuaHTta AUT-TIBL
yauie Bcero npuMeHsitoT [lapuKckue KpUTEpUU — HaJU4YUe
He MeHee /IByX U3 TpeX OCHOBHBIX KpUTEpUEB KaXKJIOro 3a-
6osieBanus1. Hanpumep, ass [BIl: 1) akTUBHOCTD 1eJI0YHOHN
¢docoarazwl (ILIP) = 2 x BI'H (BepxHss rpaHUIla HOPMbI) U

y-rnytamunatpancdepassl (I'T'T) 2 5 x B['H; 2) Hanudue aHTH-
MHUTOXOH/IpUA/NbHBIX aHTUTea (AMA); 3) BeIpaKeHHbIe MO-
paXkeHUs XKeJTYHbIX IPOTOKOB B GMONCMHHOM Ipenapare Ie-
yeHu; Aasg AUl 1) aKTUBHOCTb aJlaHWHAMUHOTpPaHCcepasbl
(AnAT) = 5 x BT'H; 2) ceiBopoTouHbI# ypoBeHb IgG 2 2 x BI'H
uiy npucyTcrBue SMA; 3) B 6UONCUIAHOM ITpenapaTe ne4eHu
YMEpEeHHBbI WJIM BBIPa)K€HHBIW NEePUNOPTAJbHBIA WM Ile-
prcenTaJbHBIA JUMQPOUUTAPHBIA MEJKOOYaroBbIH CTYIIEH-
yaTbld Hekpo3 [57]. [lefcTBUTeNbHO, B OJJHOM W3 HeJaBHO
BBINIOJIHEHHBIX HUCCJAeJ0BaHUM [59] yCcTaHOBJIEHO, YTO KpHU-
TepHUHU, 4YeTKO onpeseseHHble paHee Chazouilleres et al. [57],
C BBICOKOH YyBCTBUTENBHOCTBIO (92 %) U crieliupUIHOCTbIO
(97 %) no3BOJNAKT BBIABUTb MAIMEHTOB C KJIMHHYECKUM
auarHosoM BapuaHnTa AUT-IIBL. Kpome Toro, pekoMmeHjanuu
EASL 2009 r. no JieyeHHIO X0JleCTaTUYECKUX NOpaXKeHUH Ie-
YeHU NPUJAEPXKUBAIOTCA 3TUX AUArHOCTUYECKUX KPUTEpHUEB,
HO yKa3blBalOT Ha 0653aTe/IbHOe HaJWYhe TUCTOJIOTUYeCKON
KapTHHBI YMEPEHHOI'0 UJIM BBIPAXKEHHOT'0 JIMMPOLUTAPHOTO
MeJIKO04aroBoro HeKpo3a (epunopTaabHbIi renaTuT). B pe-
KOMEH/IaLUsIX OTMEYeHO, YTO 3TU BapUAHThI BCET/A CJIeyeT
MMeTb B BUJY, eC/IU AuarHoctupoBaHHbli [1B1] ciabo pearu-
pyeT Ha NpUMeHeHUe ypcofe30KcuxoieBol kucaoThl (YAXK),
MIOCKOJIBKY 3TO CBSI3aHO C BLIGOPOM 0C0601 TaKTUKH JIeYeHUS
(Hampumep, uMmmyHocynpeccuu) [60]. OfHOBpeMeHHOe Ha-
JIM4Me NPHU3HAKOB 060X 3a60/1eBaHUI — 0ObIYHOE ABJIEHMUE,
OJIHAKO CJIe/[lyeT OTMETHUTb, YTO B OT/I€JIbHBIX CJIy4Yassx Hadasio
AWT o BpeMeHU He cOOTBeTCTBYeT pa3BuTHIo [1B1] — 06bI4-
Ho [1B1l pa3BuBaeTcs paHblle. TeM He MeHee B GOJIbLIMHCTBE
cJlyd4aeB MOXKHO YCTaHOBUTB OJJHO IEPBUYHOE PAcCCTPONCTBO
(moMunupytouee 3a6oseBanue). 06614Ho 310 [1BL] [51].

CouemaHue nposieaenuti AUI' u IICX. CocyuecTBOBaHMe
npusHakoB AUT u I1CX onucaHo U y feTel, U y B3POCJIBIX.
[IpeanosiaraeTcss, YTO Takass KOMOWHaLUsl HabsojaeTcs y
3HAYUTEeJbHOW YacTH NalMeHTOB MOJIOZO0T0 BO3pacTa € ayTo-
HMMYHHBIM NopakeHueM nevyeHu [51-54, 61]. K coxxanenuto,
JINaTHOCTHYeCKHe KPUTEPHUH 3THX COCTOSHHUMN OIpejeseHbl
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ele xyxe, 4yeM Ajs BapuanTa AUI-IIBL. B pesynbrate omny-
GJIMKOBAaHHBbIE IOKAa3aTeJW PACIpPOCTPAHEHHOCTH BecbMa
pasHaATcs. Yale Bcero pedb UjieT 06 ypoBHE pacpoCTpaHeH-
HOCTU npuMepHo 7-14 % [51]. luarno3s [1CX kpynHoro mnpo-
TOKa Bcerja A0J/oKeH 6bITb OCHOBaH Ha TUIIMYHOM XOJIaHIHO-
rpaduyeckod kapTuHe. [IpyU 3TOM c/eJlyeT YYUTHIBATb, YTO
JIOXKHas KapTHHA CKJepo3a BHYTPHUIIEYEHOYHOro GHMap-
HOT0 JlepeBa BO3MOXKHA NPH JIIDOOM 3a60JIeEBaHUU NEYEHH C
06LIMPHBIM GUOPO30OM U y3eJKOBOHM pereHepanueil uiv npu
nuppose [62]. Kpome Toro, MarHuTHO-pe30HAHCHAsl XOJIaH-
ruonaHkpearorpadus (MPXII[') MoxeT AaTb JIOKHOIOJIO-
YKUTeJIbHBIN pe3y/ibTaT BCJIe/ICTBHE HeJJOCTaTOYHO BbICOKOM
cnenlidUYHOCTH. B HEKOTOPBIX C/yyasx OTMEYalTCA BapH-
anTHbIe popmbl [ICX MeJKUX TPOTOKOB (HOpMaJibHAs X0JIaH-
ruorpamMMmma) B codetaHuu ¢ AUI, ofHaKo cieayeT ckas3aTh,
yTo npuMepHo y 10 % nauueHToB ¢ TuNH4HbIM AUT ¢ nin 6e3
SI3BEHHOI'0 KOJIMTA MOTYT HabJII0AaTbCs TMCTOJIOTHYecKue
NpU3HAKHU NOpaXKeHHs KeJYHBIX IPOTOKOB, YTO JleJlaeT 3TOT
JIMarHO3 0COOEHHO Heompeze/eHHbIM [63]. B KIMHUYeCKOH
npakTuke guario3 AUI-IICX yctanaBaIuBaOT NaLlUEHTY C BbI-
pakeHHBIMU X0JIaHTHOTpadUUeCKUMH UM TUCTOJIOTHUYECKU-
MUy npusHakamu [ICX B coueTaHUU C APKUMU GMOXUMHUYECKU-
MU, CEpOJIOTUYEeCKUMU U TUCTOJIOTUYECKUMHU NPOSIBJEHUSMHU
AUT. ManuenTs! c npusHakaMu AUT u [1CX Takke Hy»Aal0TCA
B UMMYHOCynpeccuu [64, 65].

CsieflyeT OTMETHTD, YTO NOYTH y NOJIOBUHBI AeTel ¢ AUl
onucaHa ocobast Ho3oJiornyeckass GopMa, XapaKTepusylola-
[1CAl Kak HasinuveM nposiBjaeHud AUT, Tak u ckieposupytolie-
ro xojaHrurta. Ha atom ocHoBanuu Mieli-Vergani et al. [52]
BBEJIM TEPMUH «ayTOMMMYHHBIH CKJIEPO3UPYIOLIMHA XOJIaH-
rut» (ACX), yka3bIBalOIIMi Ha HEOOXOAMMOCTb HCC/Ie/loBa-
HUS COCTOSIHUSI OUJIMApHOTO JIepeBa, o KpaiHel Mepe c mo-
Mmoo MPXIIT, y Bcex aeTelt ¢ auarnosom AUT (cM. Tabar. 4)
[52, 54]. B HacTosillee BpeMsi CYHUTAETCS, YTO 3TOT BapUAHT
HabJII0laeTcsl TOJIbKO y JileTel, MOCKOJIbKY Pe3yJbTaThl Mpo-
CTNeKTUBHOI0 HcCaefjoBaHus y B3pocblx ¢ AUT" fanu otpuna-
TeJIbHBbIN pe3ysbTaT. [loaToMy ecniu AU pa3Busica B 3pesioM
BO3pacTe, TO B OTCYTCTBHE MPU3HAKOB X0JIeCTa3a IPOBOAUTH
MPXIIT Henenecoo6pasHno [62]. Ognako MPXIII' pekoMeHay-
€TCsl BBIMOJIHATb NMPAKTUYeCKU BCEM MOJIOJBIM B3POC/bIM C
AWT 1 nposiBJIeHUsIMU X0J1eCTasa, a Takxke nagueHtam ¢ AUl
C IPO/IOJDKAIOIMMCS X0JIECTAa30M (JjaKe NpHU yCJIOBUM afleK-
BaTHOM MMMYHOCynpeccru) c Iesabio BeiaBUTh [ICX kak oc-
HOBHOE WJIM COMYTCTBYIOLIee 3a60/IeBaHMe.

IgG4-accoyuuposannbili AHIT B 3noxy usydeHus Ig4-
accoLUMMpPOBAHHbIX 3abosieBaHUM posb 1gG4 m3ydyeHa U y
nangueHToB ¢ AUT [66, 67]. O6bryHO 1gG4-accounnpoBaHHOe
NopakeHHe IeYeHU BXOAMT B AuddepeHLHUANbHBIA JAHa-
rHo3 I[ICX ¢ mnpofAB/eHUAMH XOJIAHTUONATHUM U KeJTy-
xu. UMeloTca JMIIb eAUHHYHBbIE COOOLIEHHUA W3 fNOHMMU.
[MoaTBepXkAeHUN U3 JPYTrUX UCTOYHHUKOB TOKa HeT. B cBaA3mM
C 3TUM IOKa TPYJAHO CyAUTH, cyliecTByeT 1 AUT-nono6Hoe
IgG4-acconuupoBaHHOe NMOPa)KeHHe TMeYeHH KaK OTAeslbHOoe
3abosieBaHUeE.

TakuM 06pa3oM, HAa OCHOBAHUH HMEIOLIUXCS BeCbMa Orpa-
HUYEHHBIX 3HaHUH 00 aTnonatoreHese AUT, I1B1] u [1CX gaThb
onpejiesleHUe JUAarHOCTUYECKUX KPUTepHeB 3TUX BapUaHT-
HbIX GopM AUT oueHb TpyAHO. B npakTudeckoil paboTe ayTo-
MMMYyHHbIe MOpa)XeHHUs IeYyeHHU Jydlle KaacCUPUIHUPOBATh
B 3aBUCHMOCTH OT OCHOBHBIX KJIMHUYECKHUX U FUCTOJIOTHYe-

ckux npossaenui Ha AU, [1IBL nan [1CX ¢ ykasaHueM fomoJ-
HUTEJIbHBIX NPU3HAKOB COOTBETCTBYIOILErO APYroro UMMY-
HOOIIOCPeJOBAaHHOI0 NopaxkeHUs1 nedyeHu (Hanpumep, I1BI] ¢
nposiBienussMu AUIN). KpoMe Toro, HU3Kasi pacnpocTpaHeH-
HOCTb 3TUX BApUAHTOB CBU/ETENbCTBYET O HENPAKTUYHOCTH
MJIAaHUPOBAHUSA PaHJO0MHU3UPOBAHHBIX KOHTPOJHUPYEMBIX HC-
c/leJJoBaHUH [iJ11 M3y4eHUS BOIIPOCOB JIeYeHHs ITHUX 3a60-
sieBaHud. OJlHAKO, NTOCKOJIBKY 3TH BapUaHTHble COCTOSIHUA
BCe-Taku BcTpevarTcs, nayueHTsl ¢ [IBI] nau [ICX ¢ nposas-
seHussMU AUT MoryT HyAaTbcsl B cieljuUIeCKUX NOAX0aX
K JieyeHUI0 [68]. B nesioM npu Hanuuyuu nposiBineHuit AUI He-
06X0MMO Ha3HA4YaTbh COOTBETCTBYIOLIEe JieueHHe, TTOCKOJIb-
Ky HesedeHHbIH AUI xapakTepusyeTcsi HeGJIaronpUsTHBIM
MIPOTHO30M, a OTBET Ha JieyeHHe 06BIYHO 09eHb XOPOLINH.

JII u AUT

Mexay JIIII u AUT cyuecTByeT c10XHas CBA3b, IOHATb KOTO-
pyI0 ZI0 KOHLA [IOKa He yAaeTcsd. B mpuHLKIe, BO3MOXXHO TpU
BapuaHTa pa3BUTHA npouecca [69, 70]:

1) JIHIII ¢ cunbHBIM UMMYHOAJLJIEPTUYECKUM KOMIIOHEHTOM,
uMuTUpyroumum AUT;

2) AWI, umutupytomuii JIIII, ecan mauveHT B TedeHUe TO-
C/le/JHUX HeJlesb NMPUHUMaJ Kakue-auM60 Npenapartel, a
M0CJIe X OTMEHBI TPOU30IIJIO CIOHTAHHOE YJIyYIlIeHHE;

3) AW, cnpoBonupoBaHHbIN Npe/nosaraeMblM IpenapaTom
(JIMII-unayuupoBaHHblil AUT).

BcTpevatoTcs Bce Tpu BapuaHTa. [10CKOIBKY M1 UMMYHO-
asieprudeckoe JIIII, u AUT onmocpenoBaHbl celupUIeCKH-
M{ UMMYHHBIMHU PEaKOUsMU Ha aHTHUTEHbl B renaToIUTaX,
HeyJIJUBUTEJIbHO, YTO 3TH COCTOSIHUS XapaKTePU3yIOTCS HEKO-
TOPBIMU OOIUMU KIMHUYECKUMU U TUCTOJIOTUYECKUMHU MPO-
ABJIeHUsIMU. TeM He MeHee Ba)KHO NPOBOAUTb AUPdepeHLH-
aJIbHBIM JUArHO3 MeX/Jy 3THUMH COCTOSIHUAMHU U yYUTBIBAaTh
BJMsHMe Ha natorenes AUIL

JlekapcTBeHHO-UHAYyMpoBaHHbIH AWl oco6eHHO XO-
polLIO ONMMCaH [ NpenapaToB, KOTOpble (OJiblie He MpPHU-
MEHSIOTCSl, — THUEHW/JIOBOM KHUCJIOThI U AUTHApanasuHa [71,
72]. PeakTuBHble MeTabOJIUThl 3THUX IpenaparToB, 06pasy-
IoIMecs B MeYeHH, CBA3BIBAIOTCA C KJIETOYHBIMU GesIKaMy,
HanpuMep komnoHeHTamu CYP450: CYP2C9 B ciyyae THeHH-
sioBo# kucsoThl U CYP1AZ B ciyyae puryjpajasvHa. 3aTeM
3TH KOMILJIEKCHI PACIO3HAIOTC MUMMYHHOH CUCTEMHOM Kak
HeoaHTUTreHhbl [71, 72]. U3 npenapaToB, LIKPOKO UCHOJIb3Y-
eMbIX B HaCTosillee BpeMs, pa3BUTHE JIeKapCTBEHHO-UH/AY-
nupoBaHHoro AUI' onvcaHo npu npuMeHeHUU HUTpPOdypaH-
TOWHA U MHUHOUMWKJIWHA [73]. [Ipy cpaBHEHUH NAIMEeHTOB
C JieKapCTBeHHO-UHAyuupoBaHHbIM AMWI' ¢ mapueHTamMu c
navonatudyeckuM AUID ycraHOB/eHO jBe Ipynmbl CO CXOZA-
HBIMU KJIMHUYEeCKMMH U TUCTOJIOTHYECKUMHU MPOSIBIEHUSIMY,
XOT$1 B IEpPBOM CJlyyae TUCTOJIOTHYeCKasi aKTUBHOCTb HUXe U,
M0-BUJMMOMY, He TpebyeT JJ0JIr0CPOYHON HMMYHOCYIIPECCHU
[74].

[ncronornyeckass auddepeHnHanbHAsA JAUArHOCTHKA
JITIIT u AUT noBoJIbHO CJIOXHA. B 0iHOM M3 HeJaBHUX HCCJIe-
JIOBAaHUHM yCTaHOBJIEHBI Pa3/IM4Ms, JOCTAaTOUYHbIE AJISI TOTO,
4YTOOBI NATOJIOT N0 FMCTOJIOTMYEeCKOW KapTHHE MOT NpejIo-
JIOXKUTb MpaBWIbHBIN guarHo3 [75]. Tem He mMeHee audde-
peHIManbHasd JUAarHOCTHKA 4acTo ObIBaeT OYeHb TPYAHA, MO-
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Puc. 1. PekomeHayeMblid aJIrOpUTM AuarHoctuku AUT c¢ ompe-
Ae/leHUEeM 4YeThbIpex ayToaHTUTes] MeTtoaoM PHU® wim TBepao-
dasHoro UDA. /151 noaTBepK/I€HNUS BOCHAUTEIBHOTO relnaTUTa, a
TaK>Ke ONlpesieIeHUs CTaZAUH TOPaXKeHHUsI U aKTUBHOCTH BCerja Heo6-
XoiMa GHOIICUS TTeYEeHHU.

* st Toro 4TO6BI HE NPONYCTUTH MO3AHMN penuanuB AUT, Heo6xoaU-
MO JJIMTeJIbHOEe HabJiofieHde (Hanmpumep, o6cjiejOBaHUe KaXK/ble
6 Mec. B TeueHue 3 JeT).

CKoJIbKY A1 ycTaHoBJsieHus JIIIII He cyuecTByeT HaZieXHBIX
JUarHoctuyeckux kpurepues. Kak u B ciyvae ¢ AUI, fuarnos
[JIaBHBIM 006Pa3oM OCHOBAaH Ha KJIMHUYECKUX U CepOJIOTH-
YecKuX MokKasaTessix [76]. HecMoTpsi Ha CI0KHOCTb OLEHKU
YacTOThbl JIEKapCTBEHHO-UHAyMpoBaHHOro AUTl-ogo6HOro0
CUH/IPOMa, Ha €ro JI0JII0 MPUXOAUTCS oKoJsio 9-12 % ciyua-
€B C KJIaCCHYeCKUMHU NposiBeHUusAMU AUT [74, 77]. BaxxHbIM
3JIEMEHTOM JIMarHOCTHUKHU 3TOTO CHHJPOMA CJAYXKUT aHaMHe3
nalyeHTa, U3 KOTOPOro BbITeKaeT HeJlaBHee BO3/eHCTBUe
NpenapaToB, cnoco6HbIX Bbi3biBaTh AUT-JIIIII [74]. B 30 %
cay4aeB MOTYT HaGJIIOJAThCsl NMPOsIBJIEHUs] TUIEPYYBCTBU-
TEeJIbHOCTH, TaKWe KaK JIMXOpaJiKa, CbIlb W 303WHOGUINS
[78]. OTcyTcTBHE IMppo3a HAa MOMEHT OOpalleHHs MalueHTa
TaKXXe CJIYXHUT IoKa3aTeseM B nosab3y AUT-JIII [78]. AUT-
JITII ¢ TsKeNbIM Te4eHUEeM 0GbIYHO MOAJAETCs JIEYEHUIO BhI-
COKHUMHU [103aMU KOPTHUKOCTEPOU/OB 10 TAKOH Ke CXeMe, KaK
U siedeHue Tspkesoro AUD (ecau yieyeHue HayaTo 6e3 mpo-
MeJuieHus1). UHorga Tosibko Hab6JIlofieHHe MO3BOJAET Jud-
depennupoBath AUT u JIIII: moce oTMeHbI KOPTUKOCTEPO-
uznoB JIIII He peyuauBUpyeT, TOTJa KakK HUAUONATHYECKUH
AUT nocse npexkpaueHuss UMMYHOCYNIPECCUU NPAKTUYECKHU
BCerJia peluJMBUpPYeT B TeUeHHEe HECKOJIbKO MecsileB. B He-
onpejesieHHbIX C/IyyasiX peKOMeH/1yeTcsl HA3HAYUThb IPo6GHoe
JiedeHHe KOPTUKOCTEPOUJaMU U TIIATeJbHO HAG/II0aTh 3a
COCTOSIHMEM MallMeHTa NPU CHHMIKEHUU [103bl UJIA UX OTMeHe
(cM. anropuTM JIeyeHHs Ha puc. 1).

AHT u 6epemeHHOCMb
AUT Bo BpeMsi GepeMeHHOCTH AUArHOCTUPYETCsS OYeHb pej-
KO, HO, KaK U [Apyrue ayToOuMMYHHbIE 3360HeBaHI/IH, MOXeT

NpPOABUTHCA B NOCJIEPOIOBOM NepHo/. Y NMallMeHTOK C paHee
JAuarHoctTupoBaHHbIM AU BO3MOXHBI yuydllleHHe WU Aaxe
CTMIOHTaHHasi peMHCcCUsl Bo BpeMs 6epeMeHHOCTH. [locse po-
JIOB HEpeJKO MPOUCXOJAT ob6ocTpeHus [79-84]. CuntaeTcs,
YTO 3TO CBA3aHO C BOCCTaHOBJIEHHWEM HMMYHMTeTa Mocje
ponoB. TakuM o6pasomM, AUT o6s3aTesbHO ciefyeT paccMa-
TPUBATh KaK BO3MOXKHBIN AMArHO3 NpHU AuPPepeHIHaIbHON
JINarHOCTUKe AUCPYHKIUYU NeYeHH, 0CO6EHHO NMPU HaJIUIUHU
runepraMMarjio6yJIJMHeMUHN C CeJIeKTUBHBIM MOBBIIIEHUEM
ypoBH# IgG B nocsepofoBoi nepuoj, a Takxke Bo BpeMs be-
pPeMeHHOCTH, NMOCKOJIbKY 060CTpeHHs] BO3MOXHBI B Jil060e
BpeMs B TeuyeHHe GepeMeHHOCTH. JPPeKTHBHASA UMMYHOCY-
npeccus M03BOJIAET HACTYIUTb GepeMeHHOCTH Y MOJIOABIX
»keHI[UH ¢ AUI, y KoTopbIX HabJ0AaIach aMeHopest [0 Ha-
yaJja JiedeHus1. Bo BpeMs 6epeMeHHOCTH UMMYHOCYTIPeCCHIO
MOYTH BCerja Heo6X0AUMO NOAJAEPXKUBATh, YTO 0OBIYHO MO-
3B0JIsSIeT 06eCneynuTh 6/1aronoJyqyHoe 3aBepllieHre 6epeMeH-
HOCTH.

BupycHbiii zenamum u AUT

EcTb MHEHHUE, YTO y BOCIPUUMYUBBIX Jinl, AUl' MOKeT ObITh
WH/JYLMPOBaH BUPYCHbIMH HHOPeKuusAMU. OnucaH Lesbli
psAA Takux ciaydaes [3, 4, 85, 86]. MosnekysnsspHasi MUMHKpUS
MeX/ly BUPYCHBIMHM 3MHUTONAMHU U 3MUTONAMH ayTOAHTHTe-
HOB IOATBepX/JaeT KOHLENUUI0 BUPYC-UHJYLMPOBAHHOIO
AUT. C ppyro#t cTOpoHBI, UMelOIHecss HEMHOTOYMCIEHHbIe
ny6/MKalMK He JIMIIeHbl AUArHOCTUYECKON cucTeMaTuye-
CKOHM OIMOKU [BYX BUJOB. Bo-nepBblIX, y MallUeHTOB C Cy6-
KJIUHUYECKHM paHee He pacnos3HaHHbIM AUI auarnos mo-
eT OBbITb YCTAHOBJIEH NIPH Cy4alHOM pa3BUTHUU BUPYCHOTO
renaturta. Bo-BTopsblx, y nauueHToB ¢ ocTpeiM AUI' 1 Bblpa-
’)KEHHOH TruIlepraMmarjo6yjuHeMueil MoOryT Hab6J/0JaTbCs
JIO)KHOIOJIOKUTe/IbHbIEe pe3y/bTaTbl CepOJUarHOCTUKU BU-
pycHbIX MapKepoB. C Apyroi ctopoHsl, pasButhe AUl wiau
npusHakoB AUI Takxe oTMeueHO Yy HEKOTOPBIX MALMEeHTOB
¢ renatutoM C mocse JedeHuss uHTepdpepoHom-a [87, 88] u
pesAKo BO BpeMsA ocTporo remnatura C faxke nocje sJMMHAHa-
uuu Bupyca [89]. JuddepeHniuanbHas AUarHOCTUKA MEXAY
AWT 1 xpoHUdeckuM renaTutoM C B MpPOLIIOM 6GbLIa CJIOXK-
Ha, B YaCTHOCTH, M3-32 UMMYHOCTHMYJIMPYIOLINX OOGOYHBIX
3¢ dekToB MHTepdepOHA-A, OHAKO BCJIEACTBHE BHEAPEHHUS
6e3bIHTepPEPOHOBBIX CXEM JIeYeHHUsI 3TO GoJiblie He sSBJIA-
eTcsl KJIMHUYeCcKol npo6sieMoi. lenatut C cieyeT JIeYUTh B
nepByto ouepeib. Eciv BocnanuTebHOe nopaXkeHUe NedeHu
coxXpaHsieTcs, caeyeT ogyMaTh o fuarose AUT.

AHT de novo y nayueHmos, nepeHecuwux
mpaHcn1aHmayuio ne4eHu

AUT nnu AUT-nofo6HBIN CHHAPOM MOXET Pa3BUBATbCA KaK
y B3POCJBIX, TaKk U y AeTel nocie TII no nmoBoAy Jpyrux 3a-
6osieBaHui. [lofo6HYI0 cuTyanuto HasbiBaroT AUl de novo
[90, 91], xoTs1 6os1ee yMECTHBIMU MOXKHO CUUTATh APYTHE TEP-
MHUHBI, TaKHe KaK «IOCTTPaHCIJIAHTALMOHHBIA MMMYHHBIH
renaTUT» WK «AUCPYHKIUA TPAHCIJIAHTATA, UMUTHPYIOILAs
AUT», «mOoCTTpaHCI/IaHTALMOHHBIN MJ1a3MOLMTApHbIN rena-
THUT», IOCKOJIbKY ITepecaKeHHbIe renaToLUThI, IPSIMO TOBOPS,
He SIBJIIIOTCS «CBOMMM» JIJIsl OpraHU3Ma U, COOTBETCTBEHHO,
MPOLECC B CTPOTOM CMBbICJ/IE HEJIb35l CYUTATh QY TOUMMYHHBIM
[5, 92]. Tak mau uHa4ye, HO CBOEBPEMEHHOE paclo3HaBaHUE
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3TOr0 COCTOSHUA M03BOJIAET U30eXaTb OTTOPXKEHHUS TpaHC-
mi1aHTaTa 1 emle ogHou TII, a Takke o6ecneyrBaeT 60Jiee Bbl-
COKYI0 NPOJIO/DKUTENbHOCTD KU3HH, YYUTbIBasA 3pPpeKTun-
HOCTb 60Jiee aKTUBHOM MMMYHOCYNPECCUU C IPUMEHEHUEM
KOPTHUKOCTEPOM/I0B U a3aTHONpPHUHA, KaK NpPU HAHONATHYe-
ckom AUT [90].

ACCOL{UUpOS(JHHble aymoumMMmyHHble COCMOSAHUA

AUT accouuupoBaH ¢ HAJIMYKMEM MIUPOKOTO CEKTPa APYTUX
ayTOUMMYHHBIX WJIM UMMYHOONOCPEJOBAaHHbIX 32601 BaHU I
(cm. Tabu. 4) [8, 13, 29, 45, 93-96]. V nanuenTtos ¢ AUT He-
peliKo BCTPevyaloTCsl COMYTCTBYIOIIME ayTOMMMYHHbIe 3a60-
JIEBaHMUS1, OTpaXkarolliue BeCb BO3MOXHbBIM JiMana3oH JaHHOU
natosioruy. TakuM o6pa3oM, NpeJCTaBIsIeTCs Liesecoobpas-
HbIM naiueHToB ¢ AUT GoJiee riyGoko o6caesoBaTh Ha Apy-
ryue ayTOMMMYHHbIe 3a60JIeBaHUs], 0CO6EHHO Ha Ay TOUMMYH-
HBIA TUPEOU/IUT, KaK Ha 3Tale YCTAaHOBJIEHUs JUarHo3a, Tak
Y pery/isipHO B INepHOJ, AHUCIIAHCEPHOTO HabwofeHus [95].
[ToMHMoO Ha/IMYHsI Ay TOUMMYHHBIX 3a60JIeBaHUH y cCaMOro mna-
nueHTa ¢ AUT oHU ¢ GoJiee BBICOKOM YaCTOTOW BCTPEYAOTCS
y POJICTBEHHUKOB MEPBOM CTENEHU 3TUX GOJIbHBIX, I03TOMY
Heo6X0AUMO IVIY60KO aHaIM3UpOBAaTb CeMeMHbI aHaMHes.
JIMYHBIA U ceMeWHBbIH aHaMHe3 TaKXXe IOMOTaeT BbISBUTb
penkue BapuaHThl AWUI BciefcTBHe ayTOCOMHO-peneccHB-
HbIX TeHeTUYeCKUX abeppanuii, HanpuMep cuuapom APECED
(cuHApOM ayTOMMMYHHOM MNOJMIHJOKPUHONATUH, KaHJHU-
[1033, 3KTOEePMaJbHOU AUCTPOPUHU), TAKIKE U3BECTHBIA KaK
ayTOUMMYHHBIA MOJIUIJIAHAY/ISPHBIA CUHJApPOM 1-ro Tuia,
KOTOPBIM BbI3BAaH MYTAlUsSIMHU reHa ayTOMMMYHHOU peryJisi-
uuu (AIRE) u xapakTepu3yeTcss XxpOHUYECKHUM CITU3UCTO-KOXK-
HBIM KaHAHWJ030M, 3KJ0TepMabHOH AUCTpodrel U ayTONM-
MYHHOH JieCTpyKLHell HeCKOJbKHUX 3HAOKPUHHBIX OPraHOB,
NpPUBOASALIEH IJITaBHbIM 00pa3oM K THIIONAapaTHPEO03y, HeJo-
CTAaTOYHOCTH KOPbI HAATIOYEUHUKOB U TI0JIOBBIX YKeJle3 y XKeH-
muH (cM. Tabu. 4) [8, 13, 29, 45, 93-96].

OcaooxcHenus AU

B uesnom AUT gaeT Takue ke 0CJI0’)KHEHUS], KaK U Jilo6oe Apy-
roe OCTpoe WJIM XpOHHUYECKOe MpoTrpeccupyolee 3a6oseBa-
HHe TeyeHH. [Ipy OCTPBIX MPOSIBJIEHUSX NPeobJaflaeT PUCK
MopakeHUsl MeYeHW UM UHQPEKIMOHHBIX OCJIO0KHEHHUH, KOTO-
pble MOTYT YCHUJIUBAThCs Ha pOHE UMMYHOCYIIPECCUBHOU Te-
panuu. [Ipu XxpoHUYecKoM 3a60JieBaHUH, 0COGEHHO B HeJjha-
FHOCTUPOBAHHBIX C/1y4asiX UM IPU HEJL0CTATOYHO aKTUBHOM
JleueHUH, pa3BUBAIOTCA OCJ0KHEHUS LUppo3a. B yacTHoCTH,
U3BEeCTHBIM mnocnefcTBueM AWIl-accouupoBaHHOTO LHUP-
po3a sBJseTCs renartoue/oasapHbiid pak (I'LP), xors B co-
yeTaHuUu ¢ AUI' OH BO3HUKaeT 3HAUUTEJIbHO pexe, YeM IIpU
JApyrux 3a60JieBaHUsX, NPUBOASIIUX K Pa3sBUTHUIO LUPPO3a
neyeHu (cM. tabus. 2) [3, 11, 13, 97, 98]. B ogHOM U3 HejaB-
HUX MOMYJSLMOHHBIX HCCAeJO0BaHUN YCTAHOBJIEHO, UYTO Y
nanreHToB ¢ AUl 3HAYMTEJIbHO MOBBILIEH PUCK 3JI0Kaye-
CTBEHHOTO 3200JIeBaHUs MeYeHH WJIM JAPYyTUX opraHoB [99].
B xoze ucciaenoBaHui, npoBeJeHHbIX B [laHuu, [epmaHuy,
Hupepnanpax, Bennko6purtanuy, CILIA u flnoHuy, B KayecTBe
0co60ro gakTopa pUCKa YCTAHOBJIEH MYXXCKOH I0JI, @ MpPU-
CYyTCTBUE LIUPPO3a CJAYKHUJIO OGIIMM MpeApacroJiaralouiumM
¢daxTopoM k passutuio ['llP, yacToTa KOTOPOTO B NOMYJIALINU

c quppo3oM cocrasuiaa 1-2 % Brozx [11,13,97,98,100-102].
PexoMeHJanuu no gucnaHcepusayuu napueHToB ¢ AUT u
LUPPO30M He BaJUAUPOBAHbI, OJHAKO, YYUTHIBAsA BbICOKUH
puck 'lIP, magueHTaM ¢ LUPPO30OM IMeYeHU IiesiecO06pas3HO
Kask/ible 6 MecC. BbINOJHATh Y3 neueHu.

KpoMme ocyioKHeHMH, CBSI3aHHBIX C CaMHUM 3a60JIeBaHU-
eM IeyeHH, caefyeT YYUTbIBATb OCJ0XKHEHUS JJIUTEJbHON
“MMyHocynpeccud. 06a prcka MOTYT ObITb B3aUMOCBSI3aHBI.
CreayeT OTMETUTB, 4YTO ¥ 5 % MallMeHTOB HelpeJcKa3yeMo
pPa3BUBAIOTCS BHENEYEHOYHble 3JI0KAUeCTBEHHbIE OMYXOJIH
pa3JIMYHOr0 KJIETOYHOIro TUMa C Mpeob/ajjaHueM HeMesla-
HOMHOTO paka Ko [99, 103]. Bo3M0XHO, 3TOT PUCK IVIaBHBIM
06pa3oM CBs3aH C AJUTEJbHON HMMYyHOCYTIpeccrel, Heo6xo-
JMMOH 6OJIBIINHCTBY MaleHTOB. Hacko/bKo prcK pa3BUTHSA
BHeIEeYEeHOYHbIX 3JI0KAaYeCTBEHHBIX OMyX0JIel OTIMYaeTCs OT
pHCKa B HOpMaJIbHOM MOMYJ/ISAILIUK, HEU3BECTHO. TeM He MeHee
pa3yMHbIM NpeJcTaBJsseTcs 06cneZ0BaTh nayueHToB ¢ AUT
Ha pyTHe 3/I0KaueCTBEHHbIe HOBOOOPA30BaHMUS, UCIOJIb3YsI
CTaHZApPTHbBIE NOAXO0/bl K CKDUHUHTY.

2. [OwarHos AUl cneaoyeT nogo3pesBath y No6oro naumeHTa
C OCTPbIM 1 XPOHUYECKNM NMOPaXEHNEM MEYEHU, OCOOEH-
HO Ha PpoHe runeprammarnodbynuHemuu (11-2).

3. BaxHylo ponb urpaet 6bicTpasi CBoeBpeEMEHHas AnarHo-
CTUMKa, MOCKOJIbKY HeneveHbln AVl xapakTepu3yeTcs Bbl-
COKOM cMepTHOCTHIO (1).

4. TlpumepHo y 1/3 B3pOC/bIX U '/, netein ¢ AUl Ha MOMEHT
obpalleHns 3a MEOULMHCKOM MOMOLLBIO UMEETCS LMP-
po3 nevenn (11-2).

5. Bo3moxHO ocTpoe nposisneHne AUl nubo BHe3anHoe
obocTpeHne paHee He AmarHocTupoBaHHoro AU wnn
Hayano octporo AUl 6e3 rmcTosIorMYeCKNX N3MEHEHWNIA,
XapakTepHbIX AJ1 XpoHu4eckoro 3abonesarus (11-2).

6. AWl cBfi3aH C pasnMyHbIMK APYrMMU ayTOMMMYHHbIMU
3aboneBaHuamu (11-2).

7. Bcem petam c gnarHo3om AU cnenyet BoIinonHATL (MP-)
xonaHrunorpadwuio gnsa ncknoyeHnsa ACX (11-2).

8. MMaumeHtam c AUT n umppo3om cnepyet npoBoauTb Y3U
Kaxgple 6 mec. ¢ uenbto ckpuHuidra r'UpP (11-2).

9. B xopfe KOHCy/bTauuu ¢ naumMeHTamMu crenyet 06cyxaaTb
Mepbl YD-3awmTel Npy NPUMEHEHUN UMMYHOLEMNPEC-
caHToB. PekomeHayeTcs HabniogeHwe y gepmarosnora
L5 UCKITIOYEHWS HEMENTAHOMHOI O paka KOXwu nocne anuv-
TenbHo nMmmyHocynpeccum ().

Il;1aH 06c/ie JOBaHMUSA U JUATHOCTUYECKUE
KpUTepuun

Juarno3 AWUT o6GbIYHO OCHOBAH Ha THUIMYHBIX NPOSIBJIEHUAX
3a60s1eBaHUA U UCKJIIOYEHUH APYTUX NPUYUH XPOHHUYECKOTO
nmopakeHUs nevyeHu (cM. Tabs. 2 u 4). pynnoii skcnepToB
IAIHG B 1993 r. 6b11M KOAMPHUIIMPOBAHBI AUATHOCTUYECKHE
kputepun AUI' u fuarHocTuyeckas cUCTeMa KOJIMYeCTBEH-
HOU oueHKHU [26]. B 1999 r. oHU 6bLIU NepecMOTpeHbI [27],
a HeJlaBHO MIpPeJJIOKEHBbl B YNPOLIEHHOM BUJE [ NOBCe-
JIHEBHOTO NPUMEHEHUS B KIMHUYECKOH NpaKkTHKe (TabJ1. 5 U
6) [28].
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Taﬁjmua 5. KpnTepnn AUArHOCTUKHU ayTOUMMYHHOTI'0 renaTuTa, Ha KOTOPbIX OCHOBAaHA AUATHOCTHYeCKas 6GaJIbHasA CUcCTeMa, npeasio-

’keHHas B 1999 r. IAIHG?

JocTtoBepHbIi anarHo3 AU

BepoaTHbii gnarHo3 AU

HopmarnbHbI ypoBeHb a1-aHTUTpUNcuHa

HopMmanbHbI ypoBEHB LiepyoniasMmHa

HopmanbHbIn ypoBeHb Xxenesa n depputmHa

OTCyTCTBYET aKTMBHAsA MHMEKLMS, Bbi3BaHHas Bupycamu renatmuta A, B, C
ExepnHeBHoe noTpebneHne ankorons < 25 r/cyt

OTCyTCTBME B aHaMHEe3€e HelaBHEero npruemMa renaTtoToKCUYHbIX Npe-
naparos

Mpeobnanaet NoBbILLIEeHHAs akTUBHOCTb ACAT/AnAT
YpoBeHb y-rnobynuHos nnmn IgG > 1,5 x BI'H

ANA, SMA, aHtn-LKM1 > 1:80 y B3pocnbix n > 1:20 y geten
AMA oTcyTCTBYIOT

YacTuyHbIn aepuumt al-aHTuTpmuncuHa

JlMarHoCTM4eCcKn He3HauMMBbI YPOBEHb LiepynonnasMmmnHa/meam
JAnarHoCTnyeckn He3aHa4MMble UBMEHEHUS Xenesa n/unn depputnHa
OtcyTcTBYET aKTUBHasA MHdEKLMS, BbI3BaHHas Bupycamu renatuta A, B, C
ExenHeBHoe noTpebnenne ankorons < 50 r/cyT

OTCyTCTBME B aHaMHe3e HelaBHero npuemMa renatoToKCUYHbIX Npe-
naparos

MpeobnapaeT NoBblleHHAs akTMBHOCTL ACAT/AnAT
M'mneprammarnobynuHemus niobon cTeneHn

ANA, SMA, aHtn-LKM1 > 1:40 y B3pochbix

Apyrune aytoaHtutena

F'mctonormsa neyexHn
lMepunopTanbHbI renaTuT, yMEPEHHbIN NN TSXKEeNbIn

OTcyTCTBME NOPaxXeHns BUAnapHoro AepeBa, rpaHyieM Unm Belpa-
SKEHHbIX U3MEHEHWI, XapakTepHbIX 4Jis APYroro 3abonesaHuns

'mctonorvs neyexHn
MepunopTanbHbI renaTuT, yMEPEHHbIN NN TSXENbIN

OTCyTCTBME NOPAXEeHUss BUINAPHOIO AEPEBA, FPaHYIEM UK Bbipa-
>KEHHbIX UBMEHEHWI, XapakTepHbIX AJ1si APYroro 3abonesaHuns

OyeBUJHBble MPOABJIEHUS MO3BOJAKT 3al0L03PUTh
AWI, a mpuMeHeHHe ONyOGJMKOBAHHBIX KPUTEpPUEB (CM.
TabJs. 5 U 6) — mocTaBUTb AuarHos [26]. K coxanenur, B
3HAYMTEJbHON YaCTH C/ly4aeB JUAarHO3 NMOCTABUTb TPYAHO.
PekoMeHzyeTCcs HaNpaBUTh NMallMeHTa K TenaToJIoTy C OMbI-
TOM JMAarHOCTUKHU U JiedeHus AUI. Y nanueHTOB ¢ 6eccum-
NTOMHBIM Haya/iOM U INOCTeNeHHbIM NpPOrpeccupoBaHUEM
6e3 sIBHbIX CUMITOMOB JUarHo3 GyJeT OCHOBaH IJIaBHbIM
06pa3oM Ha J1labopaTOpHBIX AaHHBbIX. TakuM 06pa3oMm, miaH
o6csieloBaHUA BKJIIOYAeT TaKHe LleHTpasbHble 3JIEMEHTHI,
KaK LHUPKY/JIUpYyIOIMe opraHoHecrnenuduyeckue ayToaH-
THUTeJIa, aCCOLUMPOBAHHbIE C NOJMKJIOHAJbHON TUnepram-
Marsio6yJMHeMuel, U TUMHYHAsA WJIM XapaKTepHasl THCTO-
Jlorudyeckasl KapTMHa B OTCYTCTBHe MapKepoB BUPYCHOTO
renatuta. ['McTosoruyeckoe nccaefoBaHue TaKKe CIYXKUT
OCHOBOM [IJIl yCTaHOBJIEHUs JUarHO3a.

Jla6opamopHbie nokazameu

TuUnuyHbIA 6MOXUMUYECKUN TPodUIb 3a60/1€eBaHUS 0OBIYHO
XapaKTepu3yeTcsl MPeuMylleCTBEHHO KapTHHOM TemnaTuTa C
ypPOBHEM OH/IMpPYOMHA M aKTHBHOCTbIO aMUHOTpaHCcdepas,
Ha4yWlHAsA OT He6GOJIbIIOTO A0 Gosiee yeM 50-KpaTHOro mpe-
BbilleHUs1 BI'H, HopMasbHOM MM yMepeHHO MOBbILIEHHOHN
aKTUBHOCTbIO GepMeHTOB, XapaKTepHBbIX JJIs XoJiecTasa [4,
26-28]. OpgHako cTeneHb MOBBIIIEHUS aKTUBHOCTU AJAT
He OoTpakaeT Tructosioruyeckyro Tssxectb AUI. Crnepyet ot-
MeTHUTb: HeJJaBHO NpOBeJleHHble HCCIe[0BaHUA I0KasalH,
YTO HapsAAY C yBeJUYEeHHeM aKTHBHOCTH aMHUHOTpaHcdepas
y napudeHToB ¢ AWl MoxeT OBbITh NMOBbILIEHA aKTUBHOCTH
[TT (Ho He I[®), npuyeM 3TOT NOKa3aTeJb MOXKHO UCIOJIb-
30BaTh KaK He3aBHUCHUMbBIA NPOTHOCTUYECKUH dakTop [29,
45]. YuuTbiBass BOJHOOOpa3HOe TedyeHHUe 3a60JIeBaHMHA, aK-
TUBHOCTb aMUHOTpaHcdepas u I'T'T MoxeT CIIOHTAHHO HOp-
MaJIM30BaThCs (CIIOHTAHHAsA OHOXMMHYECKass pPeMHCCHs),
HeCMOTPsI Ha COXpaHsIOIHecs TMCTOJOTHYeCKHe MPU3HAKH
BOCMa/IUTeJbHOW aKTHBHOCTH, @ HHOTAA U CUJIBHOIO BOCNa-
JeHus. [lofo6Hble CTOHTaHHble GMOXMMHUYECKHe PEeMHUCCUU
HMMeIOT KPUTHYeCKOe 3HaYeHHe, TOCKOJIbKY UHOI/Ia OHH NpH-
BOJAT K 3a/lepXKKe M/MJIM HeJ0OLleHKe JMarHosa, T. K. KJH-
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Ta6/iMua 6. YopoluieHHble AUarHocTuyeckue kpurepuu IAIHG
[28]

MpuaHak/nokasarensb AnckpumMmmnHatop OueHka
ANA vnn SMA+ >1:40 +12
ANA nnn SMA+ >1:80 +22
nnm LKM+ >1:40 +22
nnn SLA/LP+ JNo6oin TnTp +23
YpoBeHb IgG nnu y-rnobynnHos >BrH +1
>1,1xBlrH +2
'mcTtonorus nevyeHn (Hanmyne re- CooTBeTcTBYET +1
natuta — HeobxoauMblIi NnpusHak) AU
TunuuHa pna AU +2
HeTtununyHa 0
OTCyTCTBME BUPYCHOrO renatuTa Het 0
Ja +2

AyTOMMMYHHBIH renaTuT: = 7. BepoATHO ayTOMMMYHHbIH T'eNaTHT:
2 6.

2 JlobaBsieHre 6aJIJI0B JI/IS KQX/I0T0 U3 ONpe/ie/IsieMbIX aHTUTe
(MakcuMyM 2 6asia).

Tunuynasa rucrosorus AUT npejnosaraeT HaMuKMe Kax/i0ro

13 CJIe[lyI0IUX IPU3HAKOB: IEPUNOPTa/IbHbIH renaTur,
uMGONUTAPHBIN/INMONIa3MOLUTAPHBINA HHQUIBTPATHI

B IOPTa/IbHBIX TPAaKTaX U paclpoCTPaHAIMNICS Ha JOJIBKHY,
aMIepunosie3 (aKTHBHOe TPOHUKHOBEHHE O/IHOM KJIeTKH B 6oJiee
KPYIHYIO KJIeTKy 6€e3 MoBpex/ieHust nocjejHei) u opmupoBaHue
rernaToLMTAapHBIX PO3eTOK. ['UcToI0rnYecKas KapTHHA,
cooTBeTcTBYyMOasg AUT: XxpoHUYeckuit renaTyt ¢ TMMoLUTapHON
nHOUIbTpaLMel 6e3 Bcero KOMIJIEKCa IPOsIBIEHUH,
CYMTAIOMIUXCSA TUIUYHBIMU. HeTUNNYHasA KapTHHA — Ha/U4uue
NPH3HAKOB JIpyroro 3a6ojieBaHus, HaMpUMep CTeaTorenaTuTa.

HUYeCKHe NMPHU3HAKK 3a00JIeBaHUS MOTYT ITOSIBUTHCS BHOBb
JIMIIb CIIYCTSI HECKOJIBKO MECSIIIEB HUJIH JIET JINGO He TOSIBUTh-
cs1 BooO1e. Takod XxapakTep TeyeHHs 3a60J1€eBaHHs T03BOJISA-
€T 06bACHUTDL HaJWYKMe IIMPPO3a MOYTH y '/, MallMEHTOB Ha
MOMEHT IIepBOHAYaJIbHOTO YCTAHOBJIEHUSA AMAarHO3a.
[loBblllleHHEe YPOBHA Y-IJ100yIMHaA Uan IgG B CbIBOpOTKe
HabJsraeTcs noytu y 85 % nanueHTtoB ¢ AUTT faxke B oTCyT-
cTBHe nupposa [29, 104, 105]. PacnpocTpaHeHHOCTb 3TOTO
SIBJIEHUsI HWXKe y MalMeHTOB C OCTPbIM HayajoM 3a6oJieBa-
HUs, IPU KOTOPOM y 6OJIbIIEro Yyuciaa 60JbHbIX (25-39 %)
ypoBeHb IgG HaxoauTcs B mpefesax Hopmbl [106, 107].
Bricokuii ypoBeHb IgG — oTiiMuuTe/IbHAS 0COGEHHOCTD, 110~
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CKOJIBKY YpoBHHU IgA n IgM 06BIYHO HAXOAATCSA B Mpejesax
HopMbl [28]. [loBeIIeHHBIN ypoBeHb IgA mau IgM yka3seiBaeT
Ha BO3MOXKHOe Ha/IM4Me APYrux 3abojieBaHUMN, HapUMep Ha
aJIKOroJIbHBIH cTeaTtorenaTHT U [1B1] cooTBeTCTBEHHO.
BaxkHO MOJYepKHyTb, UYTO AUaNa30H HOPMbI JJIS1 yPOBHSA
Y-r106y1HOB 1 IgG 0CTaTOYHO HUPOK. ITO MO3BOJISAET 06'b-
AICHUTD, IOYEMy Y YaCTH NallMeHTOB Ha MOMEHT yCTaHOBJIe-
HUSA JuarHosa HabJII0JaeTcs «HOPMaJsbHBIN» ypoBeHb IgG.
Y MHOTHX, ec/li He ¥ BceX, 60/IbHbIX YpOoBeHb IgG HaxoAUTCsA
Ha BI'H v 3HauuTe/bHO NaJjaeT Nocje Hayala JedeHus, HHO-
rJia Jjaxke HXKe HY>KHeH rpaHuLbl HOPMBL. [[0CKOJIBKY y 3THX
NalMeHTOB HabJI0/laeTcd O4YeHb HU3KUH eCTeCTBEHHBIH
ypoBeHb IgG, y HUX NPOUCXOAUT OTHOCHUTEJIbHOE MOBBIIIe-
HUe 3TOTO I0KasaTeJss, KOTOPbIH, TeM He MeHee, HaXOJUT-
cs B IpejieJlax CTAaTUCTUYECKH HOPMasIbHOTO Juana3oHa,
YTO NpensITCTBYeT YCTAaHOBJIEHUIO AHAarHosa. JTy TUIIOTe3y
noJTBepXKAaeT NaZeHWe ypoBHs IgG B mporecce JiedeHHs.
JlelicTBUTENBHO, ypOBEHb UMMYHOIJIOGYJIMHOB UMeeT 60Jib-
1Ioe 3Ha4YeHHe U CJIY>KUT LleHHbIM MapKepoM OTBeTa Ha Jie-
YeHHe W JOCTIKEHHs peMmuccuu. Kak ObLIO yCTaHOBJIEHO,
JIOCTY>KEeHHe HOPMaJIbHOI'O YPOBHS HMMMYHOIJIOOYJIMHOB
YeTKO KOppeJupyeT CO CHUXKeHUEeM BOCNaJUTebHON aKTUB-
HOCTH, JlaXke HECMOTPS Ha TO, UTO NPHU HOPMAJLHOM ypOBHe
IgG MoxxeT HabJIOJATbCA HEKOTOpas BOCHA/IMTesbHAasA aK-
THUBHOCTb (MHZEKC aKTUBHOCTH renatuta [MAI] 5-6) [108].
HopManusanusi akTUBHOCTH aMHUHOTpaHcdepas U YPOBHSA
IgG, TakuM 06pa3oM, paccMaTpUBaeTCs KaK JUarHocTuye-
CKUH MapKep MOoJIHOH GUOXUMHUYECKOU peMuccui [34].
OTCcyTCTBHE BHUPYCHBIX MapKepOB — OJMH U3 YeTbIpex
3JIeMeHTOB, BKJIIOUEHHBIX B YIIPOILleHHbIe IUarHOCTUYeCKHe
kputepuu AUl [28], HO B cTpaHax ¢ BBICOKOU pacmpocTpa-
HEHHOCTBI0O BHPYCHOTO TelaTUTa BO3MOXXHO OJJHOBPEMEH-
Hoe covyeTaHWe AUl u BupycHoro rematurta [109-111]. B

3TUX CJy4asX, ecI¥ B KadecTBe OAHOT0 U3 kputepues AUT
CYUTaATbh OTCYTCTBHE BUPYCHOro rematuta, To AUI' moxer
OCTaTbCsl HeMAarHOCTUPOBAHHBIM U, COOTBETCTBEHHO, 6e3
snedeHusi. 06p1yHO0 AUT xapakTepusyeTcs 60Jiee arpeccuB-
HbIM TeYeHHEeM U Xy/IIMM NPOrHO30M, YeM BUPYCHBIN re-
natut (B wau C). TuatesbHas oleHKa GUOINCHU NeYeHH U
onpe/ieJleHHe ayTOMMMYHHBIX MapKepoB MO3BOJIAIOT yCTa-
HOBHUTb NIPUCYTCTBHE ABOWHOI0 MeXaHM3Ma NOpaKeHHUs Ie-
yeHU. C BHeipeHUEeM Ge3bIHTepPEPOHOBBIX CXeM Tepanuu
renatuta C sequts AUl B coueTaHUU C BUPYCHBIM reNaTHU-
TOM CTaJIo Jlerye. B OTHOCUTE/IBHO JIETKUX C/Iy4asiX BHavaJje
caeAyeT JeduTh renatut C, a 3aTeM NMOBTOPHO OLleHMBAThb
COCTOsSIHHE MeYeHH.

Aymoanmumeana

AyToaHTHUTesJla — OCHOBHOHM nokasaTesb AUI. ITo BaxkHad
4YacTh JMATHOCTUKH. Peakius HenmpsiMod MMMyHodJr00pec-
nennuu (PHU®) — npenodTuTeIbHBIA M1 OCHOBHOM MeTO[
oTpe/iesIeHUs ayTOAHTHUTEJI B IOBCceJHeBHOM npakTuke [112],
3a UcKJI4YeHueM aHTU-SLA/LP (puc. 2). AHa/u3 BBIOJHSOT
Ha CBeXXe3aMOpOKeHHOM cybcTpaTe, HOJy4YEHHOM OT I'PbI3y-
HOB, KOTOPBIA 006BIYHO BKJIIOUAET MOYKY, eYeHb U XKEJIYA0K.
Takast KOMOUHANMSA 03BOJIAET onpeiesiaTb ANA, SMA, aHTH-
LKM1, a Takxe penkue antutesa aHTU-LC1 u aHTu-LKM3,
ecad aHTU-LKM1 orcyTcTByoT. B TO e Bpema AMA Jierko
onpeJesiloTcs nyTeM npejBaputebHoro PHU®-ckpuHuHra,
YTO IOMOTraeT yCTAaHOBUTb COYeTaHUE UJIU BapuaHTHbIe ¢op-
Mbl AUT-TIBL. [Tos10’)KKUTe/bHYI0 CBIBOPOTKY CJleAyeT TUTPO-
BaTh. Y B3POCJIbIX 3HAYUTEJNbHBIM TUTPOM cunuTaeTrcs 1:40 u
BhbIllle TpU BeinosiHeHUU PHU®. Y neteli Ha quarnos AUT yka-
3bIBalOT TUTPbl ANA nm SMA 1:20; antu-LKM1 1:10, eciu ux

MopaxeHne neveHn HeM3BEeCTHOW 3TUonornm
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Onpepenenve aytoaHtuten PHAN®
Ha cpesax TkaHew rpbidyHoB + SLA/LP
(TBepaodasHbiii MDA unm 6noTTuHr)

!

Y ! ! !

| ANA+ | | SMA+ LKM1/LC1+
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MoBTOpUTL UCCriedoBaHVe
B Creuuan1ampoBaHHoi nabopatopum

OTpuuaTenbHbIi

(Bkntovas atunuyeckne ANCA
1 cneunduyeckue Tectbl Ha LKM1,
LKM3, LC1, SLA/LP, F-aktuH, Ro52,
gp210**, sp100**)
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Puc. 2. IMnupuyYecKuii aJirOpuTM AJI NALUEHTOB C noAo3peHueM Ha AUT uau JIIIII, ocHOBaHHBIN Ha OlleHKe OTBETA Ha JieYeHHe
* Onpepesnenve ypoBHs IgG.
** JTH aHTUTEJIa BhICOKOCTIenGUYHBI A1 AuarHosa [1BL.
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OLIEHHUBAIOT B KOMILJIEKCE C JPyTHMU J1ab0PaTOPHBIMH U KJIU-
HAYECKUMM TO0Ka3aTeJsIMH, YKa3bIBAIOLUIMMY Ha JaHHOE 3a-
6oJieBaHue [54]. [pyrue HMMyHOTHCTOXUMHUYECKHEe MeTO/bI,
B YaCTHOCTH TBepJoda3Hbli MMMyHObEpMEHTHBIA aHAIU3
(MPA) mnu UMMYHOGJOTTUHT, MOTYT HCIOJb30BaTbCH Jis
onpejesieHUs] TaKUX aHTUTeJ, Kak aHTU-LKM1, antu-LKM3,
aHTU-LC1 u aHTU-SLA/LP. TouHble MuIlleHU AJisd aHTU-SLA/
LP ycTaHOBJIeHBI HA MOJIEKYJIIPHOM yPOBHE U UCIO0Jb3YIOTCA
B TBepJoda3HbIx aHanu3ax [4, 112, 113].

ANA u SMA cayxaT Mapkepamu AWI-1, koTOpbId Ha-
6stofaetcsa y 75 % nanueHToB [8, 11, 29], HO He ABJATCA
crnenUYEeCKUMH U 06J1aJal0T INUPOKUM JIMalla30HOM reTe-
POTeHHOCTH B IJIaHEe aHTUI'eHHOHN crnenUPHUYHOCTH, a TaAK-
’Ke IIMPOKOro CIeKTpa TUTPOB. XapakTep ¢roopecreHun
ANA B Hep2-kneTtkax npu AUT 06bIYHO FOMOTEeHHBIH, XOTS
HepeJKO BCTpedaeTcsl U MATHUCTOe OKpalluBaHUe. ITH aH-
TUTesa o6HapyxuBamwT y 43 % nayuenTtos ¢ AUT-1 [29]. Ux
HaJIMyMe CBS3aHO C pa3HOOOPA3HBIMHU aHTUI'€HAMHU, BKJIIO-
yasi TUCTOHBI, JByxuenovyeyHywo JHK (15 %), xpomaTuH u
prU6OHYKJIeONpOTEeNAHbIE KOMILIEKCHI. Kakoro-sn6o ogHOro
naTTepHA UJIM KOMGUHALIMY, TATOTHOMOHUYHbIX AJist AUT, He
cyuiecTByeT. MccnenoBaHUsl pasjiMYHbIX BapUaHTOB OKpa-
murBaHus Ha ANA He UMeIOT NPAaKTHUYEeCKOTO KJIMHUYECKOTO
Y JJUaTHOCTUYECKOTO 3HAYeHHA B NOBCEeJHEBHON NMpaKTHU-
Ke, I03TOMY HMCNOJib30BaHWe Hep2-KJeTOK A/ CKPUHHUHTA
AUT He pexkomenayetcs [112-114]. SMA pearupyioT c He-
CKOJIbKMMM 3JIeMeHTaMHU LUTOCKeJeTa, BKJIlo4yas F-akTHH.
PacnpocTpaHeHHOCTb aHTUTEJ K aKTHUHY, 10 JJaHHbIM JIUTe-
patypsl, coctaBaseT 41 %. [Ipu ncnop30BaHUU B KaueCTBe
cy6oerpara s PHU® cpe3oB moYKH MOXHO yCTAaHOBUTb
TaKHe NMaTTepHbI OKpallWBaHuA, Kak SMAck (cocyzabl/Kiy-
604yku) U SMACKK (cocyznpl/Kay60uKH/KaHaIbIbl). JTH NaT-
TepHbI 4acTo cBA3aHbl ¢ AUI, HO HEMaTOrHOMOHUYHBI AJ1A
Hero. OHU KOPPEJUPYIOT C aHTUTeHHOCThI0 F-akTuHa [112].
B pamkax auarHoctuku AUI MOXHO HMcno/Ib30BaTh aHAIU3
Ha SMA K akTHHY. JTH aHTUTeJla TaKXe MOXHO ompeje-
JITH ¢ moMoulbio TBepaodpaszHoro MDA [114, 115]. Ognako
PHU® npeBocxoauT TBepAodasubiii UPA u obecreynBaet
60Jiee BBICOKYIO CHelUUYHOCTb/YYBCTBUTENIBHOCTh NPHU
onpeseneHud SMA. ®akTU4YeCKH aKTUH — 3TO HE eJUH-
CTBEHHbIN LeseBod aHTureH AUIl-cnenuduveckoit SMA-
PeaKTHBHOCTH, NIO3TOMY IIPH BBIIIOJIHEHUH TBEPLO0PA3HOTO
V@A MoxHO IponyCcTUTH AUarHo3 npuMepHo B 20 % ciayya-
eB [4,112,113,116-118]. PeakTuBHOCTh Ha ANA 1 SMA ya-
CTO HabJII/IAeTCs B OIHOM ChIBOPOTKE, YTO MOBBIIIAET MOIII-
HOCTb aHa/Iu3a.

AnTu-LKM1 wu/unn aHTtu-LC1 ciayxaT ceposiorHyecKu-
MU Mapkepamu AUT-2. 06a aHTHTea HEPEJKO COCYLIECTBY-
10T. B rpynne u3 38 nauuentoB ¢ AUI-2 pacnpocTpaHeH-
HocTb aHTU-LKM1 cocraBuna 66 %, antu-LC1 — 53 % [29].
B oTsinyue oT rereporeHHOCTH aHTUreHOB JJa ANA u SMA
[JlaBHasl MULIeHb-ayTOAHTUreH AJs aHTU-LKM1 ycraHoBJe-
Ha 4eTKo — 3To yutoxpoMm P4502D6 (CYP2D6), nis aHTU-
LC1 — ¢popMumMHuHOTpaHCcPepasa nukaogesamunasa (FTCD).
HecMmoTpsa Ha TO 4YTO LieleBOM aHTHUIeH YeTKO YCTaHOBJIEH,
Hu aHTU-LKM1, Hu aHTU-LC1 Hecnenuduunsb! guas AU OHu
onucaHbl y He6osbiol yactu (5-10 %) B3poc/ablx U JeTei
¢ xpoHuvyeckuM rematutom C [87, 88, 119-123]. Hanuuue
rOMOJIOTMYHBIX TocegoBaTenbHOcTell y CYP2D6 u 6eskoB
Bupyca renatuta C (HCV) ciayxuT OCHOBOH //151 OSIBJIEHHUS
anTu-LKM1-anTHTEN y ManueHTOB ¢ renatuToM C, KOTopble

reHeTH4ecKH npeapacnosioxkensl kK AUT (raBHBIM 06pasoM,
DRB1*07-mo3uTHBHBIE), Yepe3 MeXaHHU3M MOJIEKY/ISIPHON
MUMUKpUHK [124]. CpeAn ApPYruX BUPYCHBIX OEJIKOB TaKxke
BCTpeYarTCs FOMOJIOTM aHTUTeHa-MUlleHU g aHTU-LKM1
[5]. KpoMme Toro, anTuTesna k LKM1 onvcaHbl B TpaHCIJIaHTa-
Tax Ne4YeHU NMalMeHTOB ¢ 60J1e3HbI0 BUibcoHa nmociie anuso-
JIoB OTTOpKeHus [125].

AHTH-SLA/LP —  eAMHCTBEHHOe  aAyTOAHTHUTEJIO,
cnequduyHoe ansg AU u mostoMy o6sajaroliee BbICO-
KOH JIMarHOCTUYEeCKOH 3HAYMMOCTbIO. YCTAaHOBJIEHO, YTO
QHTHUIE€HOM-MUIIEHBIO JJI1 3TOTO aHTUTeJA CIYXUT CHH-
Ttasza (S), xouBeprtupylomas O-dochocepun-tPHK (Sep) B
ceneHonuctenHua-TPHK (Sec). TepMuHoJIOTHYeCKH Tmpa-
BUJIbHOE Ha3BaHWe 3TOU cuHTasbl — SepSecS [126, 127].
PaspaboTaHbl KoMMepueckue Ha6GOpbl AJs OINpejeseHUs
anTu-SLA/LP (TBeppodasubiit UDA u 0T-UMMYHOBJIOTTHHT)
[126, 128]. AuTu-SLA/LP onpepensitorcs npuMepHo y 30 %
nanueHToB ¢ AUT 1 yale cBA3aHbI C HAJIMYHMEM OOBIYHBIX Ay-
TOAHTHUTEJ, HepeJKo ¢ aHTU-Ro52 [128-132], HO WHoOrAa UX
06HApPY>XKMBAIOT KaK eJUHCTBEHHOE aHTHUTeJ0. Hamnune aTux
aQHTUTEJI 03BOJIsIeT BbISIBUTH NMAallUEHTOB C 6oJjiee TsKeJbIM
nopakeHHeM Ie4YyeHU U XyAuM ucxonom [49, 50, 133, 134],
XOTSl IPOrHOCTHYECKask 3HAYUMOCTb UX OZJHO3HAYHO He yCTa-
HoBJIeHa [129, 132].

llenecoo6pa3Ho jasbHelllee onpefeseHHe ayTOAHTH-
TeJs, 0CO6EHHO B CIy4asx, KOTZa NepedrcJeHHbIe BhIIIEe aHa-
JIN3bI 0KA3aJIMCh OTPUIATEIbHBIMU. AHTHTEJIA K IUTOILIa3Me
HeliTpodunoB (ANCA) onpesessiioT, UCNI0JIb3yst PUKCUPOBAH-
Hble B 3TaHOJIE YesJloBeYecKre HeEUTPOodUIIbI ¢ pa3BeZileHueM
ceiBOopoTkH 1:20. Y nanueHToB ¢ AUI-1 Takxke yacTo NpUCYT-
cTByoT atunuyeckue ANCA, noHayany cYMTaBIIKMECH CIeLU-
¢uynbiMu A [1CX n HecnenudUyeCKUX BOCHATUTENbHBIX
3a6osieBaHui kuiteyHuka (HB3K) [135, 136]. [MocienHue
JlaHHble CBUJIETEJBCTBYIOT O TOM, YTO AHTHUIEH-MHUIIEHb
JIOKAJIU30BaH B s/lepHON MeMOpaHe, B CBSI3M C 4YeM HEKOTO-
pble aBTOPbI ONMMCBHIBAIOT 3TH aHTUTeJA KaK NepUuHyKJeap-
Hble aHTUHeHTpouUIbHbIe sijepHble (p-ANNA) [137, 138].
[TonoxxuTeIbHOE OKpALIMBAHUE MOXET CIYKUTb JIOTOJHU-
TeJIbHBIM IOKa3aTesieM B MoJib3y guarnosa AUIL, oco6eHHO
€C/IM aHaJIM3 Ha Apyrue ayToOaHTUTeJa Jjajl OTPULATEIbHbIA
pesyabtatT [27, 112]. AMA, cnequduyeckuit ceposoruyeckuin
mapkep [1B1l, unorga (8-12 %) [139, 140] o6Hapyx«HBaeTcs y
NaleHTOB ¢ KiaccuyeckuM ¢peHoTunom AUT 6e3 mpusHakoB
[IB1] 1 MoxeT cayXUTb nokasarteseM Haandud [1BLl kak co-
MyTCTBYIOLETr0 UK OCHOBHOTO 3a60/1eBaHusA. Tak UM HHade,
NaleHTOB CJeAyeT KaaccuGULUPOBATh U JIEYUTh B COOTBET-
CTBUH C KJIMHUYECKUMU JJAHHBIMH.

CepoJioruyeckoe Mcc/ae/loBaHue NPU ayTOUMMYHHBIX 3a-
60/IeBAaHUAX OCTAETCS AaXHMJJECOBOH NATOM JUAarHOCTHUKU
AWI. ®aktuyecku aasa BoinosHeHuss PHU® ¢ umcnosnb3oBa-
HUeM TKaHel I'pbI3yHOB (110 MHEHHIO KOMHUTETa M0 ayTOUM-
MyHHOH cepoJsioruu IAIHG, 3To iydLinii MeToZ, onpeeaeHust
ayTOAHTHUTEJI) TPEGYIOTCS ONbITHBIE JJAGOPAHTHI, @ CAM METO/
TPYZAOEMOK M HeJOCTAaTOYHO CTAaHJAPTH30BaH. B peasbHOH
KU3HU NOJIydeHHe COOCTBEHHBbIMH CHJIaMH KaueCTBEHHBIX
cpe3oB s PHU® npeacraBisieTcs HeBBIOJHUMOM 3ajauei.
Ha priHKe MMeloTCsl KOMMepyecKkHue CyOCTpaThl, XOTs UX Ka-
4YecTBO He BCerza Xopoluee. ITH Cy6CTPaThl JJist NPO/JIEHHUs
CpoKa roZIHOCTH 06pabaThbIBAlOT KOHCEPBAaHTAaMH, KOTOpPbIe
JaloT GOoHOBOE OKpallMBaHME, YTO MOXKET 3aTPYAHHUTb HH-
TeprpeTanuio KapTUHbI GJII00PECLeHIHH.
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KiinHu4yeckue pekoMeHJaluu

B cBA3M ¢ 3TUM HAGUPAIOT MONYJIAPHOCTb APYyrUe MeTo-
Jbl, HanpuMep TBeppodasHbii UPA. dTomy cnocobeTByeT
BHe/IpeHHEe Hab0pOB, OCHOBAHHBIX Ha PEKOMOWHAHTHBIX/
OUMILeHHbIX aHTUreHax-mulleHsx (CYP2D6, FTCD, SLA/LP,
F-akTuH). OfHako ucnoJsib3oBaHue TBeppodasHoro NDA B
KayeCTBe e/IJUHCTBEHHOI'0 OCHOBHOTO HcciefjoBaHus Ha AUT-
acCOLMMPOBAHHbIE AyTOAHTHUTEJA HEBO3MOXHO, NMOCKOJIbKY
OTCYTCTBYeT KOMOWHAIMs MOJIEKYJSPHBIX MapKepoOB JJis
HajzexxHoro onpepeneHus ANA u SMA, Torza Kak 3TOT METO[
JlaeT Takue e pe3yabTaThl, kak U PHU®, npu onpesenenun
aytoaHTuTea (aHTU-LKM1, anTtu-LC1), aHTUreHBbI-MUILIEHU
KOTOPBIX YCTAHOBJIEHBI Ha MOJIEKYJIApHOM ypoBHe [141]. Ha
puc. 2 mpeAcTaBJieH aJrOpUTM OIpeJieJIeHUsl ayTOaHTHUTe]l
npu AUT.

TuTpel U crneyPUUYHOCTh AyTOAHTUTEN B TedyeHHe 06O-
JIe3HU MOTYT MEHSTbCs. Y NMallueHTOB, KOTOpPble ObLIN cepo-
HeraTUBHbBIMH Ha MOMEHT YCTaHOBJIEHUS JHMarHosa, ayTo-
aHTHUTeJIA MOTYT ObITb O6GHapyXeHbl mo3nHee [142, 143].
dakTHyecKd NOBTOPHOE HCC/Ie0BaHME I03BOJIAeT OOGHa-
PY’KUTb ayTOAHTHUTEJA U MOCTABUTh NMPABU/IBHBIA JHArHo3
[27,112,113]. Y B3poC/bIX TUTPBI ayTOAHTUTEJ O4eHb CJ1ab0
KOppeJMpPYOT C aKTUBHOCTBIO 3a60/1eBaHUs, KJIMHUYECKUM
TedyeHHEeM M OTBETOM Ha JiedeHue [144], moaToMy HeT He06X0-
JMMOCTH Pery/IsSIpHO KOHTPOJIMPOBATh 3TOT MapaMeTp, 3a UC-
KJII0OYeHHEM CYyLleCTBeHHOI0 U3MeHeHHs KJIMHUYECKHUX Mpo-
ABJIEHUU. Y JAeTel ke TUTPbl ayTOAHTUTEJ MOTYT CJIY>KUTb
LleHHbIMU 6MOMapKepaMM aKTHUBHOCTH Ipoliecca 1 IokasaTe-
JieM oTBeTa Ha JeyeHue [145]. B yacTHoCcTH, TUTp aHTU-LC1,
KOppe/supysl C aKTHUBHOCTbIO 3abo0JieBaHHUsl, 3HAUUTEJbHO
(> 50 %) cHM>KaeTCA MM McYe3aeT BO BpeMs peMHUCCHH U pe3-
KO MOBBIIIAETCS BO BpeMs penuzuba [146].

O6HapyKeHHe ayTOAHTHUTEJ UTPAEeT [JIaBHYIO POJIb B iNa-
rHo3e AU [lepcoHasn 1abopaTOPUU U KJIMHULUCTBI JJOKHBI
MOBBIIIATE CBOM ONBIT OLlEHKU NMpOsIBJIeHUM 3a60/1eBaHUA U
HMHTepIpeTaluy ayTOUMMYHHBIX CEpOJIOrMYeCKUX IloKa3aTe-
JIeW TOpaXKeHUs MedyeHH, YTOObI MPUHECTH MaKCHUMaJsbHYIO
M0JIb3Y CBOMM NalMeHTaM. JTH JlabopaTOpHbIe HCCIeA0Ba-
HUA CJleJlyeT Ha3HAyaTh ljeJieHaNpaBJIeHHO, UCXOs U3 ybe-
JUTEJbHBIX KJIMHUYECKHUX JaHHBIX, a pe3y/bTaTbl HeJb3s
MHTepIpeTHpOBaTh 6e3 yyeTa KOHKPETHOM KJIMHHUYECKOHN
cuTyauuu. Jlue nocje 3TOro MOXXHO NPUHUMAThb 3/paBble
060CHOBaHHbIE pelleHUs U UCI0JIb30BaTh CEPOJIOTHYECKYIO
JIMarHOCTUKY BO 6J1aro nanueHToB. HakoHel, He BO Bcex Jia-
60paToOpHAX MOKHO CZieaTh OJHbIM KOMILJIEKC aQy TOUMMYH-
HBIX CEPOJIOTMYECKUX TeCTOB. BaxkHO HAaWTH Te J1abopaTopuy,
KOTOpble MOTYT JaTb IOJHYI XapaKTePUCTHUKY CbIBOPOTKH
nalnyeHTa, 0CO6eHHO B HeOINpe/ieJIeHHbIX CJIydastX.

T'ucmosozus

Heo6xoUMBbIM yC/IOBHEM AJis MOCTAHOBKU JuarHosa AUT
CIIY>)KUT O6uoncus neyeHu [26-28]. [lomuMo nesiedt guarso-
CTHUKH THUCTOJIOTMYECKOe HCCJe[JoBaHHe HEeO6XOJHUMO JJIs
BbIOOpA TAKTUKHU JIeYEeHHUS U, €CJIM HEeT IPOTHUBOIIOKA3aHHUH,
JIO/DKHO 6bITh BBINOJHEHO /10 Hadyasa JjedeHus [27, 28]. B
caydae TsDKeJIOM KoarysonaTHH MOXHO HCIOJb30BaTh fl0-
CTyN 4Yepe3 sipeMHYI0 BeHY, B YaCTHOCTH IIPU OCTPOM/MOJI-
HMEeHOCHOM HauvaJle 3a6osieBaHus. C Jpyroi CTOPOHBI, [0Ka-
3aHa 6€3011acCHOCTb GMOIICUH M0/, BU3yaIbHBIM KOHTPOJIEM B
X0Jle MMHU-JIanapockonuu [147], naxke B cy4asx BbIpaKeH-

HOH KoarysonaTtuu [148]. ITa npoueaypa no3BoJseT MOJIY-
YUTb U HEKOTOPYK JOMOJHUTEJbHYI MHopManui [147,
149]. ins AUT TUNUYHBI NepUNOPTaNbHbIHA (MOTPaHUYHBIN)
renaTUT C JIOTHBIMU IJIa3MOLMTAPHBIMU U JIUM$OILIa3Mo-
LUTAPHBIMU UHOUIbTpPAaTaMM, 06pa3oBaHUe renaToLUTap-
HBbIX pO3eTOK, 3MIepunose3 (aKTHBHOe NPOHHKHOBEHHE
OJIHOH KJIeTKH B 60Jiee KPYNHYIO KJIeTKY 6€e3 MOBpexX/eHus
MocJieIHEN), OTEK renaToONUTOB U/WUJIN NUKHOTUYECKUH He-
Kpo3 [28, 150, 151]. [lnazamaTuyecKkue KJeTKU 0O6bIYHO CKa-
IJIMBAIOTCS HA FPaHULE MEX/AY CTPOMOH U MapeHXUMOH, a
TaKXKe ONpeJeJsIOTCS 10 BCEH JJ0JIbKe, XOTS UX MasodMC-
JIEHHOCTb B BOCIIaJINTeJIbHOM HHUIbTpaTe (34 % Bcex ciy-
4yaeB) He MPeNsATCTBYEeT YCTAaHOBJIEHUIO JuarHosa [150, 152,
153]. Mopdosiornyeckux Npru3HaKOB, KOTOPble MOXKHO OBIIO
OBl Ha3BaTh MATOTHOMOHUYHBIMU AJis AUT, He cyliecTByeT.
[lepunopTa/nbHbIF renaTUT — HecnenuUIECKUN TPU3HAK;
ero MOXXHO OGHapy»HTb y HNALMEHTOB C JIEKAPCTBEHHBIM,
BUPYCHBIM HJIM UMMYHOOIIOCPE/JOBAHHBIM [TOPA)KEHHUEM ITe-
YeHH.

Takyve NpPU3HAKU BBIPAXKEHHOW BOCHAJIUTEJNbHOW akK-
THUBHOCTH, KaK MaHJOOYJISPHBIM TenaTUT, MOCTOBUAHBIN
HEKpO3 U MaCCHBHBIM HEKpPO3, BCTPEYAlTCs PeXe U Mo-
ryT HabJI0AaThCsd MPU OCTPOM Havase 3aboJsieBaHUs [27].
XapakTepHass THCTOJIOTMYeCKass KapTHHA IpeJCcTaBjeHa
NaHalMHAPHBIM renaTUTOM (KOJIJIANC NMapeHXUMbl), KOTO-
pbIH 0COGEHHO YaCTO BCTpevyaeTcsl B OMONTATAX, B3ATHIX B
NepuoJ, OCTPOro HavaJia 3a6osieBaHUsA. JTa KapTHHA BeCbMa
M0X0’Ka Ha JieKapCTBeHHbIH renatutT [154, 155]. MoxeT Ha-
6J11071aThCsl, HA06OPOT, NEPULLEHTPaIbHbIN HEKPO3 (3-5 30HA
PannanopTa), KOTOpbIA TakXke HallOMHHAeT OCTPOE TOKCH-
Yyeckoe nopakeHue nevenu [107, 156, 157]. 3Tu ructosoru-
YecKHe BapUaHThl TOPAXKEHUS NeYeH! HeJJaBHO ObLIU Npeji-
JIOXKeHBI UCC/IeloBaTeIbCKON IPYNINON 110 U3y4YeHHUI0 OCTPOH
Ne4yeHOYHOW HeJ0CTaTOYHOCTH MHCTUTYTOB 30poBbs CIIA
B KayecTBe KOMILJIEKCA JJUarHOCTHYeCKUX KputepueB AUIL,
NPOSIBJISAIONIEr0CS OCTPOH NMeYeHOYHOH HeJ0CTaTOYHOCTbIO
[37]. JlomomHUTEIbHBIE TPOSIBJIEHUS B CJIy4YasiX OCTPOH Iie-
YeHOYHOW HeJI0OCTAaTOYHOCTH, BbI3BaHHOU AMUI, Bk/OYarOT
NPUCYTCTBUE NOPTAJbHBIX TUMGOUIHBIX GOJIIUKYI0B, BOC-
NaJUTEeNbHbIM HHOUABTPAT, GOTaThlil MJa3MaTHYeCKUMU
KJIeTKaMU, U LeHTpaJbHbli nepuBeHyauT [37, 107]. B no-
BTOPHBIX GUONTATaxX Me4YeHH, MOJy4eHHBIX Y MALMEeHTOB C
OCTPBIM HayasIoM 3a60JieBaHUA, OTMEYEH Nepexo/| OT NepH-
LeHTPAJbHOTO rernaTuTa K nepunopranbHoMy [158]. 3tu
HabJ110/leHUsI TOBOPSAT O TOM, UYTO IePHUBEHYISPHbIe U3MeHe-
HUS MOTYT ObITb PAHHUM T'MCTOJIOTMYECKUM INPOSIBJIEHUEM
AT, KoTOpoe OTCYTCTBYET B 6MONTATAX, HOJYYEHHBIX 1103-
xe. MoryT Hab/0jaTbCs U Apyrve U3MeHEeHUs, Takhe Kak
rpaHy/ieMbl, XOJIaHTUT, CTeaTO3 UJIM CTeaTOTreNnaTHT, OAHAKO
B C/y4yae 3HAYUTEJbHOW BBIPQ)KEHHOCTH OHM YMEHbIIAIOT
BeposATHOCTb guarHo3a AUL B 10 % cayvyaeB onucaH Boc-
MaJUTEeNbHbIH JUMQOUUTAPHBIA HHPHUABTPAT KETUHBIX
NPOTOKOB. Y 3TUX JIUL, 0GBIYHO OTCYTCTBYIOT KJIUHUYECKHUE,
cepoJiorTHYecKHe W UMMyHoJslorudeckue npusHaku IIBL, a
IpH JIeYeHUH KOPTHKOCTEPOUAaMU HAGII0AeTCs XOPOLINH
OTBET, KaK y MalueHToB C Kiaccuieckum AWT [63, 159]. Ha
MOMEHT yCTaHOBJIEHUS] JAMarHosa NpUCYTCTByeT ¢u6po3
pas/M4HOM cTajguu. [IpumepHo y '/, NalMEHTOB y>e OTMe-
yaeTcsa uuppo3 [150, 151, 160]. [Ipu MakpocKomuyecKou
OlleHKe MyTeM MHHM-JANapOCKONUU 4YacTOTa BbIABJIEHUS
1Mppo3a NoBbIlaeTcs [0 '/, ciydaeB, NOCKOJbKY KPYIHO-
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y3J70BOHM xXapakTep uupposa npu AUl MoxxeT 06yCI0BUTH
JIO)KHOOTPHUILIATENbHBIA pe3yJbTaT GUONCHHHOrO HCCJIENO0-
BaHHA NMpPU OTCYTCTBUU (UOPO3HBIX NMEPETOPOLOK MEeXIy
pereHepupymoILUMU JoJbkaMu [147, 161]. UHTepecHO, 4TO
TUCTOJIOTUYECKHE TNPOSBJIEHUS  HEKPOBOCHAJIUTENbHON
aKTUBHOCTH U TshkecTH AUl HepeaKo He COOTBETCTBYIOT
GHOXUMHUYECKON aKTUBHOCTHU 3a6osieBanus [27, 28, 34, 40].
TakuMm o6pa3om, OHONICHSA NEYEeHU I103BOJISET MHOJYYUTh
NPOTHOCTUYECKYI0 HMHPOpPMAIMI0 U OOGOCHOBATb TaKTHUKY
JledeHust. Hanpumep, Hajn4yue LUppo3a BJIMUSET Ha BbIGOD
U J103y UMMYHOCYIIPECCHBHBIX IIPENapaToB U yKa3blBaeT Ha
HeO0O6X0/JMMOCTb PEery/sipHOro o6c/e/J0BaHUsA MalMeHTa Ha
npesiMeT TaKUX OCJI0KHEHUH, Kak BapMKO3HO€e paclIMpeHue
BeH nuuieBoza u I'LIP. Jly4yine Bcero, ec/ivd rucToJIoruyeckue
npenapaTbl M3Y4YUT ONBITHBIM T'MCTOMATOJIOT, KOTOPBIH B
HanboJiee CJHOXKHBIX CJAy4yasX JOJDKEH 0OCYAUTb BOIPOC C
KJIMHULUCTOM. [1aToJI0T 0JKEH OLEHUTD BOCIAJUTEIbHYIO0
akTUBHOCTb N0 MAI, a5 TOro 4To6bl 3a BbIPa)KEHHOCTBIO
BOCIAJIEeHUs] MOKHO OBbLJIO CJeJUTb BO BpeMs JIeYEHUA U
JlMcIaHcepHOro HabsozeHus. HecMoTps Ha pacTymui uH-
Tepec K HEMHBAa3WBHBIM MeTO/aM olleHKH ¢ubposa u Boc-
najieHust, 6GOJIbLIMHCTBO UCCIEL0BAaHUN 3THX METOAUK BbI-
MOJIHEHO Y NMalMeHTOB ¢ renatutoM C, a B oTHomeHuu AUT
JlaHHble BecbMa CKyJHble. OTpaHUYE€HHOCTb KJIMHHUYECKOI0
NpUMeHEeHHUs 3TUX MeTofoB npu AUI, B yacTHOCTH ynbTpa-
3BYKOBOU 3j1acTorpaduu neyeHu, 00yCJA0BIEHA HAJNOXKEHHU-
eM HeKpOBOCMa/JUTeJbHbIX U3BMeHeHUH B $pa3e 060CTpeHUs
3a00JieBaHUsl HA UBMEHEHHS, CBSI3aHHbIE C LIUPPO30M COOT-
BeTCTBYMWILeH craguu [162]. HegaBHO 6blu NpeJioKeH He-
WHBAa3UBHbIM JAMAarHOCTUYECKUH HMHJIEKC NPOrHO3UPOBAHUSA
BOCNAJINTEJIBbHON aKTUBHOCTH U TSXeCTH $UOpo3a, 0CHO-
BaHHBIH Ha CTAHZAPTHBIX JIA6OPATOPHBIX IOKAa3aTessdX y
nanueHToB ¢ AUI, KOTOpBIA CAYyXKUT YAOOGHBIM CpeJiCTBOM
KOHTPOJIs1 aKTUBHOCTH 3a00JI€EBaHUS BO BpEMS JIeYeHUSs], HO
B HaCToOsilllee BPeMsi OH He CIOCOGEH 3aMeHUTb OHUOICHIO,
0COGEHHO Ha MOMEHT YCTAaHOBJIEHHs AuarHosa [163].

ﬂuaZHocmuquKue Kosiu4ecmeeHHble Kpumepuu

B 1999 r. IAIHG ony6JiKoBa/la KOMIIJIEKCHYIO 0asJIbHYIO
CUCTeMYy, KOTOpas npeJycMaTpUBaeT PaHXKUPOBaHHE Kax-
JIOTO KJIMHUYECKOTO, 1a60paTOPHOT0 ¥ I'MCTOJOTUYECKOT0
MoKasaTeJis, a TaK)XKe OTBEeT Ha JIeYeHHe KOPTUKOCTepour/ia-
Mu [27]. ITa cucTeMa U3HavyaJbHO GblIa pa3paboTaHa s
Bbl/leJIEeHUs] OJHOPOJHbIX KOTOPT mauueHToB ¢ AUl pns
y4acTHusl B KJIMHUYECKUX UCCJIe/J0BAaHUSAX, A He JIJIsl JUarHO-
ctuku AUT' y KOHKpeTHOro 4yesioBeKa. ITa cUCTeMa 6blia
anpo6upoBaHa B HECKOJIbKMX paboTax [164-166], u, He-
CMOTpS Ha TO YTO OHA pa3paboTaHa KaK MHCTPYMEHT JJIs
ob6ecreyeHusI CONOCTABUMOCTH MONYJSALUNA B KIMHUIECKUX
HCCIelOBAaHUSAX, OHA MOJIyYMsa IIHPOKOE pacnpocTpaHe-
HUe B KJMHUYECKOH NpaKTHKe /Js OLEHKHU NalUeHTOB C
HaJIMuMeM HeCKOJIbKHUX NPU3HAKOB 3a00JIeBaHUs UJIM aTH-
HNUYHBIMHU NPOABJIEHUAMH, KOTOPble HEBO3MOXXHO OLlEeHUTh
C MOMOLIbIO ONMHCATeJbHBbIX KpuUTepueB [167]. OcHOBHBbIE
NpHU3HAKH, Ha KOTOPBIX OCHOBaHA 3Ta JHUarHoCTHYecKas
cucTeMa, NpejcTaBieHbl B TabJs. 5. IlpensTcTBUeM s
HCI0JIb30BAHUS 3TOW IIKaJIbl B KIMHUKE CIYXKUT €e CJI0XK-
HOCTb U HECNIOCOGHOCTDb YyeTKo auddepennuposats AU u
xoJiecTaTU4yeckue cuHpoMbl. B 2008 r. IAIHG pa3paboTa-

Jla yNpoIeHHY0 IKaly JJIl NOBCeJHEeBHON KJIWHUYECKON
npakTUku [28]. OHa ocHOBaHA Ha YeThIpeX MapaMeTpax:
Ha/lM4yve U TUTP ayToaHTUTeJ, onpefenseMblx PHU® unn
TBeprodasHbeiM UPA (g1 aHTU-SLA/LP), KOHLEHTpayus
IgG B CbIBOpOTKe, HaJlM4Me TUINHWYHOM HMJIU COBMECTUMOM
TUCTOJIOTUYECKOW KapTHHBI, OTCYTCTBHE MapKepoB BUPYC-
Horo renatuTa (cM. Ta6.. 6). [lo cpaBHEeHHIO € TepBOH CH-
CTEMOU yNpOLeHHbIA BAPUAHT 00J1a/1aeT HECKOJIBKO MEHb-
el YyyBCTBUTeNbHOCTBIO (95 vs 100 %), Ho 6os1ee BBICOKOU
cnenuduyHocTbio (90 vs 73 %) u TouHOCTBIO (92 vs 82 %)
[55, 166, 168, 169]. Kak noka3bIBalOT HEKOTOpbIE UCCIE/0-
BaHHs, 3TA CUCTEMa XOpoLIo paboTaeT y MallMeHTOB C Ba-
puantom AUT-TIBI] [168, 170]. 3Ta cucTeMa He OlleHUBAET
OTBET Ha JieYeHHe KOPTHUKocTepoujaMu [169], KoTopbiii
SIBJISIETCA JJONOJHUTENbHBIM KPUTEpHeM, a Ipex/Je BCero
CJIY>XUT PYKOBOJCTBOM [iJIs1 HauaJ/la JieueHHUs, KOria cBejie-
HUI 06 OTBeTe Ha JieueHHe, eCTeCTBEHHO, ObITb He MOXeT.
JlaHHas ynpolleHHas OLleHOYHas CUCTeMa MO3BOJISIeT HC-
ka04uTh AUI' y nanMeHTOB ¢ JpyruMy 3a60/IeBaHUAMU U
CONMYTCTBYIOIMMH UMMYHHBIMH HapyleHusMu [166, 170],
HO BMeCTe C TeM HeceT 60Jiee BbICOKYIO BEPOSITHOCTb OIIU-
GOYHOr0 HCKJIOUYEeHHUs [AHarHo3a B aTUNUYHBIX CJy4asax
[166, 169, 171]. [lna noATBep}KAeHUS 3TUX HAOJIIOAEHUN
TpebyeTcs MPOCNeKTHBHAA OlleHKa JaHHbIX KPUTEpHUEB.

TakuM 06pa3oM, YNpPOIIEHHBIMH KPUTEPUAMH YA0OGHO
[10/1b30BaThCsl, 3TO XOPOLIUH NHCTPYMEHT [JIsi IPUMEHEHHUS B
MoBCeZiHEBHON KJIMHUYeCKOH npakTuke. C Apyroi CTOPOHBI, B
OTCYTCTBHE JJUAarHOCTHYECKOTO «30JI0TOr0 CTaHJApTa» KJIH-
HULMCTBI JJO/DKHBI NI0JIaraThCs Ha JII00Y0 AUarHOCTUYECKYI0
CHUCTeMY TOJIbKO KaK Ha BCIIOMOTaTeJIbHOE CPeJiCTBO IUarHo-
ctuku AUT [172] 1 ucnosib30BaTh KPUTEPUH C YIETOM KJIHU-
HUYECKOU CUTyalUH. B 3TOM KOHTEKCTe CTaHJapTHbIE Aua-
FHOCTUYECKUEe KPUTEPUU He BCerjia MO3BOJISIOT NMOCTaBUTh
AnarHos AUT y nanyeHTOB € OCTPbIM UJIM MOJIHHEHOCHBIM Te-
yeHueM. OcTpblil uau MosHHeHOCHbIN AUT XapakTepusyeTcs
BHe3alHbIM MOSIBJIeHHeM CHUMIITOMOB, 4acTO C OCTPOH INeye-
HOYHOM HeJI0CTaTOYHOCTBIO. CJI0)KHOCTb YCTaHOBJIEHUA Aua-
rHO3a CBSI3aHa C OTCYTCTBHEM OOIENPHUHATOrO ONpee eHus
[173] u peHoTunmyeckux xapakrepuctuk AU daktuuecku y
25-39 % nayueHTOB € ocTpo Bo3HUKarouuM AUT oTMevaeTcs
HOpMasibHbIH ypoBeHb IgG [106, 107],ay 9-17 % — He omnpe-
JleJISTIOTCS TUPKYyIMpylolnye ayToanTurena [39, 106]. Bosree
BBICOKHH NPOILIEHT NaljMeHTOB C HOPMaJIbHBIM ypoBHeM IgG
B 3TOH CHUTYallUd MOXXHO OOGBSCHUTH HEOOJIbIIOW MPOJOJI-
YKUTEJIbHOCTbIO BOCHNAJUTEJbHOTO Npolecca. 06s3aTesbHO
cleAyeT AesaTh GUOMNCUIO TIeYeHHU, XOTs KJacCuuecKue Hapy-
LIeHus, MaTOrHOMOHUYHbIe A AUI, HepeKO OTCYTCTBYIOT
Y Hanb6oJiee BbIPa)KEHHBIM U3MEHEHHEM SIBJISI€TCS NepHULleH-
TpaJibHbIHA HeKpo3 [37, 156-158]. Ha cerosiHsl uMeeTcs1 04eHb
MaJIo JaHHBIX, KACAIOUIUXCS NPUMEHEHHs OMyOJIMKOBAaHHBIX
OIIEHOYHBIX CHUCTEM B YCJIOBUAX ocTporo Hadasa AMUT [169,
174]. Y 70 nanueHTOB C MOJTHUEHOCHOM MeYeHO4YHOU HeJo-
CTAaTOYHOCTbIO NepecMOTpeHHas 6GaJl/IbHas CUCTeMa yKasbl-
BaeT Ha fuarHo3 AUT B 40 % cny4aes, Torja Kak ynpolieHHas
cucTeMa — TOJIbKO B 24 % [169]. B pyroii cTaTbe 0TMeYeHoO,
4yTO U3 55 ManUeHTOB C OCTPBHIM/MOJHUEHOCHBIM HayajloM
AWT oneHka 1o nepecMOTPEHHOH IIKajJe COOTBETCTBOBaja
AUT B 91 % cnyyaes, ynpoleHHOH Bepcuu — B 40 % [174].
[IpuMeHeHMe JUAarHOCTUYECKUX OLLleHOYHBIX CUCTEM B N10A06-
HBIX CUTyallUsIX HE0O6X0AUMO 6GoJiee IJIy6OKO U3yYUTb B MPO-
CIeKTHUBHBIX UCCJIeJOBAHUAX.
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KiinHu4yeckue pekoMeHJaluu

10. AUl — 310 KAMHMYeckuin anarHo3. AnarHo3 AU npe-
XOe BCEr0 OCHOBaH Ha OOHApYXeHUN ayTOaHTUTEN, M-
nepraMmmariodyamHeEMUM U TUMUYHOM MW XapakTepHOMN
rMcTonormyeckon kaptuHsl (11-2).

11. TlloBbllWeHHbI ypoBeHb |gG, ocobeHHO B OTCyTCTBME
uUMppo3a, CAYXUT OTAMYUTENbHbIM Mpu3Hakom AUT.
CenexTnBHOE NoBbiweHne IgG npy OTCYTCTBUM MOBbILLE-
HUs IgA n IgM ocobeHHo xapaktepHo ans AUT (11-3).

12. HopmanbHbili ypoBeHb IgG nnu y-rnobynvHa He UCKIIo-
YyaeT guarHo3 AU, Y 60nbLUMHCTBA NauMeHTOB Nocsie Ha-
Yyana nevyeHust HabnogaeTcs cHukeHne yposHsa IgG ().

13. Uupkynupylowme opraHoHecneumpuieckme aHtute-
na onpegensiTca y 6onbliMHCTBA naumeHToB ¢ AUT.
MpodunmpoBaHne ayToaHTUTEN MPUMEHSIOT Ans cyO-
Knaccudukaumm naumeHTos ¢ AUN:

—  AUTr-1 (ANA n/unn SMA-NO3UTUBHBIE);

- AUr-2 (LKM1, LKM3 n/unn LC-1 no3nTuBHLIE);

—  AUI-3 (SLA/LP-no3uTuBHbLIE).

KnuHnyeckasi 3Ha4MMOCTb AaHHOW cybknaccudukaumm
noka He onpeaenexa (11-2).

14. Henpsimas MMMYHOMIIOOPECLEHUMS CAYXUT METOO0M
BblbOpa B kayecTBe cpeacTtBa amarHoctukn ANA, SMA,
LKM un LC-1. UMmyHoaHann3 (TBepaodasHeiin MDA, Be-
CTEPH-BJIOTTUHT) CIY>XUT METOLOM BblOOpa NPV AMarHo-
ctuke SLA/LP. MeToapl 1 NOPOroBble 3HA4YEHUS JOKHbI
ObITb Yka3aHbl nabopatopuen ().

15. [ucTonornyeckne NposiBieHUs renatuta — NpPeanochis-
Ka K ycTaHoBneHuio guarHosda AUI. Fvctonormyeckoe
1cCrefoBaHNE A0MKHO ObITb YACTbIO MEPBUYHOIO 06Ce-
noBaHua nauvenTa (11-2).

16. Mopdonormiecknx NPOSBAEHNM, NATOrHOMOHUYHbIX A5
AUT, He ycTaHoBNeHo. Ha AUT ykasbiBaeT nepunopTasnib-
HbIA FrenaTuT, NEPUNOPTANIbHBIN HEKPO3, SMMNEPUNONES n
renaTouuTapHble PO3ETKU. OTU NPU3HAKM NaTonor Aos-
>KEH yKasblBaTb NMOMUMO BblpaXeHHOCTH renatuta (UAT)
1 ctagum 3abonesanus (I1-2).

17. TlepuueHTpanbHbIA HEKPO3 MOXET HabngaTbCs npu
ocTpom Havane AUT. OH HeoTanuum ot JITM (11-3).

18. YnpoweHHasa wkana (2008) IAIHG cnyXuT MHCTPYMEH-
TOM /19 UCMOJIb30BaHUSA B NMOBCEAHEBHOW K/IMHNYECKOM
npaktuke (11-2).

C yyeTOoM OTBETA Ha JieYeHMe NepecMOTPEHHas LiKana
(1999) IAIHG no3BonsieT NOCTaBUTb ANArHO3 B TPYAHbIX
cutyaumsax (11-2).

19. Ecnu y B3pocnbix ¢ AUl onpegensioTcs xonecrtatuye-
ckne nabopaTtopHble N3MEHEHUsI, CriefyeT PacCMOTPETb
uenecoobpasHocTb (MP-)xonaHruorpadumn ans amarHo-
CTUKU cknepo3aupytoutero xonanrura (11-3).

20. Kak Ha aTane yCTaHOBJIEHMS AMarHo3a, Tak U B nepuop,
HabMOAEHNS MOXHO BUAETb COYeTaHne npusHakos AU
1 xonectatuyeckoro 3aboneBaHus neyeHun. MaumeHToB
C Mpu3Hakamu xonecTtasa cnegyeTt obcnenoBatb Kak Ha
MBL, Tak 1 Ha MNCX (11-2).

JleyeHue AUT

Lenb nedenuss AUl — pocTukeHMe MOJHOW peMUCCUU 3a60-
JIEBaHUs U NpeJIoOTBpallleHHe MPOTrpecCUPOBAHUS TOPAXKEHUS
neyeHH. /Il 3TOro Heo6XoAMMa MPAKTUYECKH MOCTOSTHHAS

o ilep>KUBaloIasa Tepanus WM UHAYKIUA YCTOWYUBON pe-
MHCCUH C TOCJeAyIoLied OTMEHOU JieueHHUs (AOCTHXKUMO Yy
MeHblIlled YaCcTH NalueHTOB).

CoBpeMeHHble CXeMbl HMMYHOCYNPEeCCMBHOW Tepaluu
OCHOBaHbl Ha pe3y/JbTaTax HCCJAeJOBAaHUM, OMyOGJIMKOBaH-
HBIX IVIaBHBIM 06pa3oM B 1970-1980-e roaw! [175-179]. B
X0Jle 3THUX MCC/IeJJOBaHUN GblJIO YCTaHOBJIEHO, YTO HeJseye-
HbIA yMepeHHbIH WM Tskenbld AWUI (ciMBHOM Hekpo3s B
ouonTaTax neyeHu, akTUBHOCTb AcAT > 5 x BI'H, ypoBeHb
y-rjo6ynuHa > 2 x BI'H) xapakTepusyeTcsi o4eHb IJIOXHUM
MPOTHO30M, a UMMYHOCYIIpecCMBHasl Tepanus yjayduaeT 61o-
XUMHUYeCcKHe ToKa3aTeJu (QYHKIMU MeYyeHH, CHIKAeT BbI-
paXeHHOCTb CUMITOMOB M NpOJJieBaeT >KU3Hb MALHeHTOB.
[TocKOJIBKY 3TH HCC/IeOBAHHS BBINOJHEHBI A0 OTKPBITHUS
HCV, Bno/siHe BO3MOKHO, YTO B HUX Y4aCTBOBAJ/IM U MaLUEHThI
crenatutoM C.

[losib3a UMMYHOCYNPeCCUBHOW Tepaluu B IJIaHe yIyd-
LIeHUsl UCXOJ0B y MallMeHTOB MOXHUJI0T0 Bo3pacTa 6e3 KJH-
HUYEeCKUX MNpPOSIBJIEHUH, CO €l1aboH HEeKpPOBOCHAJUTENbHON
aKTHUBHOCTBIO IO JJAHHBIM OWOIICMU TeYeHW He J0Ka3aHa,
M03TOMY TaKTHKa JIeUeHUs B 3TUX C/Iydasx YeTKO He pervia-
MeHTHpoBaHa (puc. 3). CBA3aHHbIe C JledeHUEeM NO06GOYHbIe
3$deKTbl JO/KHBI YPAaBHOBEIIMBATbCA PUCKOM CyOKJIUHMU-
YeCcKOro NpOTpeccHpoBaHMsA 3ab0JieBaHHUS U NEPeXoJoM B
KJIMHUYECKH BBIPa)KEHHYI 60JIe3Hb, @ TAKXKe O0XH/AaeMbIM
MOJIHBIM WJIM YCTOWYUBBIM OTBETOM Ha JiedeHue. 10-n1eTHsA
BbDKHBAEMOCTb HeJleYeHbIX MaIlMeHTOB C JIETKUM TedeHHueM
3aboJieBaHus cocTaBasieT 67-90 % [180, 181]. B oanoM us
HEKOHTPOJIMPYEMBIX HCC/IeJ0BaHUH Y HeJleueHbIX TaLlUeHTOB
6e3 KJIMHUYeCKUX MPOABJIEHUH MPOJOIKUTENbHOCTb KU3HHU
OblJ1a TAKOW 7K€, KaK U Y GOJIbHBIX, MOJTy4YaBLUIMX UMMYHOCY-

| [OwnarHos AU |

Y Y

BbiDaKEHHb AKTUBHOE Ilerkasi cteneHb 3aboneBaHus
qmspa /eM . || sabonesanve ||(AnAT <3 x BIH; UAT < 4/18),
po3/Lnppos (MAT > 4/18) 6e3 BblpaxxeHHoro chnbposa

v Y Y

| JleyeHne HeobxoaMmMo | PeLueHne o neveHnn npuHn-

MaeTcsl MHAVBUAYanbHO, C
* YYETOM criefyHoLLyX (hakTOpOB:

| WHayKunoHHas Tepanus |<— — Bo3pacT
— COMyTCTBYHOLLAs NaTonorvsi

— MHEHVe nauveHTa

— pesyrnbTaTbl CEPOIIorMYeCcKoro

nccnenoBaHust

!

Mpwu oTCyTCTBUM NEYeHUs
MOHWUTOPUHT Kaxable 3 Mec.
(AnAT, IgG), koHTponbHast
6roncus neyeHun B cnyvae
noBbiLLeHNs ypoBHA AnNAT
n/vnm IgG

Puc. 3. AJITOPpUTM JIeyeHHUs1 C UHAUBHAYaIN3MPOBAaHHBIM pellle-
HHMEM N0 MOBOAY NPUMEHEHMs TepanuM KOPTHKOCTepOHAaMH,
HMCXO/s U3 Pe3y/IbTAaTOB 06caeA0BaHusA. Hanpumep, seyeHre He06-
XOAMMO MALMEHTY C aKTHBHBIM 3a60sieBaHKEM (IIOBbILIEHHE AaKTHB-
HocTH aMHHOTpaHcdepas > 3 x B['H u UAT > 4/18).

“JleyeHre MOXKET GbITh He [I0KA3aHO MALUEeHTY C JeKOMIIEHCHPOBaH-
HBIM LIHPPO30M, 32 UCKJIOYEHHEM PU3HAKOB BBIPAXKEHHOI'O BOCMA-
JIEHHS B GHONTATE MeYeHH .
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npeccuBHylo Tepanuio [44]. Takum o6pa3oM, BosiHE 060CHO-
BAaHHBIM MOXET ObITh pellleHHe BO3/epKaTbCsl OT JIeYeHHs],
0CO6EeHHO NPY HAIMYHUU OTHOCUTEJIbHBIX TPOTHBONOKAa3aHU N
K NMPUMEHEHUI0 KOPTHUKOCTEPOUAOB. Kpome TOro, Bo3Mox-
HO crnoHTaHHoe pa3peweHue AWI [182]. OpgHako cienyeT
NpPU3HATb, YTO HeseyeHbl AWl xapakTepusyeTcss BOJIHOO-
Opa3HbIM HeNpe/CKa3dyeMblM Te4eHHEeM U y 3HaYUTeJbHOH
YaCTH NAIMEeHTOB 6e3 KJIMHUYECKHX IMPOSIBJIEHUH CHUMIITO-
MBI [TOSIBATCS C TeyeHHeM BpeMeHHU [44, 183] ¢ BO3MOXXHBIM
HNPOrpeccCHpoOBaHUEM 0 TEPMUHAJIBHOHN CTaZAUU NOPAXKEHHUs
NeYeH! C IeYeHOYHOH Hel0CTaTOYHOCThIO U pa3BuTHeM ['IIP
[181]. Kpome Toro, nockosnbky AUl — 3a6oJieBaHre HA BCIO
KU3Hb W Iporpeccupyroimuidi ¢uépo3 MoxeT pasBUBATHCSA
MHOTHE TOJbl, TIPeXJe 4YeM CTaTh KJIMHHUYECKH BBbIPAXKEH-
HBIM, MO’KHO F'OBOPHUTB O TOM, YTO NPOBOAMBIINECS HAb/II0/a-
TeJIbHble MCC/IEJOBAaHUS ObLIM CIMLIKOM KPAaTKOBPEMEHHBI
Y, BO3MOXKHO, BKJIIOYAJIM CIMIIKOM MaJIo MAlMeHTOB, YTOOBI
Jl0Ka3aTh M0J1b3y UMMYHOCYIIPECCUBHON Tepanuu npu 6oJee
MATKOM Te4eHUH 3ab0/ieBaHusA. BoamHooGpasHoe TeyeHue 3a-
60JIeBaHHSI U OMACHOCTb CYOKJIMHUYECKOr0 IIPOrpeccupoBa-
HHUS YKa3bIBAIOT Ha TO, YTO €C/IM MalMeHT C Jerkod popmoit
60JIE3HU He MOJIyYaeT JIeYeHUs], OH BCe PABHO JI0JDKEH pery-
JIAPHO 06C/1e/JOBAaThCS, B T. Y. C BbIIOJHEHUEM GUOICUH Tle-
YeHH, eCJIM IPOUCXOAUT KoslebaHue akTUBHOCTH ANAT u/uu
ypoBH# IgG (cm. puc. 3). [laneHTOB € KJIMHUYECKUMHU NPOSIB-
JIEHWSIMU U NMALlMEHTOB C BbIpa)KeHHBIM GUOPO30M MU LUP-
po30oM Bcerja cjeAyeT cpa3y HauMHATb JIEYUTh, TOCKOJIBKY
3TH [I0KA3aTeJNH CIYKaT OTPULATEbHBIMU NPOrHOCTHYECKHU-
Mu ¢pakTopamu [44, 104, 160, 184]. Heob6xoauMo ckas3aTb, YTO
Jlake TP BbIpaKeHHOM GpU6po3e U LIUppo3e YCIelHoe Jeye-
HUEe MOXET NPUBOJUTb K 3HAYUTEJbHOMY perpeccy CKJepo-
THYECKUX U3MEHEHUN. YUUThIBAsA NPOrPeCcCUpYyOLIUI Xapak-
Tep AUT 1 3pPeKTUBHOCTP UMMYHOCYNIPECCUBHOM Tepanuy,
corJlacuTesIbHas IpyIna peKOMeH/yeT NMPOBOAUTH JieUeHHe
BCEM MNalleHTaM C aKTUBHBIM 3a60J1eBaHHEM.

21. JleyeHne AU [OMKHO ObITh HANPABAEHO HA AOCTUKEHNE
NoJSIHOro GUOXMMUNYECKOrO U FMCTOJIOFMYECKOrO paspe-
LeHns 3aboneBaHusi, HTOObI NpeaynpeanTb fanbHellee
nporpeccupoBaHne nopaxeHus neveHu (11-2).

22. BepeHue naumeHToB ¢ AU Takke J0/IKHO npeaycMaTpu-
BaTb CBOEBPEMEHHOE pPacCrno3HaBaHMe BHEMEYEeHOYHbIX
NPOSIBNEHUA N CUMATOMOB, aCCOLMMPOBAHHbLIX ayTOMM-
MYHHbIX 3260M1eBaHWi, a Takke HabnaeHne Ha npeameT
cneunduyecknx ans LAHHOro 3a601eBaHNSA N CBA3AHHbIX
C neyeHnem ocnoxueHnn (Il).

23. Bce nauuneHTbl ¢ akTnuBHbIM AU OKHbI MOsyyaTh eye-
Hue (1).
[l03y NlekapCTBEHHbIX CPEACTB cnenyeT noabupaTth B 3a-
BMCUMOCTM OT akTUBHOCTY 3a6onesaHus (111).
JleyeHune nHorga He TpebyeTcs N1Lb NaunueHTam ¢ (CroH-
TaHHOW) pemMuccmein. STUx NaunMeHToB CleayeT akTUBHO
Habnoaate 1 obecnenosaTh kaxasle 3—6 mec. (1l1).

HHdykyus pemuccuu

B psiZile KOHTPOJMPYEMBIX HCCJIEeLOBAaHUM, NPOBEJEHHBIX B
1960-1970-e rofpl, YCTAaHOBJIEHO yBeJUYeHUE IPOJOJIKU-
TEJIbHOCTH YKU3HH NalMeHTOB, NOIy4alLMX KOPTUKOCTEPOHU-

ZIbl C a3aTHONPHUHOM MM 6e3 Hero [175-179]. B 1971 . Cook
et al. fokasanu yBesMYeHHe MPOAOJLKUTENbHOCTH >KHU3HHU
NalyeHTOB, MOJy4YaBIIMX MMMYHOCYIPECCUBHYIO Tepamuio,
CpaBHUB MOHOTEpaNuio npegHU3osaoHoM (15 mr/cyT) ¢ mia-
1,e60. YpOBHU CMEPTHOCTH 3aMeTHO pa3inyaiuck (14 vs 56 %)
[175]. Yepes roz aTu pe3y/1bTaThl ObLIM HOATBEPXK/AEHBI HCCIe-
JI0OBaHUEM, NIPOBeJIeHHbIM B KJIMHHKe Meilo. B xoze gaHHOTO
HCCJIeZIOBAHMS CPaBHUBA/IM MOHOTEPAIHIO IPeIHU30HOM (Ha-
yuHas ¢ 60 Mr/cyT 1 cHuKas 1o 20 Mr B TeueHUe 4 He/l.), MOHO-
Tepanuio asatuonpuHoMm (100 Mr/cyT), KOMGHHUPOBAHHYIO
Tepanuio (IpeJHU30H, HaYMHasA ¢ 30 Mr/cyT, CHIWXKas A0 NOJA-
JlepKuBarolel 103bl 10 Mr/cyT, B CO4eTaHUH € a3aTHONPUHOM
50 Mr/cyT) u mnane6o [176]. YcTaHOBJIEHO, YTO MCII0/Ib30Ba-
HYle MOHOTepanuy NpeHN30HOM U KOMOMHALMY TPEeJHU30H +
a3aTHOINPHH CONPOBOXAAN0CH NOBbILIEHUEM MPOAOIKUTENb-
HOCTH >KHU3HU (CMepTHOCTb 6 U 7 % no cpaBHeHUIo ¢ 41 % B
rpynne miane6o) [179]. OgHako KOMOGMHUPOBAaHHAsL Tepanus
CONPOBOXK/JA/IaCh MEHBIINM KOJMYECTBOM MOGOYHBbIX 3ddek-
ToB (10 vs 44 %) [185]. T'ucrosorudeckass pemuccust yepe3
18 Mec. aKTUBHOH Tepanuu NpeJJHU30HOM JJOCTUTHYTay 75 %
NalyeHTOB, OJJHAKO OHA 3alas/jbIBajia Ha HECKOJIbKO MecsilieB
OTHOCHTE/IbHO KJWHUYECKOH U OGHOXMMHUYECKOW DPEMHUCCHM.
Pe3ysibTaThbl JaHHOI'O MCC/IE€J0BaHUs MOKAa3a/k, YTO MOHOTe-
panus a3saTHONPUHOM B KaueCTBe UH/IYKIIMOHHOH TepanuHu co-
MIPOBOXK/IA€TCSI BBICOKOW cMepTHOCTBIO (36 %). Murray-Lyon
et al. TakKe OTMETHUJIM BBICOKYIO CMEPTHOCTD IPH HCI0JIb30Ba-
HUU MOHOTEpANHH a3aTHONPUHOM B Ka4eCTBe MH/YKLIMOHHOH
Tepamnuu 1o CpaBHEHUIO C TpeHU30HOM (24 vs 5 %) [177].

CpaBHHUBas JPYTYIO0 CTPATErUIO C TUTPOBAHUEM J[03bI IIPE]-
HU30Ha (TakXke HauMHasA ¢ 60 Mr/cyT) A/1s NOAJEPXKaHUS aK-
THBHOCTH CbIBOPOTOYHBIX aMUHOTPaHCdepas Ha ypOBHE HIKe
2 x BI'H, Summerskill et al. oTMeTH/IM MeHblIee KOJHUYECTBO
TSOKEJIBIX T0G0YHBbIX 3 EKTOB M0 CPAaBHEHUIO C IPUMEHEHU-
eM QUKCUPOBAHHOM 103kl (HaurHas ¢ 60 Mr/cyT U CHUXKasi 0
20 Mr B TeyeHue 4 HeJl.) IPU CONIOCTaBUMOM BJIMSIHUM Ha KJIU-
HUYECKHE CUMIITOMbI U GHOXMMUYECKHe MoKasaTead. OHaKo
TUCTOJIOTHYECKast peMUcCCHusi yepes 24 u 36 HeJl, 6bLIa TOCTUT-
HyTa TosbKO y 25 1 30 % manueHTOB COOTBETCTBEHHO [186].
B 1982 r. Tage-Jensen et al. elje pa3 npoAeMOHCTPUPOBAIU
NPEBOCXO/CTBO MOHOTEPANUU MPEJHU30HOM I10 CPAaBHEHUIO
C MOHOTepanuel a3aTHONPHUHOM B OTHOLIEHWH UHJYKLUHU pe-
muccuu [187].

HecMoTps Ha HeKoTOphble cabble CTOPOHBI 3THX NEePBbIX
HccaeJoBaHui (B To BpeMs aHaM3 Ha HCV He BBINMOHSIIH),
ObLIM TOJIYYEeHbl JI0KA3aTeJbCTBA TOrO, YTO KOMOHHALHUs
npefHU30(JIO)H + a3aTUONPUH OT/IMYaeTCs HauboJiee GJia-
FONPUSTHBIMU XapaKTepUCTHKaMM, codeTass B cebGe BbICO-
Ky10 30 PEeKTUBHOCTb U MUHUMaJ/IbHbIEe OG0YHbIE 3P PEKTHI.
HecMoTps Ha To 4TO MOHOTepanus MpeJHU30HOM U KOMOH-
HalMs TNPeJHU30H + a3aTHONPHUH CYUTAIOTCS OJMHAKOBO
3¢ dekTUBHBIMU [34], MpeANOYTUTENBHON C/le/lyeT CIUTATh
KOMOWHHUPOBAHHYIO Tepalvio MepBOH JIMHUM, OCOGEHHO Y
MaLUEHTOB C BbICOKOU BEpOSATHOCTbIO NO60YHBIX 3¢ eKTOB
(mocTMeHonaysa, aMOIMOHA/IbHAsA HECTAOU/IbHOCTB, OCTEO-
10pO3, J1a6UIbHBIN caXapHbIH JUabeT, 1abubHasA runepTeH-
3usl, OXKHUpeHHe). MoJsiozible KeHIMHbl HepeJKO BbIPaXKaloT
032604eHHOCTD 110 NTOBOJY YBEJUYEHUS MAcChl Tesla U MOsB-
JIEHUSI KOCMETHYeCKUX ZepeKTOB BCIEACTBUE JIeYEHUsT KOP-
TUKOCTEPOUJIAMH, YTO MOXeT HeGJaronpusiTHO CKa3aTbCs
Ha CO6JIIO/leHHH TpeGOBaHUU JleyeHUs U ero pe3ysbTaTax.
TakuM 06pa3oM, NparMaTH4YeCKUH M0X0/, B BbIGOpE TAKTHKU
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KiinHu4yeckue pekoMeHJaluu

Ta6una 7. JledeHue B3pocbix ¢ AUT (Macca Tesa 60 Kr)

Henensa MpeaoHn3onoH, Mr/cyT  A3aTtvonpwH, Mr/cyT
1 60 —
(=1 mMr/kr maccol Tena)

2 50 —

3 40 50

4 30 50

5 25 1002
6 20 1002
7+8 15 1002
8+9 12,5 1002
C10-1 10 1002

YMeHbllleHHe JJ03bI IPeIHU30JI0Ha A0 7,5 MT'/CyT IpU yCJI0BUU
HOpMaJIM3alMiu aKTUBHOCTH aMUHOTpaHcdepas U yepes 3 Mec. /10
5 Mr/cyT, NocTelleHHO OTMEHUB uepe3 3-4-MecsuHble HHTepBaJlbl
B 3aBUCHMOCTH OT (paKTOPOB PHCKa M OTBETA Ha JIe4eHHe.
2AzaTuonpuH 1-2 Mr/Kr B COOTBETCTBUH C MacCoOy TeJia.

JledeHHs 06ecreduT HauIydllre JJOJT0CPOYHbIe Pe3y/IbTaThl.
PexoMeH/iyeMble peXHUMBl /J03UPOBAaHUSA MNpPEACTAaBJEHbI B
TabJ1. 7. A3aTHONPHUH CJIeAlyeT NPUMEHSATb OCMOTPUTEJBHO Y
NaneHTOoB CO 3/10Ka4eCTBEHHbIMU HOBOOOPAa30BaHUSIMHY, LiU-
ToneHueH, feuruToM THONypuHMeTUATpaHcdepassl (TMT)
(cM. panee), a Takxke y 6epeMeHHBIX. B 3TUX cUTyalusx He-
06X0AMMO MH/JIMBHU/YAJbHO OLIEHHWBATb COOTHOIIEHHE PHUCKA
Y TIOJIb3BI (CM. Jjasiee).

Kpome KJlaccuueckoro pexuMa HpeJHU30JI0OH + a3aTHo-
NPUH, KOTOPbIM TaKXe PeKOMeHJ0BaH AMepHKaHCKOW ac-
couuanuel mo M3yyeHUto 3abosieBaHUN mneyeHu (AASLD)
[34] u BpuTaHckuM 061ecTBOM ractpoaHTeposioroB (BSG)
[40], mpexnsioxkeHO HeCKOJIbKO MoJHUQUKALMK, HCIIOIb3ye-
MBbIX B KJIMHHUYECKOM NMPAKTHKE HECKOJIbKHX CIIeLHaJN3U-
POBaHHBIX LIEHTPOB. YCTAHOBJIEHO, YTO G0Jiee BbICOKas /1032
npefHu3o(yo)Ha (Lo 1 Mr/kr/cyT) B KOMO6UHALUU C a3aTHO-

NPUHOM obGecnedyrBaeT 6oJiee OBICTPYI0O HOPpMAIU3aLMIO aK-
THUBHOCTH CBIBOPOTOYHBIX aMHUHOTpaHcdepas3 y MalHeHTOB
6e3 nuppo3sa [188]. laHHast cTpaTerus BBITIAJAT 0OHAAEXKHU-
BaIOLIeH, XOTS OTCYTCTBHE PAaHHEr0 CHMXKEHUS aKTHBHOCTH
amMuHoTpaHcdepas [185, 189] u oTcyTcTBUE HOpMaJIU3aALUU
UX akTUBHOCTH [190-192] oTHOCATCS K HeGJIAronpUsTHBIM
NPOrHOCTUYECKUM II0Ka3aTeJM YCIEMHOCTH JIeYeHHs.
HazsiexxuT jgokasaTh, YTO 3Ta KOMOWHAIMsA oGecrieduBaeT
JIYYIIMH JJOJITOCPOYHBIN pe3y/nbTaT U IeMCTBUTENbHO MOJX0-
JIUT BCeM MalMeHTaM.

Eume ofHa 0GOCHOBaHHasi CTpaTeruss — OTCPOYEHHOe
npUMeHeHMe a3aTUONPHHA, T. €. Ha4aJI0 JIeYeHUs C MOHOTepa-
UM npeAHU30HOM. OTCpOYEeHHOe IPUMeHEeHHe a3aTUONPHUHA
(06bIYHO MPUMEPHO HA 2 HeJl.) MOXKET OKa3aThCsl TparMaTu-
4yeckd 3¢ PEeKTUBHBIM B JiedeHUH NanueHToB ¢ AUT, nmockosib-
KY, C OJHO} CTOPOHBI, 103BOJISIET PELIUTh BONPOCHI C yCTAHOB-
JIEHHEeM JIMarHo3a, a ¢ APYrold — u36exaThb JUarHoCTHYECKOH
JUJIeMMbl pa3rpaHUYeHUs a3aTHONPHUH-UHAYLMPOBAHHOH
renaTOTOKCUYHOCTA M MEPBHUYHOTO OTCYTCTBHSA OTBeTa Ha
JedyeHre. [emaToTokcuyeckoe JeWCTBHE a3aTHUONPHHA Ha-
OJII0/IaeTCs PeJIKO, OAHAKO Y MAlMEeHTOB C MO3JAHEN CTajuel
NOpaXeHHUsl IeYEeHH YacTOTa 3TOr0 NOGOYHOT0 3ddeKTa no-
BolaeTcs [3]. B uesom tepanuio AUIT ciefyeT KoppeKTU-
poBaTh B 3aBUCHUMOCTH OT OTBETA, T. €. PEXHMbI JIeUeHHUs
JIOJDKHBI ObITb MH/MBH/AYaJU3UPOBAHbI B 3aBUCHMOCTH OT
HabJrogaeMol 3G GEKTUBHOCTH U TEPEHOCUMOCTH TePaIUH.
PexomeH/iyeMasi cTpaTerust MHAYKIMKM PeMUCCHU NpesCcTaB-
JleHa Ha puc. 4.

JledeHue HaNpaB/IeHO Ha JOCTHXEHHe IOJIHOW 6UOXHU-
MHYECKOH M THUCTOJIOTHYECKOH PEMHCCHH. Y NalMEeHTOB C
OBICTPBIM OTBETOM C IOJIHOW HOpMaJsM3aluedl akKTUBHOCTH
aMHUHOTpaHcdepa3 U HOpPMaJbHBIM ypoBHeM IgG B mepuof
HabJtoleHus1 6UOMNCUS NeYeHHU [JIsT OATBEPXKJeHUsT TUCTO-
JIOTHYECKOH PEMHUCCHU OOBIYHO He TpebyeTcs, MOCKOJIbKY

AU

!

| MpepHuso(no)H 0,5—1 mr/kr |

/

Xopoluunii oTBeT

!

HenepeHocumocTb [Jo6aBnsTb asaTuonpuH
asatvonpuHa nocreneHHo Jo 1-2 mr/kr/cyT

! Y

Tepanusi BTOPON NMHUM CokpaTuTtb 403y KOPTMKOCTEPOMAOB
(06b14HO MM®) (nyywe BCero NoMbITaTbCs OTMEHUTb UX)

T~

| HepocTtaTo4HbI OTBET |

! !

OueHnTb cobnogeHne OUeHUTb BEPOSTHOCTb
nauveHTOM pexuma npuema OpYrux anarHo3os
npenapartos ¢
i Jlevenne gpyroro
MoBbIcKTb AO3Yy 3aboneBaHus
npegHuaonoHa go 100 mr B/B

Y ¥

OtBer | | HepocTtaTouHbii oTBET |

!

WHavBuayanbHbIi Noa6op A03MpoBKY (BO3MOXHO,
crneayeT NpoBepuTb ypoBeHb 6-TIH) Ans focTuxeHns
1 nopaepxxaHvs HopmanbHoro yposHst AnAT u IgG

O6paTUTLCS B Cneuuanv3npoBaHHbIN LEHTP As MOATBEPXAEHUS
[AnarHosa, oLueHKk1 Heobxoanumoctu TI n/unu npuMeHeHus
anbTepHaTUBHLIX UMMYHOAEMNPECCAHTOB

Puc. 4. Crparerus sneyeHus AUI. Heo6xoauMa HHAYKIVS PEMUCCHH U JIJIMTeJIbHASA MO epXKUBalolas Tepanus. UHAYKIus peaanu3yeTcss KOpTH-
KOCTepOUJaMH, THOIYPHUHBI J06ABJSIOTCS B paMKax CTpaTeruy 6e3 NpUMeHeHHs] KOPTUKOCTepoU10B. JIabopaTopHble ToKa3aTeJd — HOpMasu3a-

s yposHs IgG u AnAT.
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BEPOATHOCTb 0OHAPY»XeHHUA 3HAaYUMOM BOCIAIUTEIbHON aK-
TUBHOCTH, Tpebylolell ycuaeHus: UMMyHOCYTIPEeCCUH, Kpan-
He Masia. Buoncus B nepro/ Hab 1toleHus, KaK U BbITNIOJIHEHHE
JI060¥ Apyro MHBAa3sUBHOM MpoLefypbl, pEKOMEHYETCS B
c/ly4yae, eC/IM OT Hee MOXKET 3aBUCETb Jja/lbHeHIas TaKTHKa
JledeHHs. ITO 0COGEHHO OTHOCUTCA K MallMeHTaM C HemoJ-
HBIM OTBETOM Ha UMMYHOCYIPECCHIO, a TaKXKe K IallMeHTaM
¢ Mo60YHBIMHU 3ddeKTaMy Tepanuu. B aTux ciyyasx puck
IporpeccHpoBaHMs 3aboJieBaHUS CJAeAyeT COOTHOCUTb C
BO3MOXKHBIMHM MOG0YHBIMU 3QPeKTaMu. B 3TOM oTHOLIEHUH
IIOMOTraeT OlleHKa BBbIPA)KEHHOCTH 3aboJieBaHMsA. JlaHHBbIE,
NoJIy4eHHbIe B XO/ie ellle MPO/0/DKAIOLIMXCA UCCIe[lOBaHUH,
TOBOPAT O TOM, YTO B I1epH0/] HAG/II0JeHUSA TaKKe MOXKHO HC-
[10/1b30BaTh 3JacTOrpaduio MevyeHU. YMeHblIeHHe 31acTH4-
HOCTH NeYeHU MOXET ObITh 06YCI0BJIEHO KaK peaKTHUBaLHel
3a00J/1eBaHUs C YCUJIEHUEM BOCIAJUTENbHON HHQUIBTPALUU
U OTeKa, TaK U ImporpeccupoBaHueM ¢pubposa (Jinbo u TeM U
ApyTUM).

B HenaBHO 3aBeplIeHHOM INPOCHEKTUBHOM JIBOHHOM
CJIENOM PaHJIOMHU3UPOBAaHHOM uccienoBaHuu IIb ¢aswr ma-
IMeHTHl 6e3 nupposa [193] moayyanu au60 OYLEeCOHUZ,
(9 Mr/cyT) u asatuonpuH (1-2 Mr/kr/cyT) B Te4eHUe 6 Mec.,
JM60 NpeJHHU30H U a3aTUONPHUH IO CTAHJAPTHOW CXeMe.
HUcnonb3oBaHue KOMOMHALMU OyJeCOHWJ + a3aTHONPHUH
Yalle CONPOBOX/a10Ch HOpMaIU3aL el akTHBHOCTH aMUHO-
TpaHcdepas ¥ OT/INYAJIOCh MEHBIINM YHUCJIOM MTOGOYHBIX 3¢-
$eKTOB 1Mo cCpaBHEHHUIO C KOMOUHalMel npeAHu3oH (40 mr/
CyT co cHKeHueM Ao 10 Mr/cyT) + asaTtuonpuH (1-2 mr/kr/
cyT). [lepBast KOMGUHALMA NPEBOCXO/MUJIA BTOPYIO NPY OLIEH-
Ke 110 KOMOMHUPOBAaHHOMY MUTOIOBOMY IOKasaresto. [osiHas
6roxuMHUUYecKass peMuccus 6e3 crnenudUYecKUX [AJs KOp-
THUKOCTEPOU0B NMOGOYHBIX 3¢ deKTOB ycTraHoBieHA V 47 %
NalMeHTOB, MOJy4YaBUINX OyecoHUA, Uy 18,4 % nun, nosy-
YaBIIMX PeJHU30/10H. OHAKO C/IeJlyeT OTMETHUTD, YTO JlaH-
HBIX KOHTPOJIbHBIX THCTOJIOTHYECKUX UCCIe0BAaHUH, a TaK-
’Ke OT/aJIeHHBbIX pe3y/bTaToB IMOKa HeT. YacToTa peMHCCHH
B KOHTPOJIBHOH TpyIIe B 3TOM MCCJIe[0BaHUH 6blla OYeHb
HHU3KOW — 3aMeTHO HIXKe, YeM B paHee OMyOGJIMKOBAaHHBIX
Hab6J/II0/IeHUsAX U3 MPAaKTHUKU, BO3MOXKHO, U3-3a CXeMbl CHIKe-
HUs1 QUKCUPOBAHHOM /103bl TPEHU30HA B COOTBETCTBYOLIEH
rpyImne ¥ NpUMeHeHHsI 00bEKTUBHO MaJIOH J{03bl IIPEJHU30-
Ha. HecMoTps Ha TO YTO OyZ€COHU/, B JAHHOM HCCJIe[JOBAaHUU
HalyeHThl M0JyYaau B BBICOKOH [J03€ TOJIBKO JI0 JOCTHXe-
HUS OTBeTA Ha JiedeHHe (B Ja/ibHeH1IeM JJO3MPOBKa 3aBHCeIa
OT OTBETAa Ha Tepaluio), B KOHTPOJbHO! IpymIe JedyeHue He
KOPPEKTHUPOBAJIY, YTO MOIJVIO OGYCJIOBUTD MOSIBJIEHUE CUCTE-
MaTH4ecKod omu6ku. TeM He MeHee B 3TOM HCCJIE[JOBAaHUU
ycTaHoBJieHa 3QQPeKTUBHOCTh OyAecOHHJA NP JedYeHUH
AUT. YcnemHoe npuMeHeHue 6yecoHN/ja y naueHToB ¢ AUT
TaK)Ke MOATBEPXKAAIOT U Apyrve HeGoJblIMe MyOJIUKALUY C
aQHAJIM30M OTJieJIbHBIX ciaydaeB [194-196], XoTa onucaHbl U
HeyJa4u jsedeHus [197].

PeuleHne 0 HpUMeHEHUM OYJ€COHMJ]A Y KOHKDPETHOTO
MallMeHTa JI0/DKHO ObITb OCHOBAaHO Ha GaslaHCe OXKH/aeMo-
ro yMeHbLIEHUS BBIPRKEHHOCTH NMO60YHBIX 3PPeKTOB U He-
OTpe/ie/IeHHOCTH B OTHOIIEHUU 3)PEKTUBHOCTH JIeUeHUs], B
T. 4. JloJarocpouyHoil. Byneconus xapakrepusyetcsa 90%-M Me-
Ta60JIM3MOM IEPBOr0 MPOXOX/IEHHUsI Yepe3 MeyeHb, 03TOMY
€ro He CJielyeT NPUMEHSTh ¥ 6OJBHBIX C IUPPO30M WJIU Iie-
pHUIEYEeHOUHBIM LIYHTUPOBAaHHWEM M3-3a BBICOKOTO pHCKa IO-
604HBIX 3QPEKTOB B OTCYTCTBHE Y ManreHTa 3¢pHEeKTUBHOTO

MeTab0J1M3Ma epBoro npoxoxgeHus [198, 199]. Kpome Toro,
Ha pellleHHe BJIMseT HaJW4YMe COMYyTCTBYIOLIMX BHENEYeHOY-
HBIX IMMYHOOIOCPe/I0BaHHbIX 3a60J1eBaHUH, TOCKOJIBKY BO3-
MOKHbI UX 060cTpenus [197, 200]. Takum o6pa3oM, 6yAecoOHU ]
(9 Mr/cyT) B coueTaHUU C a3aTUONIPUHOM CJIe[lyeT IPUMEHSTh
y HmalnueHToB 6e3 UPPO03a, paHee He MOJyYaBLINX JeUeHHs, C
paHHel cTaavel 3a60/eBaHNs U BLICOKMM PHCKOM BBIpaXKeH-
HBIX MOGO0YHBIX 3QPEKTOB MPHU UCII0JIb30BAHUN KOPTHKOCTE-
pouzioB. OlHAKO MOKAa He HAKOIJIEHO JOCTATOYHOU HHGOP-
Malyu AJisl ONpeZiesieHUsl Jydllledl TAKTUKWA CHIDKEHUS [[03bl
Oy/ecoHrja. YYUTBIBasi KOPOTKUH MEPHUOJ, MOJIyBbIBeJEeHHUs
Oy/leCOHN/IA, OCTAETCsI HESICHBIM, MOXKHO JIU CHU3UTBD [JI03Y /10
JIBYKpaTHOTO NpHeMa B CyTKH (6 Mr) uiau 1 pa3s B ieHb (3 Mr)
JIN6O ceflyeT NPOZO/DKATh ero MpueM 3 pasa B JIeHb, CHIDKAs
KaXK/[y10 OT/ZeJIbHYI0 103y ¢ 3 10 2 1 1 Mr.

24. Tepas nuHusa Tepanun AU 3akniovaeTcs B NpUMeHe-
HUM NPenHU30(N0)Ha (B HaYane neyveHus) ¢ 4o6aBNeHU-
em asatnonpuHa yepes 2 Hea. (1).
HavanbHaa po3a npegHusdo(no)Ha coctaenset 0,5-
1 Mr/kr/cyT. Bonee BbICOKME [03bl MOTYT OLICTPO UHAY-
LUMpPOBaTb PEMUCCUIO, HO LIEHON MOOOYHBLIX 3PDEKTOB,
xapakTepHbIX Ans kopTukocteponaos (11-2).

25. JleyeHne asaTMOMPMHOM MOXHO HauMHaTb B 06O
cuUTyauun, ecniv ypoBeHb OGunupybuHa Huxe 6 mr/on
(100 mkmonb/N), nNy4lle BCEro 4yepes 2 Hep. nocsne Ha-
Yyana Jie4yeHnss kopTukocTepoupamu. HavanbHas [osa
cocTtaBnaeT 50 mr/cyT. Ee noBbILLAIOT C yHETOM TOKCUYE-
CKMUX MPOSIBAIEHNI 1 OTBETA A0 NOAAEPXKMBAIOLLEN A03bI
1-2 mr/kr (11-2).

26. JleueHuie AU 3aBrcUT OT HabmogaeMoro oteeTa. Cxembl
JIeYEHUS A0JIXKHbI ObITb MHANBUAYanu3nposaHsl (111).

Hau6oJiee »xeslaTe/IbHbIN pe3yJbTaT JiedeHUs] — MOoJIHas
KJIMHUYeCKasi, 6MOXMMHUY€eCKas U TUCTOJIOTHYeCKasi PEMHUCCHUS
C yCTOMYUBBIM OTBETOM I10C/Ie OKOHYAHHUA Tepanuu. OgHaKo
y GOJIBIIMHCTBA MALlMEHTOB 3TOU L€/ JOCTUYb He yJJaeTcs.
Y 80-90 % nanneHTOB aKTUBHOCTb aMUHOTpaHcdepas nocje
HayaJla UIMMYHOCYIIPECCUBHOM Tepanuy GbICTPO CHUXKAETCS.
[IpumMepHo y 20 % manHeHTOB yCTOHYMBAs peMUCCUSA TOCTIe
npeKpaleHHuss UMMYHOCYIIPECCUBHON Tepanuu JOCTUTAeTCs
npUMeHeHHeM OTrPaHUYeHHOM M0 BpeMeHH Tepanuu (Meju-
aHa HaOJoieHus 6oJiee 6 sietT) [201], npuyeM 3TOT MOKa3a-
TeJlb MOXKHO YJIYYIIUTbh MyTeM NpUMeHeHHs 6ojiee CTPOrux
KpUTepHUeB epeJ; OTMeHOH siedeHus (cM. gasee). [lepBuyHas
HeadPEeKTUBHOCTh UMMYHOCYNIPECCUBHON Tepanuu HabJio-
JlaeTcs JIMIIb Y HeGobmon aosau 6osbHbIXx AUT B ciayvae
OTCYTCTBMSA OTBEeTA (MJIM NIPH OYEHb C1abOM OTBeTe) BCersa
clefiyeT mepecMOTpeTh AUArHo3 M/Wjid MpoaHaJu3upoBaTh
co6JI0/leHNe MalMeHTOM pexkuMa JiedeHust. Hampumep, Bbl-
COKMH PUCK HeyJjauH JieyeHHUsl HaGII0aeTCcsl Y MOJIOABIX JIMIL
HEeeBPOIEHCKOTo NPOUCXOXK/AEHHS C OCTPBIM UJIM MOJIHUEHOC-
HBIM Haya/IOM U NPOSIBJIEHUSMH CJIMBHOIO HEKPO3a B TKaHU
neyeHu [20, 202-205]. [TauueHTOB ¢ MeYeHOYHOH HeaoCTa-
TOYHOCTBIO U OTCYTCTBHEM 3ddeKTa B BU/JI€ CHIDKEHUS YPOB-
Hsl 6unpy6uHa U uHaekca MELD Ha QoHe sieueHus ciaefyet
CBOEBPEMEHHO HANpPaBUTh B LEHTP N0 TPaHCIJIAHTALMY,
nockosibKy 6e3 TII 3a6oJsieBaHHe C TAaKMMU NPOSIBJIEHUSAMHU
XapaKTepu3yeTcs: BbICOKOW CMepTHOCTbIO [42, 202-206]. ¥
nanueHToB 6e3 Me4eHOYHOH HeJOCTAaTOYHOCTH U He OTBe-
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KiinHu4yeckue pekoMeHJaluu

YallIMX Ha MCXOJHOE JieYeHHe CJie[lyeT NPUMEHATb IMOBBI-
LIeHHbIe [103bl IpenapaToB UK aJlbTepHATHUBHbIE CTpAaTeruu
JleyeHus (omucaHbl B pasj. «Ocobble TpynIbl NaleHTOB»)
[207].

27. OTtcyTcTBME JOCTATOMHOIrO OTBETA AO/MKHO CIYXUTb MO-
Ka3aHMem K MepecMOoTpy AMarHo3a WM OLEHKEe CTeneHu
cobnoaeHuns pexuma nedexms (11-2).

28. Y nMauMeHTOB C HEMOJIHbIM OTBETOM, HECMOTPS Ha Mo-
BTOPHOE MOATBEPXAEHME AnarHo3a 1 cobsiogeHne pe-
X1Ma neveHuns, cnenyeT NoBbICUTL 403y NPeaHN300Ha
1 a3aTMonpuHa UAn Ha3HA4YUTbL Apyrue npenaparbl (CM.
pasn. «TpyaHocTu neveHns») (11-2).

29. TlauneHToB ¢ ocTpbiM TsxxenbiM AUT cnengyeT kak MOXHO
paHbLUe HA4YMHATb JIEYUTb BbICOKMMW 03aMU B/B BBOAM-
MbIX KOpTUKOCTEpPOMAOB (= 1 Mr/kr). OTCyTCTBUE YNy4-
LIEHWS B TEHEHNE HECKONBbKMX OHEWN CYXUT NOKa3aHUEM
K BKJIIOYEHMIO NaumeHTa B JINCT OXMOaHusa Ans nepso-
ovyepenHon TpaHcnnaHTauuy nevenu (111).

IIpekpaujenue seveHus

BosbmrHcTBO nanuenToB ¢ AUT X0po1o oTBe4arT Ha UMMY-
HOCYTIPECCUBHYIO TEPAIHIO HA OCHOBE KOPTUKOCTEPOU/IOB CO
CHM)KeHHEeM aKTHUBHOCTH CbIBOPOTOYHBIX aMHUHOTpaHcdepas
o HopMbl [190, 208-210]. Lenbto seyeHus: 60abHbIX AUT
JIOJDKHA OBbITh IOJIHAS HOpMa/IM3alyst aKTUBHOCTH aMHHO-
TpaHcdepas, a Takke HopMaJsu3anus ypoBHs IgG, mockoJib-
Ky YCTOWYMBOe NOBbIIIeHHe aKTUBHOCTH aMUHOTpaHcdepas
CJIy>KUT IPOTHOCTHYECKHUM MT0KasaTeseM: 1) penuausa nocie
OTMEHBI JIeueHHUs]; 2) aKTUBHOCTHU MPOLeCCa, YCTAaHOBJIEHHON
npu 6UONICUHHOM HCCIe0BaHUY; 3) TPOrPeECCUPOBAHUS LIUP-
po3a; 4) HebslaronpusTHOro ucxoza [185,190-192, 208, 211,
212].

['ucrosorudyeckoe paspelieHue 3a60JeBaHUA OOGBIYHO
OTCTaeT OT HOPMaJIM3aLUH OMOXMMHYECKHX IT0Ka3aTesaei
[176]. YeTko Aoka3aHHOrO MHEHHUs 006 ONTHMasIbHOM INpo-
JIOJDKUTENbHOCTH JiedyeHus1 HeT. OJJHaKo, 4TOObI JOCTHYb TH-
CTOJIOTUYECKOH PEMHUCCHUHY, JIeYeHHE JJOJDKHO MPOJ0JKAThCS
JIOCTATOYHO JI0JI'0, OCKOJIbKY Y MALlUEHTOB C HOPMAaJIbHOH
aKTUBHOCTBIO ANAT 06HapyKHBAIOT OCTATOYHBIN MEPHUIIOP-
TaJbHBIA TeNaTUT, KOTOPBIM CJAYXKUT MPOTHOCTUYECKUM II0-
KasaTeJieM pelil/iMBa 3a6oJieBaHus [212]. [IporHocTHyeckuM
nokasareJsieM I'MCTOJIOTMYECKOM peMUCCHH, Hapsaay ¢ HopMa-
JIM3alyell aKTHBHOCTH ChIBOPOTOYHBIX aMHMHOTpaHcdepas,
CIy’KUT HOpMaJsu3anus ypoBHs IgG B ceiBopoTke [108].

JledeHue JODKHO MPOAOJKATHCA MUHUMYM 3 rofia U B
TeyeHHe He MeHee 24 Mec. TocJ/ie MOJIHOM HOpMaJslM3aluu aK-
TUBHOCTH aMUHOTpaHcdepas CbIBOPOTKU U ypoBHs IgG (61o-
XMMHYecKas pemMuccusi). Bosiee auTenbHOE JileUeHHEe MOXKET
YMEHbIIUTb YacTOTy pelUAUBOB. [laljMeHTaM C TAXKeJbIMU
HayaJIbHbIMH TPOSIBJIEHUSAMH M HHM3KOH NEPEeHOCHMOCTbIO
WH/AYKIHOHHOW Tepanuy peKOMeHJYeTCs cZieslaTb GHUOICHIO
nevyeHU nepej; OTMEHOU JieYeHHUs], TOCKOJIbKY I'MCTOJIOrH4e-
CKasg KapTHHa I103BOJIIET MPOrHO3UPOBATh IPOrPeccupo-
BaHUe $UbOpo3a U BOSHUKHOBeHUe penuuBa [108]. Y nauu-
€HTOB C NPOJO/IKAIOLIEHCA IMCTOJIOIMYECKOH aKTHBHOCTbBIO
3abosieBanust (MAT > 3) MMMYHOCYIpECCUBHYIO Tepanuio
npeKpalaTh Hesb3d, T. K. B IPOTUBHOM CJIy4ae MpaKTH4e-

CKH 0653aTe/IbHO BO3HUKHET pelluiuB. B oHOH U3 HeZjaBHO
BBIILIEAIINX MyOJIUKAUH OTMEYEHO, YTO aKTUBHOCTb ANAT <
0,5 x BI'H Hapsiy c ypoBHeM IgG < 12 r/n1 XxapaKTepU3yOTCs
BbICOKOM NPOrHOCTUYECKON 3HAYMMOCTbIO B OTHOILIEHUU BO3-
MOXXHOCTH YCIELHOro NpeKpalleHus jedyenus [213]. MoxHo
MOMBITAaTbCsI OTMEHUTDb JIeUeHHe C NMOIIAaroBbIM CHHXKeHHEM
JI03bl UMMYHO/IEIIPECCAHTOB M PEryJspHBIM Ha6J/I0JeHHueM
3a cocTossHHeM mnanueHTa. 06ocTpeHne akTUBHOCTH AUT BO
BpeMs NoAJlep KUBaoLel Tepanuu WY 10cje YMeHbIIeHUs
MHTEHCUBHOCTH JleueHUs TpeOyeT NOBBIIIEHUS 103 UMMYHO-
JIeTIpeCCaHTOB U CJIYXHUT IPOTHUBONOKAa3aHHWEM K NOJHOH OT-
MeHe npenapaToB (puc. 5).

PennjuB 3a6osieBaHUS MOC/Ie OTMEHb! NpenapaToB Ha-
osronaetcs 4acto (50-90 %) ¥ 06bIYHO BO3HHUKAET B Iep-
Bble 12 Mec. mocJsie npekpaieHus jedenus [201, 214-216].
OpHako peluMBbl BO3MOXHBI U B 60Jlee MO3AHUH CPOK, UTO
CBU/IeTeIbCTBYeT 0 He0OX0JUMOCTH MOXU3HEHHOT0 AUCIIAaH-
CepHOTO0 HabJII0/IeHHUs JjaxKke 6e3 TpUMeHeHUs IMMYHOCYIIpec-
CUBHOM Tepanuu. PellnIMBOM B COOTBETCTBUU C KDUTEPUAMHU
[AIHG cuuTalOT NOBTOPHOE NOBbILIEHWE aKTUBHOCTHU AJAT
> 3 x BI'H, x0Ts y maniueHTOB MOXET HabJIIJJaThCs U MeHee
BbIpaXKEHHOE MOBbIIIeHHe aKTUBHOCTH ANAT U/UIKu ypoBHA
IgG. [l11 noATBepK/leHHs pellAMBa OUOICUs TIeYeHH Heoos-
3aTeJIbHa, IOCKOJIbKY MOBBIIIeHHe aKTUBHOCTU ANAT nmeer
BBICOKOE ITPOTHOCTHYecKoe 3HaueHHue. CoryiacHO JaHHBIM JIU-
TepaTypsbl, 60Jiee BbICOKAsA YaCTOTa PEILUUBOB MOXKET ObITh
CBsI3aHa co caeAylolMMU akTopamu: 1) ciabblil OTBeT Ha
MMMYHOCYIIpeCCUI0; 2) TNepCUCTUpYIolllee MOBBIIIEHHE aK-
TUBHOCTH CBIBOPOTOYHBIX aMUHOTpaHcdepas U/UIu YPOBHA
r06ynuHoB U IgG; 3) ocTaTo4yHOe BOCNaJieHHe B MEeYeHH I0
JIAHHBIM 6HOIICUY; 4) yMeHblIeHHe NPOJOIKUTETbHOCTH Jie-
yeHuda [191, 209, 211, 218, 219]. Y nanueHTOB C U3BECTHBIM
MYyCKOBBIM paKTOPOM Ha MOMEHT I1epBOro MPOsIBJIeHUs 3a60-
JleBaHUs pelju/IMBbl BCTpeYaroTcs pexe [74].

Pemucens (HopmanbHsbii
ypoBeHb AnAT/IgG)

!

MoaTtanHo cokpatuTb

MoBTopHas NHOYKUUA peMmuccnn

C NOMOLLbI0 NPeaHU30(No)Ha VMMYHOCYnpeccuio
(MHAOYKUMOHHas [o3a) ¢
¢ ¢ CrabunbHasi pemuccust
| Pemuccus | | Peunans npyv MOHoTepanuu

l B TeyeHune > 24 (36) mec.
\

YMeHbLUEHWe A03bl \ ¢
KOPTUKOCTEPOWAOB, KOPPEKLNS
A03bl a3aTnonpuHa (BO3MOXHO, | |
cnepyeT onpeaenvTb ypoBeHb \

MocTeneHHas oTMeHa
MMMYyHOCYnpeccun
(no 6uoncumn neveHn)

6-TI'H) ans nopaepxaxus
pemuccum \ ¢
¢ \\ CrabunbHasi pemuccust
6e3 neveHust

[nvuTtenbHas (NOXusHeHHasn?) \
noaaepxvsarollan Tepanus

Moxu3HeHHoe HabnogeHve
(kaxable 3 Mec. B TeYeHue
1 roga, 3aTem kaxable 6 mec.)

Puc. 5. JucnancepHoe Ha6 110JeHue nagueHToB ¢ AUL, y KoTopbIxX
ycTaHOBJIEHA peMuccus. O6paTHTe BHUMaHUE, YTO MOC/IE TOJHOM
OTMeHBI IpenapaToB peMuccust AU HaGutojaeTcst HeYacTo Uy 60JIb-
IIMHCTBA NAalMeHTOB OHa He JJ0CTUTaeTCs.
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JleueHne penuANBa COOTBETCTBYeT I€pPBOHAYaJIbHOMY
JIeYeHHI0 TpeJHN30(JI0)HOM U a3aTHOIIPUHOM U CTOJIb 3Ke 3¢d-
bEKTUBHO UHAYIUPYET PEMHUCCHIO, KaK U MIepBUYHAs UHAYK-
LMOHHAasl Tepanus. TujaTeJbHOe HAG/II0JeHHe 32 COCTOSTHUEM
NalyeHTa MocJie MpeKpaleH sl JIeYeHUsI CO CBOEBpeMeHHbIM
BBISIBJIEHHEM pely/iMBa MO3BOJIET PEeUHAYLHUPOBATh MOJI-
HYI0 PEMHUCCUI0 MEHbUIMMH J03aM{U HMMYHOJENPECCaHTOB.
Ba’kHO OTMETHUTD, YTO Yy MAIMEHTOB, NIEPEHECIINX HECKOJIb-
KO PelU/INBOB, BOSHUKAET (0Jiblile MOOGOYHBIX 3QPEKTOB U
yaule HabJoJalTcsa HebJsaronpusTHele ucxonbl [201, 208,
216, 220]. TakuM o6pa3oM, ocje peLuauBa peKoMeHyeTcs
JUIMTebHOe (BIUIOTH /0 NMOCTOSIHHOTO) MOAJep)KUBaloliee
JiedyeHue.

30. BrOXMMNYECKOWN PEMMUCCUEN CHUTAETCA HOpMann3aumus
ypoBHSA IgG n amuHoTpaHcdepas. mMcTtonormyeckon
peMmccuren cuMTalTCs HopMasibHasi rMCTONIornyeckas
KapTUHA WM MWHUMAbHbIE MPOSIBIEHUS renatuTa
(MAT < 4) (I1-2).

31. MmMmyHOcynpeccuBHas Tepanus A4oJXKHaA NPOA0IKaTLCS
MUHUMYM 3 roga 1 B TeYeHne He MeHee 24 Mec. nochne
MOJSIHOMN HOPMann3auuM YpPoBHS amMUHOTpaHcdepas u
1gG (l1-2).

32. Y naumeHToB 6€3 OGMOXMMNYECKON PEMUCCUU NEeYeHne
He npekpattatoT. Ecnn 6uoxumuyeckas pemmccust co-
XpaHsaeTcs B TedyeHue 6osee 2 net, nepen npekpalieHn-
€M JIeYeHVs CreayeT NpoBecTn Guorncuio neveHn. Ecnu
rMCTONOrMYeckasi akTMBHOCTb 3a60JIEBaHNS COXPAHSAET-
cs (MAT > 3), neveHune He npekpataioT (11-2).

33. Jlnwb B HEKOTOPLIX CAy4yasx PEMUCCUSI COXPaHSieTcs
6e3 nopaepxvBalolleli Tepanun. NpobHoe npekpatle-
HWEe NeYeHNs: AOHKHO OCYLLECTBASATLCA NPY TECHOM CO-
TPyOHWYECTBE Bpaya v naumeHTta. Peuname yalle Bcero
BO3HMKAET B TeyeHne 12 Mec. nocne npekpaLleHus ne-
YeHUs, OAHAKO OH MOXET Pa3BUTbLCH N CMYCTHA HECKOJIbKO
net. [loaToMy nocne OTMEHbI TEPANUM NAUNEHTbl SOK-
Hbl aKTUBHO HabnogaTebes. ucnaHcepHoe HabnoaeHve
NPoAo0IKAETCHA B T€HEHME BCel Xn3Hu. B cnyvae peuu-
[vBa nosbilleHne ypoBHSA IgG MOXET npeaLecTtBoBaTb
MOBBLILLEHWIO aKTUBHOCTU aMuHoTpaHcdepas (I1-2).

34. Tpuv neyeHun peunamea nnv 060CTPEHNUS MPUMEHSIIOT T
e [03bl KOPTMKOCTEPOUIOB, HYTO U NPU NHAYKLMOHHOM
pexunme. CBOEBPEMEHHOE BbISIBNIEHVE pPeLnanBa no3Bo-
NIIET NMPUMEHSTL BONee HU3KME A03bl MMMYHOOEMPEC-
CaHTOB A5l JOCTUXEHWS nonHon pemuccun (11-2).

35. B cnyyae peumouBa 3aboneBaHUs nocsie agekBaTHOWN
MMMYHOCYMNPECCUN 1 OTMEHbI NMpenapaToB Mbo B Ciy-
Yyae 060CTpeHns Ha PpOHe afeKkBaTHOW NOAAEPXKMBAO-
el Tepannumn MMMYHOCYNPECCUBHYIO Tepanuio cnenyet
npoaosmkaTb NocTosiHHO (11-2).

Iloddepacusarowas mepanus

[Tocsie BO306HOBJIEHUSA TEPANIMH U AOCTHKEHUS KIMHUYECKON
U J1abopaTOPHOM peMHCCUM 03y a3aTHONPHHA 110 Mepe Mo-
CTelleHHOW OTMeHbI Tpe/iHM30(JI0)0OHa CAeyeT MOBBICUTD /10
2 mr/kr/cyt. Ilocjie 3TOr0 a3aTHONPUH CJelyeT NPUMEHSTh
MOCTOSTHHO B BM/Ie HENPEPBIBHOW MOJJepXKUBaIOIEN Tepa-
nuu. /laHHble, Kacawlrecs Mo Jep>KUBalol el MOHOTepalnuu
a3aTHONPHUHOM B Jl03€ 2 MI'/KI'/CyT, CBUZETEIbCTBYIOT O BbI-

COKOM ypOBHe NPOUIAKTUKU TOOOYHBIX 3P PEKTOB Tepanuu
KOPTHUKOCTEPOUJAMU U TIpeJOTBpalleHUsT PenuAuBOB. Tak,
B TeUeHHUe roJja NMoJJepKUBaIoIEeN Tepaluy a3aTHONPUHOM
He HabJII0ja/10Ch HU OJTHOTO PELM/IMBA, a 32 MeJiMaHy HabJIio-
JleHus1 67 Mec. YacToTa peMuccuu coctaBuia 83 % [179, 221,
222]. Bo BpeMa moaiepKUBaOLIel Tepanuy a3aTHONPHUHOM
NaleHTOB CJeflyeT Pery/asapHo 06c1e[0BaTh HAa HAJIMYKe L{U-
TONeHUH. BO3MOXXHO MOBBILIEHNE PHUCKA 3/10KaueCTBEHHBIX
3a00JIeBaHUH, XOTsI 3ITOT BONPOC /10 KOHIIA He BbIsICHeH [223].
B ogHOM HeGoJbIION MyGJUKALMU C aHAJIM30M C/Iy4aeB OT-
MEHBI a3aTHOINIPUHA [0C/Ie MeiaHbl JedeHus 5 yetT y 50 %
Pa3BUJIMCh PELUJMBBI NOCIe MeJMaHbl HAbGJIOLeHUs 7 JIeT
[35]. OcHOBHOe mpenMyIeCcTBO JieyeHUsI a3aTUONPUHOM —
BO3MOXXHOCTb He IPUMEHATb KOPTUKOCTEPOU/IbI U, COOTBET-
CTBEHHO, U306eXaTh HUX J0JT0CPOYHBIX TOOOUHBIX 3P PEKTOB.

AnbpTepHaTUBHAs CTpaTerus — NpUMeHeHHe IPeJHU30J10-
Ha B MMHMMaJIbHOW BO3MOXKHOH /03€, 06ecreyrBaroliel moj-
JlepKaHHe aKTUBHOCTH CbIBOPOTOYHBIX aMHUHOTpaHcdepas B
npegesnax HopMbl. OCHOBHOE NPEUMYLIeCTBO HCIO0JIb30BAHHUS
HU3KHX [I03 NpPeJHHU30JI0HA — BO3MOXXHOCTb He Ha3HayaThb
a3aTHONpPHH MalnueHTaM GepTHUIBLHOrO Bo3pacTa M M36aBile-
HUE OT TEOPETUYECKH BO3MOXHbIX PUCKOB OHKO- U TEPATOreH-
HocTH. [ToJ1b3y W MOTEHLMa/IbHblE PUCKH IOKM3HEHHOM NOJ-
JlepKMBaolled TepanuM asaTHONPHUHOM M NPeJHU30J0HOM
cienyeT o6CYAUTb C MALMEeHTOM. BbIGMpaTh CTpaTeruo nos-
JIeP’KMBAIOLIeH Tepanuy y NaleHTa, y>Ke JOCTUTIIEr0 peMHUC-
CHH, CJIe[lyeT UH/IMBU/IyaIbHO. HEOGX0AMMO yYUTHIBAaTh TaKHe
baKTopbl, KaK CTaAus MOPAKEHUS MEYEHH, TSHKECTh NEPBBIX
NPOsIBJIEHUH, NEPEHOCUMOCTb UH/AYKIIMOHHOHN TepaluH, NoKa-
3aTeJM MJOTHOCTH KOCTHOM TKaHM, CONMYTCTBYIOIIMe 3a6oie-
BaHUA U PaKTOPBI PUCKA, @ TAKXKE BO3PACT NAllMeHTa.

36. Y maumeHTOB c nierkoi dopmori 3aboneBaHns 1 Henepe-
HOCMMOCTbIO 23aTUOMNPUHA MOXHO MPUMEHSTb MOHOTE-
panuio npeaHusonoHom (I1-2).

37. Bo Bcex gpyrux ciyyasx Lenbio noanepXxuBaroLlen te-
panuu ABRASETCS HECTepOouAHAs MOHOTepanus a3aTno-
npuHomMm (vnnn MM®). [o3y npenapatoB npu noanep-
XUBaOLWEn Tepanun crnegyet noadbupartb Tak, YToObl
obecneynTb CTabUIIbHYIO PEMUCCUIO C HOPMaJbHbIM
ypoBHeM aMmunHoTpaHcdepas n IgG. HYactoTy peumansos
nocie OTMEHbI NPEeAHN30/I0HAa MOXHO YMEHbLUNTL NyTEM
NPUMEHEHVs asaTnonpuHa B fose 8o 2 mr/kr/cyt (11-2).

MOHumOPUHa 80 epeMsl J1ieveHusl

K MoMeHTy Havasa jiedeHUs] KOMOWHALMeNd NpPeJHU30JI0H +
a3aTHONPHH NALUEHT J0JKeH ObITh 06CJ/1eI0BaH 10 OCHOBHBIM
KJIMHUYECKUM U JIaGOpPaTOPHLIM I0Ka3aTesisiM, II0CJIe 3TOTO B
TeyeHHUe TepBbIX 4 HeJ. ITU 0KA3aTeNU CJIeAYeT PeryyaspHo
KOHTPOJINPOBATh. [locie yMeHbLIeHUs [J03bl KOPTUKOCTEPOU-
JIOB HHTepBaJIbl 06C/IeJ0BaHUsI MOXKHO YBEeJIUIUTH /10 1-3 Mec.
[TanyenTsl ¢ AUI" HykQI0TCA B NOXXU3HEHHOM JIUCIIAHCEPHOM
HaO6JIIOZIEHHH, TTOCKOJIbKY O0GOCTpEeHHSl U pelyUBhI 3a60J1e-
BaHUsS HEPEJKO MPOUCKOAAT JaXKe MOCJe MOJHOU PEMHUCCHHU.
PeuuyiB mocjie OTMEHbI JiedeHUs1 06bIYHO BO3HHUKAET B Teye-
Hue 12 mec. [IoaToMy mocjie OTMeHbI TepPANKUK GOJIbHbIE JOJDK-
HbI aKTUBHO HabJ110/1aThCs1. Bo BpeMsi mojjep>xuBaroiieil Tepa-
WU NMalieHTOB HaAJIeXKUT 00C/IeJ0BaTh KaXkable 3-6 Mec.
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Heduyum muonypunmemuampaHcgepasvol

TMT — 3To depMeHT, yyacTByloWui B MeTabosM3Me asa-
TUONpPHHA. A3aTHONPUH MeTaboJIM3UpyeTcsl B 6-MepKanTo-
nypuH (6-MII), a aTOT NpOMeKyTOYHbIH MeTabOJUT 3aTeM
npeBpalaeTcs B Ie4eH! JIM60 B 6-THOTYaHUH, 160 B 6-THO-
MOYEBYI0 KHCJIOTY, MO0 B 6-MEeTHUJIMepKanTONypuH [224].
[eHoTUNMpOBaHue WUau oueHka akTUBHOCTHU TMT, koTopas
KaTa/u3upyeT npespalieHve 6-MIl B HeakTUBHble NPOAYK-
Tbl, B ONpe/leJIeHHON CTelleHU MO03BOJISIeT NMPOrHO3UPOBAThb
TOKCUYHOCTb a3aTHONpHHA [225-227].

6-THOryaHUHOBble HyKJeoTuzabl (6-TTH), koTopele oT-
BEeYalT 3a UMMYHOCYNPeCCOpHble U NMPOTHBOBOCHATUTEb-
Hble CBOMCTBA a3aTHONPHHA, TAKXKEe MOIYT OKa3bIBaTb MHe-
JIOCyTpecCUBHOe ToKcHuyeckoe JeicTBue [228]. Hapyenue
npeBpauieHus 6-MIl B 6-THOMOYEBYIO KMCJIOTY BeJEeT K YCU-
JeHuto npespauieHus 6-MII B 6-TTH, uyTo cnoco6cTByeT mno-
BBIIIEHUI0 TOKCUYHOCTH PUKCUPOBAHHOM [J103bI a3aTHONPH-
Ha [229]. Huskasa aktuBHOCTb TMT cBsi3aHa ¢ pas/IMuHBIMHU
aniensaMu, dauje Bcero ¢ *3A. [OMO3UIOTHOCTb C IOJIHBIM
pedunutom TMT BcTpevaetcs peako (0,3 %) u cBs3aHa c
OuyeHb HU3KOH aKTHUBHOCTbIO pepMeHTa. B aTol cuTyauuum
BO3MOXXHBI Cepbe3Hble T060YHbIe IBJIEHUs, CBSI3aHHbIE C Ha-
KOIUJIEHHMEeM aKTHUBHBIX MeTa60JuTOB 6-MIl, X0TA reHOTUNH-
posanue TMT gaeT focTaTouyHO BapHabesbHbIE Pe3y/IbTaThI
B OTHOIIEHWH NPOrHO3MPOBAaHMsA ToKcuyHocTH [230, 231].
BeposiTHO, 3T0 06yC/10B/IEHO a/IbTEPHATUBHBIMU Ny TSIMU Me-
Ta6o/1M3Ma, BaprabebHON eHeTPAaHTHOCTbIO U BO3MOXKHOHN
uHaykuueil aktuBHoctd TMT cy6erpaTtom [232]. Takum 06-
pa3oM, usMepeHue akTuBHOCcTH TMT nin reHoTUNIMpOBaHMe
He M03BOJIAT JOCTOBEPHO BBIABUTH MALMEHTOB, Y KOTOPBIX
pa3oBbioTCsA NM0604YHbIE 3 (EKThl NMPU MCIOIb30BAaHUU a3a-
THOMNPHHA. Y NalMEeHTOB C HeNepeHOCHMOCThIO a3aTHONPUHA
akTuBHOCTb TMT HHoOrza 6bIBaeT HOpMaJbHOM WU GJIU3KON
K HopMasibHOH [230, 233].

Kpome Toro, kak 661710 ycTaHOBJIeHO y manneHToB ¢ HB3K,
3TUX N060YHBIX 3PPEKTOB MOKHO U36eXKaTh MyTeM HCIOJIb-
30BaH{sA HU3KHX [[03 IPU MOHUTOPHUHTE COJEP)KaHUS MeTa-
60/1MTOB B KpoBU [234-236]. ['eTepo3uroTHOCTh MO ajie-
Jto, obyciosauBamwieMy Aedunut TMT, ¢ mpoMeKyTOYHBIM
YPOBHEM aKTHUBHOCTU pepMeHTa ONpejieisieTcsl IPUMepPHO Y
10 % nanueHToB. Y inl ¢ AUT" HU reTepo3UroTHOCTD, HU yPO-
BeHb MeTab0uTOB 6-MII He ABNAIOTCA HAaJ|EXKHBIMH ITPOrHO-
CTUYECKMMH NOoKa3aTe IMU 3G PeKTUBHOCTH UM TOKCUIHO-
cTH asaTuonpuHa [231, 233, 237], a HUTONEHHUS Y ITUX JIUIL]
HepeJIKO 00yCJIoBJIeHa IUPPO30M IeUYeHHU.

OfHako, y4UThIBasl MOTEHLHAJbHO Cepbe3Hble MOC/e[-
CTBUSA JIeYeHUs a3aTHUONPHUHOM MALUEHTOB C JePULUTOM
TMT, no/ib3a B OTHOILEHHH 6€30TIACHOCTH MOXET IlepeBECUTb
apryMeHThbl NPOTHUB ITOBCEMECTHOTO OIpe/ieIeHUs] aKTUB-
HocTyu TMT. UHBIMU clI0BaMH, €CIM BO3MOHO, NIpex/ie YeM
HayMHaTb JIeYuTb nanueHTa c AUl asaTuonpuHoM, cienyet
onpegeauTb akTUBHOCTb TMT. Y 60os1bHbIX ¢ fedunurom TMT
MOXXHO NPHUMEHATh MOHOTepaNuio NpeJHU30J0HOM HJIU UC-
[0JIb30BaTh MEHBLIYIO 103y IpPeJHHU30JI0Ha B KOMOUHALUU
¢ MukodpeHosata MopetusoMm (MM®P). OgHaKo, MOCKOIBKY
TOKCUYEeCKHe NMpOosIBJeHUsl IPUMeHeHUs] a3aTHUONpPHHA Yalle
BCTpevawTcsl B OTcyTcTBUe fAedunuta TMT, Heobxonumo
obecneyuThb perynsapHoe obcefjoBaHle BCeX MAllUEHTOB, Ha-
YUHAWOUIUX JledeHHe 3TUM MpenapaToM, AaxKe MocJe OLeHKH
aktuBHOCTH TMT.

38. OnpepgeneHune kKoHueHTpaumm 6-TMFH nomoraeTt ckoppek-
TUPOBaTh 403y a3aTMOMNPUHA U BbISBUTb BO3MOXHOE He-
cobnioaeHne pexvma. Heonpenensiemas KOHLEHTpauus
6-TI'H MoxeT 6bITb 06ycnoBEHa HapyLleHnemM meTabo-
NM3Ma UM HecobBoAEHVEM PeXMMA NiedeHuns. Boicokas
KOHLUeHTpaums 6-TIMH moxeT cBMAEeTeNbCTBOBATL O TOK-
cuyeckom pgencteum npenaparta (11-2).

Oco6bIie rpynnbl NalfU€eHTOB

bepemeHHble

[Ipy nmaHMPOBAHUU JIeYEeHUs] MALUEHTOB CO CTAOHUJIbHBIM
AUT 4YacTo BO3HHUKAIOT BOINPOCHI 3a4aTUs U GepeMeHHOCTH.
JlutepaTyphbl, KOTOPOM MOXKHO 6bLIO 6bI 060CHOBATbH PEKO-
MEH/AlUH, HET.

B KpynmHO{ rpynmne nanueHTOB, KOTOpble MNOCEIlaan
KJAMHUKY npu KopoJsieBckoM kostemxe (BennkoGpuTanus)
B nepuoj ¢ 1983 nmo 1998 r.,, y 18 manueHTOoK 6b1710 35 Ge-
peMeHHOCTel; 31 6GepeMeHHOCTb 3aKOHYMJIACh POXKJEHUEM
YKUBBIX MJIQZIEHLEB, TOPOKHU PAa3BUTHUSl 3aPETrHCTPUPOBAHBI
Juub B 2 cay4dasx [82]. O6ocTpeHUs1 akTUBHOCTH 3a60J1eBa-
HUA HabJII0ZaMNCh BO BpeMs 4 GepeMeHHOCTEH, a TaKxke B
4 cnyyaax B TedeHHUe 3 MecC. Iocje pofoB. B pacmupenHon
ny6JIMKaL Y 3TOTO XKe yIpex/AeHus oTMedeHa 81 6epeMeH-
HOCTb y 53 xeHIIUH, npudeM y 41 % 6epeMeHHBIX ObLIT LIUP-
po3 nedeHu [81]. Ha MOMEHT omof0TBOpPEHUsI SHLEKIET-
ku 61 xxeHuuHa (75 % GepeMeHHBIX) MoJiy4yaja Tepanuio
no nosoay AWI, 75 % us Hux — dpapmakorepanuio. U3 Hux
27 mManueHTOK MOJIy4yaJd MOHOTEepalHio MpeJHHU30J0HOM
(cpennsia nosa 10 mr/cyT, auanasoH 2,5-40 mr), 7 — MoHoO-
Tepanuio a3aTUONPUHOM (Juana3oH 1-2 mMr/kr/cyT), 25 —
KOMOWUHHUPOBAHHYI0 Tepaluio as3aTHONPHUHOM (Juana3oH
1-2 Mr/Kr/cyT) U npeJHU30JI0HOM (CpeAHss fo3a 5 MI/cyT,
auanaszoH 2,5-20 mr). Kpome Toro, 1 manueHTka moJyda-
JIa TAaKpOJIUMYC (2 Mr/cyT) B COYETAHHUH C NPEJHU30J0HOM
[81]. Cpean manyeHTOK, MOJIyYaBIINX YKa3aHHbIE Npenapa-
Thl, ¥ 46 (76 %) Hab/110Aa10Ch CTAGUIbBHOE COCTOsIHUE Goslee
1 roza no 3a4aTus.

[Jons »xuBopokzaeHuin cocraBuna 73 % (59/81). B
12 (20 %) u3 59 ciy4aeB MMeJM MeCTO IpeXx/eBpeMeHHble
poael, 6 (11 %) HOBOPOXK/JEHHBIX HYKJAJUCh B JIEYEHUH B
OT[ieJIeHUHM HWHTEHCUBHOM Tepanuu [Jii HOBOPOXKJEHHBIX
(OUTH). ¥ mMaTepeli c IUPPO30OM NeYeHH HA MOMEHT 3a4aTHs
4acTOTa XKUBOPOXK/EHUH ObLIa HIKE, @ 4aCTOTA HYX/1aeMOCTH
JleyeHUs1 HOBOpoxJeHHbIX B OUTH — Bple. O6ujasa yacrto-
Ta OCJIO)KHEHUU GepeMeHHOCTH coctaBuia 31/81 (38 %) ot
yucaa Bcex 3a4aThi. O6ocTpeHre aKTUBHOCTH 3a00JIeBaHHUS
HabJroganock y 26/81 (33 %) 6epeMeHHbIX. Cepbe3Hble He-
»KeJlaTesIbHble SIBJIEHUsl Y JKEHIIHUH (CMepTb, HEO6XOAUMOCTb
nepecasiky Nne4eHr) BO BpeMsi 6epeEMEHHOCTH UJIM B TeYeHHe
12 Mec. nocsie pofoB JiM60 AeKoMIeHcanuss GYHKLUY leYeHU
BO BpeMs 6epeMeHHOCTH WJIM B Te4eHHe 3 Mec. I10CjIe POJIOB
Habmogaauce y 9 (11 %) nanueHTOK, MpUYeM 4acTOTa 3THX
MoKasaTeJsied CTaTUCTUYEeCKH 3HAaYUMO OblJia BbIILE Y XKEeHIUH
C IMPpO30M INeyeHU. JledeHHe MaTepel He OKa3bIBaJIO CTATH-
CTUYECKH 3HAYMMOrO BJIMSIHUSI Ha 4YacTOTY KMBOPOXKIEHMH,
CPOK poJiopa3pelleH s], HeBbIHAIIMBAHUE UJIU TPOZLOJIKUTE I b-
HOCTb TeCTallMOHHOro meproja. BeposATHOCTb 06oCTpeHHUs
AWT 6bl1a Belllle y NALMEHTOK, He NOJIy4aBLIMX TepaIHio JH60
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y KOTOPBIX y>Ke UMeJIoCb 060CTpeHMe B Mpejiesiax rofa mnepes
HaCTyIJleHHeM GepeMeHHOCTH. Y MaleHTOK C 060CTPEeHHEM,
CBSI3aHHBIM C 6epeMeHHOCTbI0, Gbl/Ia BbIllle BEPOSTHOCTD Jle-
KoMIeHcauuu GpyHKuuM nedeHu. CieLyeT OTMETHUTb, YTO Ka-
KHX-JIM60 APYTUX BPOXKJEHHBIX dHOMAJIMH, KPOMe ONMUCAHHBIX
B IlepBOH cTaThbe [81], B JasbHEHIIEM He YCTaHOBJIEHO.

B my6imkanuu 13 'epMaHuy onucaHo 42 6epeMeHHOCTH Y
»keHIIMH ¢ AUT. ABTOpbl 0TMevatoT 11 HexxeJslaTebHBIX UCXO-
JI0B C 4 cay4asiMU cepbe3HbIX OCJ0XKHEHUH y »keHIuH [238].
Heo6bsicCHUMBIE HexeslaTesbHbIE MCXO/bl KOPPEJUPOBAJIHU C
HasuuueM aHTU-SLA/LP 1 anTtu-Ro/SSA. O60ocTpenus Bo Bpe-
Ms1 6epeMeHHOCTH HabJofanuch y 21 % nanueHTok. Y 52 %
KEHIIMH 000CTPeHUs Pa3BUJIUCh Noce posoB. [Ipy aHamu3e
63 6epeMeHHOCTel y nanueHToK ¢ AU ycraHoBsieH 6oJsiee
BBICOKUM MPOLIEHT BBINOJHEHUS] KecapeBbIX CeYeHUH, XOTs
YBEJMUEHHUs] 4aCTOThI C/Iy4aeB MEPTBOPOMK/AEHUS UM ITOPO-
KOB pa3BUTHs [JI0ZA He HabJtoAanoch [239].

Bo BCcex 3THUX KPYNHBIX UCCIIEL0BAHUAX IBHOM CBA3U MeX-
Jly IpMMeHeHHeM a3aTHONpPHHA BO BpeMs G6epeMeHHOCTH U
He6/1aronpUsTHBIM HCX0/JOM He YCTAaHOBJIEHO. B KpyNHBIX HC-
ciaenoBaHusx nauueHToB ¢ HB3K gokasaHa oTHocuTesibHasA
6e30MacHOCTb a3aTHONpHHA Uiau 6-MII Bo BpeMs GepeMeH-
HocTHU [240]. JelicTBUTENbHO, pe3y/bTaThbl MeTaaHaIM3a, Ha-
NpaBJIEHHOT'0 HA OLIeHKY Mcxoza y »keHMH ¢ HB3K, koTopeie
MOJIy4a/d THOMYPHUHBI, I0Ka3aJy, YTO COBOKYNHOE OTHOILe-
HYe IaHCOB POXJeHHUsI peGeHKa C HU3KOH Maccoy TeJa, pe-
JKJleBpeMeHHbIX POJIOB M BPOXK/I€HHBIX NOPOKOB Pa3BUTUSA
coctaBus0 cooTBeTcTBeHHO 1,01 (95%-11 moBepUTeNbHBIN
uHTepBan [95% /1] 0,96-1,06), 1,67 (95% AU 1,26-2,20) u
1,45 (95% 11 0,99-2,13). Y My>K4HH COBOKYITHOE OTHOILEHHE
PUCKOB BPOX/IeHHBIX IIOPOKOB pa3BUTHsA 66110 1,87 (95% U
0,67-5,25) [241].

TakuM 06pasoM, Npofo/KeHHe IpUeMa 3Toro npenapaTta
BO BpeMsl 6epeMeHHOCTH ONpaBJaHHoO. boJiee TOro, B 0lHOM
HeO6O0JIbIIOM UCC/IeJOBAaHUM C y4acTHeM 14 ManueHToK, y Ko-
TOPBIX BO BpeMsi 6epeMeHHOCTH Obljla CHWXKeHa UMMYHOCY-
Hpeccys, yCTaHOBJIEHO GbICTpOe pa3BUTHe obocTpeHus AUT
y 12 xenmuH [79].

AUT Taxxke MOXKeT OGHApPYKUTbCS B MepBOe BpeMs BO
BpeMsi 6epeMeHHOCTH WM (4alle) B paHHUN MOCJepoJ0BOH
nepuoy, [80, 242]. 3TU NpoOsIBJAEHUS JOJDKHBI JIEYUTHCS TaK
e, KaK M y HeGepeMeHHBIX. B 11eJIoM laHHble KPYTHbIX HC-
c/le/J0OBaHUH MOATBEPXKAAIOT CTPAaTerMi0 MUHUMaJIbHOHN KOp-
pPeKIUH CTaHAAPTHOM HMMMYyHOCynpeccuu (mpesHH30JI0H +
a3aTHONpPHH) BO BpeMs 6epeMeHHOCTH Tak, YTOObI PUCK 060-
CTpeHMsI 6blJ1 MUHUMaJIbHBIM U BO BpeMsi 6epEMEHHOCTH, U B
nocseposioBoi nepuog. To xe ciefyeT cKasaTb U O JIEYEHUH
UHrubuTopamMu KanbuuHeBpuHa (MKH), xoTs TouHble JaH-
Hble, Kacaroluecs npojgonkenus npuema UKH 6epemeHHbI-
MH, MOXKHO ITOJIyYUTh TOJIBKO U3 Pe3yJIbTaTOB UCCJIe/JOBAHUH,
MOCBSIIeHHbIX TPaHCILIaHTanuu [79, 80, 243].

OKOH4YaTeJbHOE pelleHHe MOAUGHUIMPOBATE HMMYHO-
Cynpeccuio JIM60 [0 HAcTymJeHUs: 6epeMeHHOCTH, JIM60 BO
BpeMs Hee JIOJDKHO ObITb OCHOBAHO Ha OLleHKe pHCKa JJIs
MallUeHTKH U ee GepeMeHHOCTH. Be3yc/0BHO, y MalMeHToK C
y’Ke AMArHOCTHUPOBAHHBIM IIUPPO30M PHUCK HeXeJsaTesbHbIX
HCXO/I0B KaK BO BpeMsi 6epeMeHHOCTH, TaK U B IIepBbIH roj Mo-
cJle poZl0B MaKCUMaJIbHBIH, T03TOMY 3Ta rpymnmna TpeGyeT Hau-
6oJIbllIero BHUMaHHUs B 3TO BpeMsi. HecMoTps Ha TOT $aKT, uTo
a3aTHONPUH OTHOCUTCA K NpenaparaM Kareropuu D no kiac-
cupukanuu FDA (YmpaBiieHHsI O KOHTPOJIIO 32 KayeCTBOM

MUIIEBBIX MPOAYKTOB U JIeKapCTBeHHBIX cpefcTB CILIA) [244],
asaTuonpuH u 6-MII mokasanu OTHOCUTEbHYIO 6€30IIaCHOCTh
npu 6epeMeHHOCTH. MM®, KOTOPBIH OTHOCUTCA K 3TOH e Ka-
Teropuy, Hao60pOT, HeCceT 3HAUMMO OOJIbIIUNM PUCK TepaTo-
TeHHOCTH U [J0JKeH ObITb OTMEHEeH Nepe/ IJIaHHpyeMoH 6epe-
MEHHOCTBIO U He IPUMEHSIThCS Y 6epeMeHHbIX [245].

B oTHomeHWH TPyAHOrO0 BCKapMJIMBAaHHUA B KOHTEKCTe
AUT' 1 nMMyHOCYNIpecCHUU UMEeITCS JIMIIb CKYJHbIe JaHHbIe.
CymecTBytouas MHGOpMaLus NoJyyeHa B UCCIe[0BaHUAX C
ydacTHeM MalMEeHTOK C JPYrMMHU 3a60/ieBaHUSIMH, TaKUMHU
kak HB3K u peBmarosioruyeckas maTtosiorus. B nesom asa-
THONPUH WK 6-MII cunTaTCca 6e30MacHbIMU IPU IPYAHOM
BCKapMJIMBAaHWH, XOTS B IPyJHOe MOJIOKO MOTYT INonazjaTh
He6OoJ/IbIIKE KOJInYecTBa MeTa60uTOB. OJIHAKO 3TO HE BbI3bI-
BaeT KaKUX-JM00 0C/I0KHEHUHN Y IPYJIHBIX JeTel [246, 247].

39. KoHTponupyembli AU He CnyXUT NPOTUBOMNOKA3aHNEM
HW K 6EPEMEHHOCTHN, HN K rpyaHOMY BckapmanBaHuio (11-
2).
Cnepyet npofosixaTb NOAAEPXKMBAIOLLYIO Tepanuio a3a-
TNONPUHOM * nNpeaHu30(no)H (11-2).
Hebonblune o060CTpeHnss BO3MOXHbI B | TpumecTpe u
0COBEHHO nocre poaoB. [1na neveHns aTnx 060CTPeHUn
HeobxoaMMo ycuneHme nmmyHocynpeccum (11-2).
MM® npwu 6epemMeHHoCTH NpoTrBonokasaH (I1-2).

Jlemu

Kak 61110 onrcaHo B pasj. «dnugemuosiorus AU, ato 3a6o-
JleBaHUe BCTpevyaeTCsl BO BCeX BO3PACTHBIX IPyNNax U y JIULL
JII060H packl. BospacTaeT 4Mc/0 MalMeHTOB, NMePeXOAsIUX
Ha MeJUIMHCKOe 06C/Ay>KMBaHUe U3 JeTCKUX WU MOJpPOCT-
KOBBIX KJIUHUK. 061 Ke NpuHIuIbl sedeHuss AUl B feTckom
BO3pacTe CXOAHBI C TAKOBBIMU y B3POCJIbIX, 32 HEKOTOPBIMHU
HcKIIoYeHnsMU. [loka3aHus K Tepanuu Takue xe [248]. B He-
CKOJIBKHX KPYIHBIX UCCJIe/JOBAaHUSAX T0OKAa3aHo, YTO 3a60/1eBa-
HUe Ha MOMEHT 00palleHHs 32 MeAUIIMHCKOHN TOMOIIIbIO HMe-
eT 6oJiee arpecCUBHBIN XapakTep, YeM y B3pocJbIX. CBsI3aHO
JIU 3TO C HaJIMYUEM JPYTUX ayTOMMMYHHBIX 3a00JieBaHUH,
HeCBOEBpEMEHHbBIM yCTAaHOBJIEHHEM JMarHosa WUJU FeHeTU-
YeCcKOUW IpejpacnosoKeHHOCTbIO, 0CTAeTCs HeBbISICHEHHbIM
[249]. Hannyme HEKOTOPBIX OOLIMX MPOSBJIEHUH C IPYyTUMU
3a60JieBaHUSAMH, B YacTHOCTH ACX, 3aTpyAHSET MyTh K Ipa-
BUWJIbHOMY JiMarHosy [52, 248, 250, 251].

[Tocko/bKy Ha MOMEHT MOCTAaHOBKH JHarHosa Mposije-
HUSA LUppo3a HabJtogawTcs 6osee yeM y 50 % peTeid, a 6osiee
Jierkvie GopMbl 3a60J1eBaHUsT O6BIYHO HE BCTPEYaloTCsl, Tepa-
MUIO cJlelyeT HAaYMHAaTh Cpa3y N0cJe YCTaHOBJIEHUS JUarHo-
3a [52, 248, 250, 251]. ArpeccuBHOe TeyeHHe 3a00JIeBaHUS, A
TaK)Ke CBeJIeHHs O TOM, YTO HeCBOeBpeMeHHasl AMarHoCTHKa
yXyALIaeT NPOTHO3, 000CHOBBIBAIOT paHHEee IPUMEHEHHE Me-
JUKaMeHTO3HOU Tepanuu. Tak ke Kak U Y B3POCJIbIX, TledeHHue
JIONyCKaeTCcs OTKJaZbIBaTh JIUIIb B PeAKUX CAy4yadx, dalle
BCEro Npu HAJIMYMUH Uppo3a 6e3 BOCHATUTENbHOW aKTHBHO-
CTH Y TOJIBKO ITOCJIe KOHCY/IBTAIMH C ONIBITHBIM relaToJIOTOM.

Cxembl s1evernust demeti c AU
ITo CpaBHEHUIO CO B3POCJIBIMU CXEMBbI JIEHEeHUA AeTeﬁ ycCTa-
HOBJIEHBI INPEUMYyLIECTBEHHO HA OCHOBAHHWM OIIbITA KpYII-
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HBIX KJIMHUYECKHUX LIeHTPOB U OTPa’KalT COOTBETCTBYIOIIHE
OTIBIT Y IPE/ANIOYTEHHUS STUX JIeUeOHbIX yUpexxieHuH [52, 248,
250-257]. [lo HeaBHero BpeMeHU PaH,0MU3UPOBAHHBIX HC-
cneoBaHuH no siedenuto AUT y feteld He npeJIPUHUMAIOCh
[258]. OpHako, HECMOTpPSI Ha OTCYTCTBUE KOHTPOJIUPYEMbIX
Hcc/leIoBaHUH ¢ yyacTueM geTelt ¢ AUT, B psijie ny6aukanui
noaTBepxgaeTcss 3GPeKTUBHOCTb UHAYKIMOHHBIX PEKUMOB
Ha TAaKOM e YPOBHE, KaK U y B3POCJbIX, C HOpMa/Iu3anuen
aKTUBHOCTU depMeHTOB nedyeHU Yy 90 % malnueHTOB mocie
6-9 mec. Tepanuu [52, 248, 250-252].

Jlo HacTosIIero BpeMeH! OCHOBOH Tepanuy NPaKTHYeCKH
BO BCEX CXeMax JieueHHs JleTel sBJAeTCH NMpesHU30(JI0)H.
OG6BIYHO ero Ha3HA4YalT B HAYaJbHOU A03e 1-2 Mr/Kr exe-
JAHeBHO (70 60 Mr B cyTku) [52, 248, 250, 251]. B oTHOIIEHNH
CHM)KEeHUS [103bl KOPTUKOCTepOUa eJMHOI0 MHEHUs He Cy-
IIeCTBYeT. B OfHUX YyYpexJeHUSX CUUTAIOT LieJecoobpas-
HBIM OBICTPO NEPEXOAUTD Ha IPHEM KOPTUKOCTEPOU/IA Yepes
JleHb, YTOObI MaKCMMaJ/IbHO COKPAaTUTh BJIHSHHE Ha 3a/lepiK-
Ky pocTa. B pyrux, Ha060poT, NpUePKUBAIOTCSA MPAKTHKH
MPUMEHSTh €XKeJHEBHO HU3KYI0 Z103bl MPeHU30(JI0)Ha.

[TockoabKY U y Bpauel, U y poauTesel, Uy caMux JleTel
HMMEIOTCS ONaCeHUsI OTHOCHUTE/IbHO BJIMSTHUS BBICOKOA03HOH
Tepanuu Ha POCT, Pa3BUTHE KOCTEH M KoCMeTHYecKue Jie-
deKTbl, BceM JleTAM O6GBIYHO PEKOMEHJyeTCs paHHee Ha-
yaJio JeyeHus azaTuonpuHom (1-2 Mxr/xr/cyT) nau 6-MII
(1,5 mr/xr/cyT) [52, 248, 250, 251].

B oaHOM M3 HelaBHUX Ba)KHBIX MCC/Ae[0BaHUN M3ydasd
aJIbTEPHATUBHBIA WHAYKLHOHHBIM pEXHUM y JeTed W Moj-
poctkoB ¢ AUT [258]. B HacTos1ee BpeMsi 9TO eJUHCTBEHHOE
JIBOI{HOEe cJierioe KOHTPOJIMpyeMOe HCCJe[lOBaHHE CPEJICTB
ansa nedenus AUT y geteil. B HeM B kauecTBe a/lbTepHATUBDI
NpeJHU30HY HCIOJb30BaaNd OynecoHHJ. B aToM mpocnek-
TUBHOM /IBOMHOM CJIelIOM paHJOMU3UPOBAaHHOM MHOTIOL|E€H-
TpoBOM HccaesoBaHuu IIb a3l ¢ aKTUBHBIM KOHTPOJIEM U
NPO/IOJDKUTENBHOCTBIO 6 MeC. y4acTBOBaJO 46 MalMeHTOB.
19 nanueHTOB NpUHUMaU GyecoHu (o 3 Mr 2 uiu 3 pasa
B CyTKH), 27 — npeaHU30H (40 Mr/cyT c yMeHbIIEHUEM J03bI
2o 10 mr/cyT). B 06eux rpymnmnax naiydeHThl OJIy4aau a3aTHO-
npuH (1-2 Mr/kr/cyT), nocse 4ero eie 6 Mec. B OTKPbITOM
peXuMe NpUHUMaIU OYAeCOHU.

OcHOBHOM H3ydyaeMbld mnokasaTesb 3QPEKTUBHOCTH —
noJiHas 6GMOXUMHUYecKas peMuccrs (HopMaiu3anus akTHBHO-
cty AnAT u AcAT B cbIBOPOTKE) IPH OTCYTCTBUH Y NaljUeHTa
3apaHee OGTrOBOPEHHBIX cllelUPUUEeCKUX [JJisT KOPTHUKOCTe-
pousioB No6o4yHbIX 3pPekToB. B pesynbTaTe Mex Ay rpynna-
MU JieueHHUsl OyZleCOHUIOM U NPeJHU30HOM He YCTaHOBJIEHO
CTAaTUCTHUYECKU 3HAYUMOI'O PA3JIM4Ms MO0 Ji0Jle NMAlUeHTOB,
JIOCTUTIIMX OCHOBHOT'O HM3y4yaeMoro IokasaTess (COOTBeT-
ctBeHHO 3/19 [16 %] u4/27 [15 %]) uepe3 6 Mec. iedyeHus, a
TaK>Ke M0 Jl0JIe MAllUeHTOB, y KOTOPBIX OblJa JOCTUTHYTA GHO-
XUMHUecKasl pemuccus (6ygeconup 6/19 [32 %); npeHU30H
9/27 [33 %)), oTcyTcTBOBaNU cieniuduiecKre AJis KOPTUKO-
cTepouioB no6ouHbie apdekTrl (6yaeconun 10/19 [53 %];
npesHu3oH 10/27 [37 %]). B uesiom B rpymmne JiedeHus 6yze-
COHHJIOM NTPUOABKA MACChI TeJa 6blIa CTATUCTUYECKH 3HAYHU-
Mo Hrxe (1,2 £ 3,5 Kr) o cpaBHEHMUIO C TPYIIION NpeJHU30HA
(5,1 £4,9xr; p=0,006). B nocneaytoieit 6-Mecs4HON OTKPBHI-
TOM 4aCTH UCC/IeJ0BAHUs BYAeCOHN/| OJIY4YUII0 42 MaLMeHTa,
nocsie 4ero y 46 % y4aCTHUKOB yCTAHOBJIEHA I10JIHAsA PEMUC-
cus. Ha oCHOBaHMM 3THX JlaHHBIX MOXXHO T'OBOPHUTb O TOM,
4yTO GYAECOHMJ C a3aTUONPHUHOM CIIOCOGHBI MHAYLMPOBATb

Y nojjep:kuBaThb peMuccumo y geteil ¢ AUl u MoryT paccMma-
TPUBATBCS KaK aJIbTEPHATUBA NPEJHU30HY ¥ NAI[MEeHTOB 6e3
nrppo3sa. JloarocpodyHoe BIUSHUE JAaHHOM CXeMbl JiedeHUs Ha
pa3BUTHE KOCTEHN U POCT ellje NPeJICTOUT OLEHUTD.

[IprMeHeHMe a3aTHONPHHA OT/EJIbHO B KaUeCTBe MoJ/ep-
YKUBAIOLIEr0 PEXUMa Y ZleTeld UMeeT olnpe/ieJieHHble OrPaHHU-
4yeHUA. Y 4 U3 5 6OJIbHBIX, KOTOPbIM OTMEHHUJIM KOPTHUKOCTe-
poujibl, coxpaHsiiack pemuccus [252]. LuknocnopuH A Takxke
HCMO0JIb3yeTCs B KaueCTBe aJIbTepHATHBHOI0 MH/YKIIMOHHOTO
PEeXUMa, XOTS NPEUMYIIECTB 110 CPAaBHEHUIO CO CTAHJAPTHOH
Tepanuei He ycTaHOBJIeHO [255]. MM® y neTeli npuMeHsieTcs
B KaueCTBe Tepaluu «CIaceHUsi» pU OTCyTCTBUU 3ddeKTa OT
cTaHzapTHOro JiedeHus [253]. U3 26 manueHTOB ¢ ayTOUMMYH-
HBIM NOpa)XeHNEM NeYeHH OTBET YCTAaHOBJIEH y 18, mpuueM y
14 60/1bHBIX NPOM30ILLJIA OJHAs HOPpMaIU3alKsi akTUBHOCTH
amuHoTpaHcdepas [253]. UHTepecHO, YTO ¥ 6 MALUEHTOB U3
TeX, y KOro oTcyTcTBoBas 3ddekT, umescs ACX.

Kak u B3pocsble, IeTH JOJDKHBI ObITh 00C/I€Z0BaHbl Ha
Ha/IM4ve UMMYHHUTETA K BUpyCcaM renaTUToB A 1 B u, npu He-
06X0IMMOCTH, BaKIIMHUPOBaHbl [259]. Takxke mpu ycTaHOB-
JIEHUM JJUarHo3a U NpH Noc/leAyoleM HablI0JeHUH clelyeT
OLIEHHUBATh IJIOTHOCTb KOCTHOW TKaHH.

40. [Oetam c AUT B Havyane nevyeHnss HeobxoaMMo MOBLICUTb
003y KopTukocTeponaos. MpuHumnel neveHns AUTy ne-
Tel B OCTA/IbHOM Takue Xe, kak 'y B3pocbix (11-2).

Conymcmeyrowue 3a601e8aHUS U NOHCUIOL 803pacm

B omnpeiesileHHBIX IPyNnax NalMeHToB TpebyeTcsa HHAUBUY-
aynv3anus Tepanuu. [IpyHuMas pelieHue o pa3paboTke cTpa-
TETUHU JieYeHHsl, HEOOX0JUMO OLEHUTb HaJM4Kle CONMYTCTBY-
IOIMX 3a00/IeBAaHUH B COYETAHUH C TSXKECTbIO 3a60JIeBaHHUs
Y LeJIIMUA Tepanuu. B 5TOM OTHOIIEHHWH MOXHO BBIJIE€JUTD
HEKOTOpble KaTeropuu NallMeHTOoB: C MPpU3HAKaMU OCTeOIo-
po3a Ha MOMEHT HayaJ/la 3a60JIeBaHM, CaXapHbIM AHa6eToM
Y MeTab0JIM4eCKUM CHH/IPOMOM, COIYTCTBYIOLIMM BUPYCHBIM
renaTuToM (Hanpumep, B nan C). AHajlorH4yHO ciejyeT 3a-
JIyMaThbCsl O CTPATEruM JIeUeHHs NMalMeHTOB, 3a60JIeBLIUX B
MOKMJIOM BO3pacTe, KOTOPble MOTYT Jyyllle pearupoBaTh Ha
Tepalvio U y KOTOPBIX TaK»Ke Ha0JI10/1aeTcst MeHbIlle CUMIITO-
MOB B HayaJie 3aboJieBaHus [35, 44, 260].

Iloxcunoli sozpacm

Y nanueHTOB NOXHWJIOIO BO3pacTa HepeaKo HaOJIOJaeT-
Cs1 MeHbIlle CUMIITOMOB IIpU NepBoM o6patienuu [35, 44] u
Jydlle 6MOXMMHUYECKHH OTBeT Ha JedeHue [35, 260, 261].
CyielyeT CKasaThb, YTO B IMOJOOHOM KJIMHUYECKOM EeHOTHIIEe
0oJiee YYBCTBUTEJILHOTO K JIeUEeHUIO 3a00JIeBaHus, [0 Kpai-
Hell Mepe YaCTUYHO, UTPAIOT POJib TeHeTH4YecKrue GaKTOPhI,
B YAaCTHOCTH BbICOKasl paclpoCTpaHEHHOCTb asieneid HLA
DR4 cpenu HaceseHus 3amaiHbIX cTpaH. CorylacHo my6JinKa-
LMY aBTOPOB O0fHOTO KpynHoro neHTpa B CIIA, pacnpoctpa-
HEHHOCTb LIUPPO3a HA MOMEHT 0GpallleHHsI 38 MeIULMHCKOH
MOMOLLbIO Cpe/iy anyeHTOoB cTapiue 60 seT coctaBuaa 33 %.
AHaJsIorMuHBIN NMOKa3aTeJsb B rpyme Jjul MoJioxe 30 jieT Ha
MOMEHT NEePBOro O6paleHHUs] 32 MeJULMHCKOW MOMOILIbIO
coctaBus 10 % [260]. CxonHble JaHHBIE O PACHPOCTPAHEH-
HOCTH IIMPPO3a WM BbIpakeHHOTO pr6po3a (F3) Ha MOMeHT
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nepBoro o6paieHus ony6JrKoBaHbl B AmoHuu [261]. Y aTux
NalMeHTOB TaK)Ke OTMe4YeHa BbICOKAsl PacCIpoCTPaHEHHOCTh
COMYTCTBYIOUMX ayTOMMMYHHBIX 3a6osieBaHui [260, 262].
B faHHBIX HCC/Ie0BAHUAX GOJIbHBIX cTaplie 60 JeT Jieunau
CTaHAAPTHBIMH CXeMaMH C NPUMEHEHHEeM KOPTHUKOCTEpPOU-
JIOB Y a3aTHOINPHHA.

Y nmanueHTOB MOXKUJIOTO BO3pacTa C HAJWYHUEM LUPpo3a
WJIM BBIPQKEHHBIM BOCIAJIeHHEM HepelleHHbIM BOIPOCOM
OCTaeTcsl HaJu4yue HeGOJIbLIIOW MepUIopTalbHON aKTUBHO-
CTH C HU3KUM HUH/IEKCOM HEKPOBOCHAJUTENbHbBIX U3MEHEHU N
B 6uonTaTax [263]. B 3TOM KOHTEKCTe HesICHO, CJeAyeT JIU
3THX MALlUEHTOB JIEYUTb, 0COGEHHO NPH HAJIMYUH JIPYTUX CO-
NyTCTBYOUIMX 3a6oseBaHud. B uccienoBannn 1970-x rogos
10-1eTHAA BbDKMBAaeMOCThb coctaBuia 90 % [180], xoTa B mo-
c/leflylollieM HccleloBaHUY, IPOBeJIeHHOM B KJIMHKKe Melio,
CHeKTp ucxofoB 3a 10 et (Zuanas3oH 2,7-19,9 roga) BKJIIO-
YaJl MPOrpecCUPYIOILYI0 NEeYeHOUHYI0 HeJ0CTaTOYHOCTD, ac-
uut u TP [181]. ¥ aTUX nmauueHTOB C jierkoi ¢popmoii 3a6o-
JIeBaHU4, He [T0JIy4YaBIINX JiedeHHe, BEPOATHOCTD YIy4IIeHUs
6b11a HIKe (12 vs 63 %), a 10-y1eTHAA BBDKHBAEMOCTb CO-
ctaBuiia 67 % no cpaBHeHUIO ¢ 98 % B KOHTPOJIbHOU rpyTiIe,
nojy4aBileil edeHue [181]. OgHaKo cielyeT OTMETUTb, YTO
3TH UCXO/bl HAGJII0AAI0TCS JIMLIb y HEGOJIBIIOT0 YKC/Ia MalH-
eHTOB. B ncciesoBanuy, nposeeHHoOM B KaHaje, ycTaHOB-
JIEHO, YTO OTCYTCTBHE CUMIITOMOB HAa MOMEHT JJUarHOCTHUKHU
3a60JieBaHUsA He O3HAYaeT XYZAIIero MCXo/a 110 CPaBHEHHIO C
M0JIy4yaBIIMMH JIeYeHHUe, XOTs NIPHU Jla/IbHellIeM HabIl0ieHUH
CUMITOMBI pa3BuBawTca y 25 % nanuenTos [44]. Eciu cMo-
TpeTb NparMaTU4ecKH, TO pelleHHe 0 «GAUTETbHOM 0XH/ja-
HUUW» CJIelyeT NPUHUMATb C Y4eTOM KJIMHUYECKOH CUTYalUH.
ITH ManMeHThl JO/DKHBI aKTUBHO HAOJIIOAATHCH, MOCKOJIbKY
B JII060M MOMEHT MOXKET NPOU30UTH aKTHUBALMSA U PELUIUB,
WHOTJa 4epe3 JeCATUIEeTHs IocJe IMepBOro MpOsiBJEHMUs.
Ecsiv nokasaTenu GyHKLHUY Te4eHH OCTAIOTCS U3MEHEHHbIMU
WM YXYAIIAKTCS, TO HEOOXOJHUMO BbINOJHUTb MOBTOPHYIO
OGUOIICHIO TeYeHH U IPUCTYTUTB K JIEUEeHHIO.

[TauveHTaM NOXXUJIOTO BO3PACTA UJIU C COMYTCTBYIOLIMMHU
3a60JIeBaHUAMU NMOAOHUPATh KOPTUKOCTEPOUIHYIO TEPANHIO
c/lie/lyeT 0O4eHb aKKypaTHO. [IpH OTCYTCTBUM LIUppO3a U BbI-
COKOH BEpOSITHOCTH CBSI3aHHOTO C JIeYeHHEeM KOPTHUKOCTe-
poujiaMy 0GOCTPEHMs IJIOXO KOHTPOJIMPYEMOI'O CaxapHOro
JmabeTa, OCTEONOPO3a, IICHX03a peKOMeH/lyeTcsl BbIGpaTh 6y-
JecoHup 9 mMr/cyt + azaruonpuH 1-2 mr/xr/cyt [193]. XoTa
3TH IOKa3aTeJd U He OLeHHUBAJIM B JOJIOCPOYHOHN Mepcrek-
THUBe, COBpeMeHHbIe NMOAX0/bl CKJIOHAIOTCS HMEHHO K TaKoH
TaKTHKe. PeKOMeH/[yeTcsl paHHsIsl OTMeHa KOPTUKOCTEPOU/a.

OcmeoneHusi/ocmeonopo3s

B uccienoBaHMAX € KJACCMYECKOHM paHHEHW CTaHJAPTHOH
MMMYyHocylpeccuel y manueHToB ¢ AWUI ocobble mpo6ie-
Mbl CBSi3aHbl ¢ N060YHBIMU 3)PeKkTaMu Ha POHe UCMOJIb30-
BaHHUA CXeM C NPHUMEHEHHEM TOJIbKO KOPTHUKOCTEPOHJOB.
KymuHrousHoe iuio, GblYbs Iles YCTAHOBJIEHBI NOYTH Y
50 % manueHTOB, caxapHbIH fuabeT — npuMepHo y 15-20 %
[176-178,186]. I'unepTeH3us, NCUX03, Pa3BUTHE KaTapak-
Thbl, OCTEOTIOPO3, CHHXKEHHe BbICOTHI TeJl T03BOHKOB Ha poHe
0CTeonopo3a coCTaBJIsIu 0KoJ10 5-10 %. HecMoTps Ha TO 4YTO
3TH sIBJIEHUsI IPU KOMOMHHUPOBAHHBIX CXeMaX HabJII0JaIuCh
pexe, pacnpoCTPaHEHHOCTb MX, TEM He MeHee, COCTAaBHJIA
noutu 5 % [176-178, 186].

[To nMeromuMcs oLeHKaM, 0OCTeONIOPO30M B MUpe CTpaZaeT
6osiee 200 MJH yesioBeK. OCHOBHOE OCJIOXKHEHHUE 3TOr'0 COCTO-
SIHUS1 — TOBbILIEeHHas1 JOMKOCTb KOCTeH, YTO B MOC/IeAyIOLEM
BeJleT K CHM)KEHMIO KauyeCTBa >KM3HH, HETPYAOCIOCOGHOCTU
U CMepTHOCTH [264]. HecMOTpsi Ha TO YTO KOPTUKOCTEPOUJ-
WMH/YIUPOBAHHBIM OCTEONOpO3 HAGJIIOAAETCS JIMIIb Y YacTH
JIAL] C OCTEONOPO30M, BCe PAaBHO OH UMeeT 3HauyeHHe B IJIaHe
ocsiokHeHud. HanpumMmep, y nanuenTtos ¢ AUL, koTopele nosy-
YalT HECKOJIbKO KYPCOB BBICOKHX /103 KOPTHKOCTEPOH/IOB
(cyTouHass mo3a 15 Mr u 6oJsiee, KyMy/lsITUBHas fo3a GoJiee
1 1), cylecTBEHHO MMOBbILIAETCS PUCK NepesioMa [265]. 3xech
HMeeTcs GOJIbLION MPOCTOP AJIs MPUMeHEeHUs Mep MpoduIIak-
TUKH. KpoMe TOro, HeCMOTpsl Ha MHOTOYHC/IEHHbIE IaHHbIE B
OTHOIIIEHWH BJIMSIHUSA Ha COCTOSTHME KOCTHOM TKaHH, B CIIA u
EBporne TosbKO 5-62 % nanueHTOoB, NPUHUMAIOIIUX KOPTHKO-
CTepPOU/b, OTYYAIOT HEOOXOAUMYIO TPOPUIAKTUKY [266].

B 2003 r. omy6yHMKOBaHbl COBMECTHble pPEKOMeH[a-
MU AMepHUKaHCKOW KOJUIETMHM TracTpoaHTeposioroB (ACG)
U AMEepHKaHCKOM TaCTPO3IHTEPOJIOTMYECKOH acCOLUaluu
(AGA), B KOTOpBIX OTpakeHa HEOOXOAMMOCTb H3MeHEHHS
o6pasza >KM3HH, a TaKXe MPUMEHeHUsl MeJUKaMeHTO3HOU
Tepalnuy, BKJOYas NpenapaThbl Kajblys, BUTaMuH D, 6uc-
docdoHaThl, A9 NPoPUIAKTUKH U JIeYeHUs O0CTeolnoposa y
MalMeHTOoB, AJUTeNbHOe BpeMs MOJIy4YalolUX KOPTHUKOCTe-
pousnl [267]. [IpuMeHeHNE 3TUX peKOMEHJAUMUH y GOJBbHBIX
HB3K no3BoJisieT BbIIBJSTbh OCTEONEHUI0 U OCTEONOPO3 /0
Havasa crnenrduyeckoi Tepanuu y GOJBIIMHCTBA MallUeH-
TOB raCTPO3HTEPOJIOTMUECKOr0 NPOQUIIS, COOTBETCTBYIOLIUX
peKOMeH/I0BaHHbIM KPUTEepUsIM JJi1 ABYXPOTOHHON peHT-
reHOBCKOU a6copbuuomerpuu ([PA) [268]. UHTepecHO, 4TO
OIleHKa aHaJIOTUYHOH CTpaTeruy B raCTPO3IHTEPOJIOTHUYECKHUX
Y relaToJIoOTHYeCcKUX LeHTpax TpeTbed ctynenu CIIA cBuze-
TeJbCTBYET O TOM, YTO BpayM 3THUX LIeHTPOB yallle BCEro pe-
KOMEeH/AYIOT IIpenapaThl AJ15 YKpelleH!s KOCTel, U3MeHeHus
o6pasa xxu3Hu uiu [IPA nauuentam c AUL, HB3K, kypuabiu-
KaM, JIMLlaM ¢ 3a60JieBaHHEM IeYeHH WJIM OCTEOIOPO30M U
ocTeoleHHel B aHaMHe3e. [I[ppuMeyaTesbHO, YTO B JAHHOM HC-
CJIe/JOBAaHUH YCTAHOBJIEHO, YTO MMEBIINUKICA paHee MepesoM,
NpPEKJOHHBIM BO3pacT, NMpUMeHeHHe KOPTUKOCTEPOUJOB U
HU3KUN UHJEKC MacChl TeJla He KOPPeJUpOBaln C peKOMeH-
JalusMuy Bpadyel crnenyajiu3upoBaHHbIX LIEeHTPOB [269].

C mpaKTHU4eCcKOW TOYKH 3pDeHHs U B COOTBETCTBMH C IIpe-
JABIAYIIMMH PeKOMeHJAlUAMH, OTHOCAIMMHUCA K XOJIeCTa-
THYECKUM 3ab0JieBaHUSIM IedyeHU U ocobeHHo [1BIl, onenka
MHHepaJbHOU MI0THOCTH KocTel ([IPA) y 601bHbIX AUT ciy-
KUT LIeHHBIM CpPeJICTBOM /[iJIsl BbIOOpaA JiedeHHUs] U B HAease
JI0/DKHA IPUMEHATbLCS y BCeX NMallMeHTOB C BIepBble AUarHo-
crupoBaHHbIM AUTLL Kpome Toro, B TeueHue 1-5 jieT Heo6xo0-
JIMMBbI KOHTPOJIbHbIE 06C/IeJOBaHUA B 3aBUCUMOCTH OT HCXO-
Jla ¥ 06I1lero prcKa oCTeoNnopo3a, X0Ts KOHKPETHBIX JaHHBIX,
MOJTBEPXKAAIOLUIMX 3Ty peKoMeHJaluio, HeT. [IpuMeHeHUe
npenapaToB Kajblidsl U BUTaMUHa D mogpaepkuBaeTcs pe-
3yJIbTaTaMU 3MH1AeMHOJI0TMYeCKUX UCCIeJ0BaHUH € l0Ka3aH-
HBIMM CHMKEHHEM HJIM 06paTHUMOCTbIO €CTeCTBEHHON yTpa-
Thbl KOCTHOW TKaHM, XOTS HUCCJIeIOBAaHUH, MO TBEPK/JAI0IINX
WJIM ONpPOBEpramuivMx 3TU NpeJJyiodKeHus npu JedeHuu AUT,
He NPOBOAMJIOCH; O6IIMe MPUHIMIBI TOPMOHAJIBHON 3aMe-
CTUTEJIbHOU Tepanuu 3$eKTUBHBI y 60BLUIMHCTBA XKEeHIIUH
B MocTMeHonay3e. UMeloTcs pe3y/bTaThl HcCAe[0BaHUH, 110-
KasbIBalolye 3¢p¢deKTUBHOCTL GuchochoHaToB (0COGEHHO
aJIeH/IpOHATAa), eC/IM OCTEONOPo3 yKe uMeeTcs [270, 271].
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KiinHu4yeckue pekoMeHJaluu

41. Tlepen HavyanoMm Tepanun KOPTMKOCTepouaamum Heob-
XOOUMO U3MEPUTb MIOTHOCTb KOCTHOW TKaHW. Bcem na-
LIMEeHTaM, NOJy4aloLUM KOPTUKOCTEPOUAHYIO TEPanuio,
HeobxoanMo NpMHMMaTb BUTaMuUH D 1 npenapatbl Kanb-
umsa (11-2).

pr,LlHOCTI/I JiedeHUus

CtaHzapTHOe JiedeHUe 3P PEeKTUBHO y GOJBLUIMHCTBA, XOTS
Y He y BCeX, NallueHTOB. [laxke IpU HaJIU4UM 3P deKTa y na-
[IMEHTOB Pa3BUBAIOTCS NMOOGOYHbIE SIBJIEHHUS, CBA3AHHbBIE C
JledeHHeM. B 3aBHUCHMMOCTH OT NpHUMeHAeMbIX KpUTepHeB
pemuccuu (MOJHBIA OTBET C HOPMaJbHOW AaKTHBHOCTHIO
aMUHOTpaHcdepa3, HOpMaJM3alus YPOBHS HMMYHOIJIO-
6yJiMHAa M HOpMaJbHasi THUCTOJIOTHMYecKas KapTHUHa JIM60o
TOJIbKO GMOXUMHUYEeCKass HopMaJu3alnus) MUHUMYM y 10-
15 % manueHTOB HAGJII0aeTCA YCTOWYMBOCTD K CTAHJAPT-
HOMY JIeYeHHIO KaK CJIe/[CTBHEe HeCOOII0eHUS, HEMIOJHOTO0
CO6II0/IeHNs peXXHUMa Tepanuu J16o B pe3ysbTaTe UCTHH-
HOH ycToHuyuBOCTH. KpoMe TOro, y HEKOTOPBIX GOJIBHBIX
MOTYT GbITh BapUaHTHbIe CUHJPOMBI ¢ npusHakamu [1CX
unu [1BL, 4yTo He mo3BoJsieT 06ecneyuThb NOJHYI HOpMa-
JIN3aLUI0 aKTUBHOCTH pepMeHTOB medeHu. HakoHen, co-
NyTCTBYIOIIMe 3a60/ieBaHUA MOTYT OTPaHUYUTH BBIGOD
BapHUaHTOB JIeUeHUs U TeEM CaMbIM NOBJUATH HAa 3P PEeKTUB-
HOCTb TepanuH.

BuoxuMuyecKkuil OTBET Ha CTaHAAPTHYI0 UMMYHOCYIIpec-
cUI0 — 06s13aTe JIbHbIM KPUTEPHUI, 4aCcTO OH pacCMaTPUBAETCs
KakK JIOTIOJIHUTe/IbHbIN AUarHOCTUYeCKUH Npu3sHak. [loaTomy
IpHU OTCYTCTBUU 3ddeKTa ciaefyeT OLeHUTh MPaBUIbHOCTD
MIOCTABJEHHOI0 JUarHo3a U Co6JII0/leHHe PeXUMa JIeYeHHs].
[ToHsITME «OTCYTCTBHE OTBeTa Ha JieyeHHe» Y MALUeHTOB C
AWI' He uMeeT 4yeTKOro onpegesneHusa. OTcyTcTBUEM OTBeTa
clefyeT CYUTATh OTCYTCTBUE CHIKEHHUS aKTUBHOCTH aMHU-
HoTpaHcdepas Gosiee yueM Ha 25 % uepes 2 Hegn. C AUT mo-
I'yT ObITb CXOAHBI MHOTHeE 3a60sieBaHUA: 60/1e3Hb BUIbCOHA,
HACT, JITIIT v atunuanble popmbl [1CX wiu [1BL] (BapuaHTHBEIE
CUH/APOMBI). DTH 3ab0JieBaHUsI MOTYT OKa3aTbCsl Hepacnos-
HaHHBIMU IpU 06pallleHHWH MallieHTa K Bpady, T03TOMYy NpHU
OTCYTCTBUM OTBeTA Ha JIeYeHHe UX CleflyeT pacCMOTpeTb B
KaueCTBe BO3MOXHBIX JuarHo3oB. bosee Toro, AUT ¢ Teuenn-
€M BpeMeHH MOXeT U3MEHHUThCS, HallpuMep C Pa3BUTHEM XO-
JIECTaTU4eCKOr0 CUHAPOMA, KOTOPbIA Oy/leT YCTOMYMB K Ha-
yaToMy JiedeHHIo (BTopu4Has HeadpdeKkTUBHOCTB). HakoHer,
¢ TedeHUeM BpeMeHHU Ha AU MoryT Hak/aZibIBaTbCa ApyTrue
3a60JIeBaHUsI U COCTOSIHUSI, HAalpUMep BUpyCHasl MHeKL s,
no6o4yHble 3¢ EKThI JIeKapCTBEHHBIX CPE/ICTB MJIH KUPOBast
JUCTPOoUS NeYeHH.

Omcymcmeue omeema Ha sieyeHue

CrnesyeT paccMOTpETb pas3/IMYHble CTENEHU OTCYTCTBUSA OT-
BeTa: MOJIHOE OTCYTCTBHe (Heyjauya JiedeHHs) C TAXKeJbIM
COCTOSIHMEM WJIM 6e3 Hero v HeloJIHbIA (YJaCTUYHBIN) OTBET,
06yC/I0BIMBAIOLMHA HE0O6X0AUMOCTb HHANBU/YalM3al U1 Te-
panuu. Y nauveHTOoB C HENOJHBIM OTBETOM, HECMOTPSI Ha MO~
BTOPHOE MOATBEPXK/EHHE JUarHos3a U cobJI0/ileHrue pexuMa
JIe4eHUs], CJIe/lyeT NMOBBICUTD /103y NPeJHMU30JI0HA U a3aTHO-
IPUHA WX Ha3HAYUTh Jpyrye npenaparsl.

Heydaua sevyeHus
A. C TaKeJIbIM COCTOSIHUEM

Oco6eHHO TPYAHBIN BapuaHT — TsHKeJloe OCTpoe Hava-
J10 3a6os1eBaHUA. [leCTBUTEBHO, HeyAaua JiedeHus 60-
Jlee BepOsiTHA y MALEHTOB C MOJIHUEHOCHBIM TeYeHHU-
eM 3a6oJieBaHusA. K coxkasieHM10, B IMTEPATYype UMeeTCs
MaJlo IMyOGJIMKaLUH, KacaloIMXCcs MallMeHTOB C OCTPbIM
TsoKesbiM AWUDT mpu nmepBoM o6GpaiieHuu. Yaiie Bcero
3TO ONHCaHHe OT/AeJbHBIX CAy4daeB HJHU HeGOJbIINX
IpyNI NalMeHTOB C Pa3/IMYHbIMU KPUTEPHUSMHU BKJIIO-
yeHus [42, 206,272, 273]. B pe3ysnbTaTe ocTaeTcs Hesic-
HBIM, CJIe/lyeT JIM 3TUM 60JIbHBIM NPOBOJUTD MPOOHYIO
Tepanuio KOPTUKOCTEPOUAAMH, JTU60 UX CIeyeT BHO-
CUTb B IpUOPUTETHYIO odepesab s TII, 6o Beimo-
HATb U TO U JIPYTO€; a ecJii HayaT NpHeM KOPTHKOCTe-
POUZIOB, TO KaK U 4Yepe3 KaKoe BpeMs cJeJyeT JesaTh
BBIBO/, 0 Hey/laue MeINKaMeHTO3HOo! Tepanuu. Tak nin
WHaye, IPOrHO3 y 3TUX NAllUEeHTOB He6IarONpUsTHBIMH.
O6masg cMepTHOCTb cocTaBisieT 19-45 %, a vacrtoTa
norpe6Hoctu B TII — ot 9 go 81 %. Camoe KpymnHoe
uccie/joBaHMe ObLIO NMpOBeJieHO B Besnko6GpUTaHUU.
B HeM y4dacTBoBaJo 32 MmalHeHTa C OCTPBIM TsKeJbIM
AUT ¢ MHO (MexayHapoZjHOe HOpMaIM30BaHHOE OTHO-
menue) = 1,5 6e3 rUCTOIOTMYECKOTr0 MOATBEPXK/IEHUS
nuppo3a [272]. 23 nanueHTa MOJIy4aau KOPTHKOCTe-
poupsl (< 40 mr/cyt), 10 (48 %) M3 HUX HYXKJAJTUCH B
TII. OcTanbHble 9 6OMBHBIX, HE MOJyYaBIIUX KOPTHUKO-
crepoubl, Hyxgaaucs B TII (p = 0,01). ¥ mauueHTOB,
He M0JIy4yaBIIUX KOpTUKOCcTepousbl, MHAekc MELD Ha
MOMEHT YCTaHOBJIEHHUS AMArHO3a 6bUI BhILLE. Y HUX Ha-
6J1I01a/10Ch CTaTUCTHYECKU He3HAuYMMOe yMeHblIeHHe
3MH30/I0B CEICHCA, XOTA PA3JUIUN MeXAy MalnueHTa-
MU, NMOJY4YaBUIUMH M He NOJIy4aBLUIMMH KOPTHUKOCTe-
pOUABL, MO YAacTOTe Pa3BUTUSA Cellcuca WJIW CMepTHO-
cTU He 6b110. Cpesu GOJIbHBIX, NOJyYaBLUIUX JIeYeHUE,
nHjexkcel MELD y sinn ¢ a3 peKTUBHOCTbIO JieueHUs
He OTJINYAJIMCh OT TAKOBBIX Y NMaLlMEHTOB C HeyAaden
JledeHHus. 2 NalMeHTa ¢ NIPU3HaKaMu [Ie4eHOYHOH 3H-
nedasonaTuu GbLIM H36aBJEHbI OT HEO6XOAUMOCTH
TII 3a cueT npUMeHeHUs] KOPTUKOCTEPOUZ0B. YMepJio
6 (19 %) 60/BbHBIX, BCe MOC/e TPaHCIJIaHTauuu. TakuM
o6pa3oM, MMewlIMecs JlaHHble CBUJIETENbCTBYIOT (C
O4YeHb HU3KHM YPOBHEM [I0Ka3aTeJbHOCTH) O TOM, YTO
BCEM MalMeHTaM CJeJyeT KaK MOXKHO paHbIle IPOOHO
Ha3HAYUTb KOPTHUKOCTEPOU/Jbl B JOCTATOYHO BBICOKOH
no3e (> 1 Mr/kr), iyylie Bcero BHyTpuBeHHoO [275]. [Ipu
3TOM He cJiefyeT 3a6blBaTh O pUCKe UHPEKIUH U Neve-
HOYHOW HEJJOCTATOYHOCTH U, BO3MOXKHO, NPOPHUIAKTH-
YeCKH IPUMEHSATh aHTUOMOTUKH U IPOTUBOTPUOKOBbIE
npenapatbl [206]. TIl pekoMeHayeTCcsT paccCMaTPUBATh
KaK aJbTepHAaTUBY MeJUMKaMeHTO3HOM Tepanuu, XoTs
ONTHMaJIbHble CPOKH ee BbINOJHEHUsI HeU3BeCTHBI.
HecmoTpsa Ha To 4yTo nopor HeapeKTUBHOCTH Jieye-
HUS He omNpefiesieH, YCTAHOBJIEHO, YTO OTCYTCTBHeE B
TedyeHHe HeCKOJIbKUX JHeH MMOJI0KUTeIbHON JTUHAMUKH
M3MEeHEeHHs YPOBHS OMIMPYyOUHA B CBIBOPOTKE, HH/IEK-
ca MELD-Na win UKELD B TeueHHe HECKOJIbKUX JHEH
C MOMeHTa NosIBJeHUs )eaTyxu npu AUl umeert BbICO-
KyI0 OTpULATe/bHYI0 IPOrHOCTUYECKY0 3HAYUMOCTDb U
CJIY>KUT NOKa3aTeJleM K paHHeMy IPUMeHEeHHUIO albTep-
HaTHUBHBIX BAPUAHTOB JieueHus, BKtovas TII [204].
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b. be3 TsxKes10ro cocTossHUA

Y Apyrux manyeHTOB Heyjadya JiedeHUs] MOXKET ObITh
onpejie/ieHa KaK OTCYTCTBUE YJAyYIIeHHUs WJIW MUHU-
MaJlbHOE YJIydllleHHue KJIMHMYECKUX W JIabopaTOPHBIX
IoKasaTeJsiel CIyCTs HEeCKOJIbKO HeJleslb CTaHAapTHOH
Tepanuy, HO 6e3 NeYeHOYHOH HeJoCTaTOYHOCTH. OueHb
penko (< 5 % ciyyaeB) GbIBaeT, 4YTO NepBOHAYATbHBIA
JINarHo3 M COOJII0JileHHe PEeXHMa JIeYeHUs] MOATBEpX-
npatotcs. [Ipy HecoGIII0jeHUN peXUMa JiIedeHUsT UK T10-
JI03peHUH Ha U3MeHEHHbIH MeTab0JIM3M a3aTHOIpPHHA
pPEKOMEeH/yeTCsl ONpeJesIATh AKTHUBHbIE METaGO0JIUThI
6-TTH, xoTa ux uesneBoil guanasoH npu AUT He onpeze-
JieH. OGBIYHO PEeKOMEH/IyeTCsl HCMO/b30BaTh TAKOH ke
MoKa3aTeJIb, Kak pu 60s1e3uu Kpona, — 235-450 nmosb
Ha 8 x 108 apuTpouuTos [276, 277]. HeaBHO 66110 ycTa-
HOBJIEHO, 4YTO KOHUeHTpauusa 6-TTH > 220 nMosb Ha
8 x 10°% spuTpouuTOB KOppeaupyet ¢ pemuccuein AUT
[278]. TTaunenTam 6e3 adpdekTa JiedeHUsT UIU C OUYEeHb
MeieHHbIM 0TBeTOM AASLD 1 BSG 06b1MHO peKoMeH Y-
10T (Ha OCHOBAaHMH HEMHOTOYMCJIEHHBIX JaHHbIX [207])
MOBBICUTD /103y NpeHU30(J10)Ha 0 60 Mr/cyT (B Teue-
HMe MUHUMYM 1 Mec.) U a3aTHONpUHA A0 2 MI/Kr/cyT
[34, 40]. Knunuveckue u JlabopaTopHble MOKa3aTead
MOT'YT Y/Iy4IIaThCs, HO Y GOJIbLIIMHCTBA NAllUEHTOB OCTa-
€TCs PUCK CBA3AHHbIX C JIedeHHeM NM0604YHbIX 3P PeKTOB
1/nay nporpeccupoBanus 3a6oseBanus [207]. B ciyqae
HCTUHHOTO OTCYTCTBUSI OTBeTa MOXET NMOTpe6oBaThCs
JpYyrol BapuaHT UMMYHOCyIpeccud (cM. jajiee). ITUX
MAIlMEHTOB CJIe/lyeT KaK MOXKHO PaHblile NIPOKOHCYJIbTH-
pOBaThb y BEICOKOKBa/IMUIIUPOBAHHBIX CIIELIUAINCTOB.

HenosHbill omeem

HenosHbIM OTBETOM CYMTAETCS HaJMYHMEe HEKOTOPOro yJIyd-
IIEHUS] KJIMHUYECKUX, GUOXUMHYECKUX U THCTOJIOTMYECKHX
NoKasaTeJsiel, Ho 6e3 JOCTKEeHUs [I0JIHOTO pa3pelleHus Mpo-
necca. K 3TUM NposiBJIeHUAM OTHOCATCA BbICOKas aKTHBHOCTD
Ne4YeHOUYHbIX (EpPMEHTOB WM Ha/MYhe IepUIIOpTaJIbHOTO
renaTuTa B GUONCHMHAHOM MaTepuase Ha (poHe HOpPMasbHBIX
nokasaTesied QyHKIUU NeyeHU. YUUTbIBas BO3MOXKHOCTb He-
COGJIIOJIEHUS] PeXMMa MallMeHTOM, ONTHMaJ/lbHas CTpaTerus
HesICHA. Y HEeKOTOPbIX OOJIbHBIX, MOJIy4YalLUX JedeHHe Ha
OCHOBe 6y/IeCOHN/Ia, ITOT Npemnapar (B o3e 9 Mr/cyT) He obe-
CrieyuBaeT WH/YKIUIO U/WUJIH TIOfiepKaHUe PEMHUCCHH, B CBSI3U
C 4eM cJIe[lyeT pacCMOTPETh 1ies1ec006pa3HOCTb 3aMeHbI 6y/ie-
COHMJA Ha npeAHU30(J10)H (HauMHas ¢ 403bl 6osiee 20 Mr/cyT)
[279]. ¥V ppyrux manueHTOB, MOJIyYarUX NpesHU30(JI0)H,
HOBBIIIATH €ro 03y /10 60s1ee 10 Mr/cyT B Te4yeHHe JJIUTEb-
HOI'0 BpeMeHH OObIYHO He PeKOMEeHAYyeTCs H3-3a MOOOYHBIX
3ddekToB [40]. Bosiee npuBIeKaTebHBIM BAPUAHTOM CJIY>KUT
MOBBIIIEHUE [03bl a3aTHONPHUHA A0 2 Mr/Kr/cyT (mo3a ajs
npopUIaKTUKU peluiuBa 6e3 KOPTUKOCTepouoB [222]) B co-
YyeTaHUH C npeAHU30(J10)HOM 5-10 Mr/cyT. MOXKHO IPUMEHSATH
U Zpyrve UMMyHOZeNpeccaHThl (cM. jJajee). HesaBucumo ot
HCIIOJIb3YeMOM CXeMbl, peKOMEeH/yeTCs TOBTOPUTb GHOIICHIO
nedeHu cnycts 18-24 mec. [40]. UpeanbHbIH noKasaTesnb B
BH/le NTOJIHOH GUOXUMHYECKON M I'MCTOJIOTHYEeCKON peMUCCUU
y HEKOTOPbIX NMalMEHTOB MOXXET 0Ka3aThCs HEJOCTHIKUMbIM,
M03TOMY LieJIbI0 JIeYeHHs JIOJDKHO ObITh MaKCHMaJsIbHO BO3-
MOXXHO€ CHIKEHHe aKTHUBHOCTH Ie4eHOYHBIX GEepPMEHTOB C
MHHUMYMOM 10604YHbIX 3¢ dekToB. HecMoTps Ha oTCyTCTBHE

YeTKOr0 MOPOroBOro 3Ha4eHHUs aKTUBHOCTH aMMHOTpaHCde-
pas, CYUTAETCsl, YTO JiedeHHe JJ0JDKHO 06ecredyuBaTh CHUXKe-
HHE 3TOTrO0 MokKasarteJsis 1o He 6osiee yeM 3 x BI'H. Cuurtaercs,
YTO TaKHe NOKa3aTesU CBs3aHbl C MEHbIIEH BEPOSTHOCTHIO
pasBUTHSA arpecCHBHOrO NEPUIIOPTAJIbHOTO renaTUTa U Mpo-
rpeccupoBaHus 3a6osieBanusd [212, 280]. B c/ioxKHBIX caydasx
6oJsiee HAJIEXKHBIM T0Ka3aTeJeM YCNEIHOCTH JIeYeHUsI MOTYT
CJIY>KUTb I'MCTOJIOTHYECKHE KPUTEPHH CHIXKEHHsI aKTUBHOCTH
3a6osieBaHus (Hanpumep, MAT < 5/18).

A/lbmepHamueHble JIeKapCMmMeeHHble cpeacmea npu
HeyaOG./lemSOleme./leO.M omeeme

CoBpeMeHHble BapUaHTbl BTOPOH JIMHUHA UMMYHOCYTIPeCCUBHOMN
Tepanuu BkaroyaroT MM® u UKH (4uKI0CIOpUH WK TaKPOJIU-
Myc). MHOrHMe nmpenapaTsl y»ke NIPUMeHSJIMCh C pa3/IMuUHON CTe-
MeHbIO YCIexa, HO HY OJJUH U3 HUX He M3y4aJsicsl B PaHJOMHU3H-
POBaHHOM KJIMHHUYeCKOM MCCJefloBaHuu. [I[piMeHeHre UX NpU
AUT" ocHOBaHO MIaBHBIM 06pPa30M Ha 3KCTPAIOJISIIIUK OIbITA
rcnoJsib3oBaHus npu TII. OcHOBHOe perMy1ecTBO 3TUX IIpena-
paToB — MOIIHOE U GbICTPOe UMMYHOCYTIPECCUBHOE EeHCTBUE,
HO 3TH INpenapaThl 06/1afal0T CBOUMH COGCTBEHHBIMH 110604-
HbIMU 3¢ deKTaMHU: rUNepTeH3HUs, HapyLleHne QYHKIUH [0YeK,
caxapHbIH A1abeT, rTUNepJIuueMus U HeBpPOJIOrMYecKue Hapy-
wenus y UKH; nuapes, sielikonenus u TepaToreHHoe JelicTBre
y MM®; nosrocpoyHoe NOBbIIIEHHE PUCKA PAa3BUTHS 3/10Kaye-
CTBEHHBIX OIyxo0Jiell y 060ux npenapatoB [281]. K coxxaneHuto,
nMetouyecs: GakTbl 0 IPUMeHeHUH 3TUX penapaToB npu AUl
IVIaBHBIM 06pa30M OCHOBaHb! Ha HEGOJIBIINX, MPEUMY1IeCTBEH-
HO PeTPOCNEKTUBHBIX, aHA/IM3axX OT/e/bHBIX Cly4aeB, HHTEp-
IpeTayuy pe3y/JbTaTOB KOTOPbIX MellaeT pPa3HOPOAHOCTb
OIIEHKHU MCXO0/I0B, BApUabeIbHOCTD /103 U TIOKa3aHUH K Tepanuu
(oTcyTCTBME OTBETA UM HEIEPEHOCUMOCTb).

MM®

MM® — wuHru6utrop uHO3MHMOHOOChATa, MOJABJISIOUINN
nposmdepanuio kak T-, Tak 1 B-numdornurtos [45]. B xoze pe-
TPOCNEKTUBHOI'O0 HEKOHTPOJIMPYEMOr0 UCCJIeL0BaHUS U3y4a-
auposb MM® (1,5-2r1/cyT) BKOMOUHALMY C IPEeJHU30JI0HOM B
KadyecTBe Tepaluy epBoi IMHUM y 59 nanueHToB ¢ AU, panee
He MOJIyYaBIINX JIeYeHHs. YCTaHOBJIEHO, 4YTO Yy 88 % 6G0JIbHBIX
Ha6JII0/ja/ICs OTBET Ha JiedeHHe (HopMau3anus aKTHBHOCTH
aMUHOTpaHcdepas M YpOBHSA Y-II06YIMHOB), v 37 % — pe-
Muccusi 6e3 mpefHU30J0HA. Tspkesble Mo604YHble 3GeKThI
MOCJAY>KUJIW NPUYUHOW oTMeHbl MM® TosbKO B 2 ciaydasx
[45]. XoTst 9TH pe3ysbTaThl U BBIMVIAAAT 06HA/[€KUBAIOIHMMHY,
HE0OX0JMMO W3Y4YUTb [JOINOJHHUTE/bHbIE JJaHHbIE, BKJI0Yas
TUCTOJIOTUYECKUH HCXOJ, M TOJIbKO IIOTOM DPEeKOMEH/I0BaTh
MM® B kauecTBe a/JIbTePHAaTUBHOM Tepanuu nepBoil uHuMU. B
psifie cTaTel ony6/IMKOBaHbI pe3y/bTaThl NpruMeHeHUss MM®
y HALlMEeHTOB C HENIEPEHOCUMOCTbIO a3aTHONIPUHA WM 6e3 J10-
CTaTOYHOTrO OTBETA Ha 3TOT Npenapar. B 6o/iblnHCTBe Hcce-
noBaHud MM® mpumeHsIU B 03e 2 I'/CyT, pa3feJleHHOH Ha
JiBa mpuema. HecMoTps Ha Xopolyio nepeHOCUMOCTb, TOYTH
y !/, manyenToB MM® npuuiioch OTMEHUTb BCIE/JCTBHUE M0~
604yHbIX 3pPekToB [282]. B cayyae HenmepeHOCUMOCTH a3aTH-
onpuHa MM® npexcraBisieTcs 3G PeKTUBHOM albTepHaTUBON
c yactoTo#l oTBeta oT 43 (12/28) no 88 % (8/9) [283, 284]. ¥
B3pOCJIbIX C pedpaKkTepHbIM 3a60JieBaHUEM 3)GEKTUBHOCTD
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KiinHu4yeckue pekoMeHJaluu

HaMHOTI'0 HIKe: 6GMOXMMHUYecKas peMUCccHs HabJroanach y OT
0(0/12) no 25 % (2/8) naureHTOB, XOTS Y/Iy4IlleHre GUOXUMU-
YeCKUX [I0Ka3aTesleld U CHH)KEHHUE TOTPEOHOCTH B KOPTHUKOCTe-
pouziax YCTaHOBJIEHBI Y GOJIbIIMHCTBA NMalUeHTOB [283, 284].
Y nerell pe3ysnbTaThl 6oJiee GJIarONPUATHBIE: YaCTOTA OTBETA
cocraBusa 67 % (14/20) [253]. CnrenyeT yuuTbiBaTh, 4T0 MM®
NPOTUBOIIOKA3aH NPH 6epeMeHHOCTH, O3ITOMY y NMallMeHTOK
depTUIbHOrO BO3pacTa MOTEHIHMAJbHO NPEJIOYTUTENbHBI
Jipyrue npenaparsbl.

HKH

B HECKOJIBKUX CTaThsX C ONHUCAHUEM OTZEJbHBIX CJIy4YaeB
orMedeHa 3pdpexkTuBHOCTb UKH mpu seyeHnn manueHToB C
pedpakTepHbIM 3a6osieBaHHeM. OJJHAKO OKa3bIBAETCS, YTO
ecnu Hauyato Jedenue MKH, To mpakTHYecKu HEBO3MOXKHO
MOCTeNeHHO OTMEHHUTDb 3TH IpenapaThl.

A. lluksocnopuH

OnbIT NpUMeHeHHUs LUKJOoCHopruHa s aedyeHus AUT
y ZeTel CBs3aH C MCMOJIb30BaHUEM 3TOro INpenapaTta
B paMKax OCHOBHOW Tepanuu TsKeJIoro 3aboJieBaHHUs
WU JJ1s1 TPOPUIAKTUKU NO060UYHBIX 3 PEKTOB KOPTHU-
KOCTepOU/I0B. B my6/iMKanusax HEM3MEHHO OTMe4aeTCs
BbICOKasA 3P PEKTUBHOCTD C YACTOTOH GMOXUMHYECKOTO
otrBeTa oT 84 10 100 % [225, 256, 285]. /laHHBIX 0 IpH-
MeHEeHUH LIUKJIOCIIOPUHA Y B3POCJIbIX € pedpakTepHbIM
AWl HaMHOTrO MeHbllle, TEM He MeHee II0Ka3aHa paBHO
BbICOKasl yacToTa 6uoxuMuyeckoro orseta (= 80 %)
IPH UCII0JIb30BaHUU A03bI 2-3 MI/Kr/cyT (JaHHbIEe My-
GJIMKaILUU ¢ omrcaHueM 3G PEeKTUBHOCTH JIeYeHUS MaK-
cuMyM 6 mauueHToB) [286, 287]. OZHAKO KOJINYECTBO
poJiedeHHbIX NMallUeHTOB HEBEJUKO, O JIOJITOCPOUYHbBIX
pe3yJsibTaTax He COO6IaeTCs.

B. Takposinmyc

KapTuna nprMepHo Takad »xe. TakpoJIMMyc npenMylie-
CTBEHHO NPHUMEHSIJIM B KaueCTBe TEPAIMM «CIIaCeHHUsI»
B lo3e 1-6 Mr/cyT B HEGO/IBbIIMX IPyNINax MallMeHTOB C
MaKCHUMaJ/IbHbIM KOJIMYeCTBOM Y4acTHUKOB 13, 1160 B
Ny6JIMKaLUAX ONMCaHbl pe3y/bTaThl OTAEbHBIX HabJII0-
neHuit [288, 289]. B camoM KpymHOM O/IHOIIEHTPOBOM
UCC/IeJOBAaHUHU C y4acTHeM GOJIBHBIX C pedpaKTepHbIM
AWl miy HenmepeHOCUMOCTBIO JPYTrUX MMMYHOCYIIpec-
CUBHBIX IpenaparoB y 12 u3 13 y4acTHUKOB IIpU HC-
[0JIb30BaHUU TaKpoJMMyca (CpefAHMM MHUHMMaJbHbIN
YPOBEHb B CBIBOPOTKe 6 HI'/MJI) JOCTUTHYyTa HOpMaJu-
3anus nokasaresielt GyHkiuu nedenu [290]. [lo faHHBIM
JIpyroro LieHTpPa, TaKPOJIMMYC oKa3ascs 3pPeKTUBeH y 7
13 9 nanueHToB C TKesAbIM pedpaxkTepHbiM AUT [204].
TakvM o6pa3oM, UMeloLyecs JaHHble CBUJETEIbCTBY-
I0T 0 TOM, YTO TaKpOJIMMYC MOoKa3as 0OHaiexUBalolre
pe3ysbTaThbl NpU JiedeHUH pedpakTtepHoro AUT; kpome
TOTO, 3TOT IIpenapar npejcTaB/IseTcs 6€30MaCHbIM, XOTS
BCe OIy6/JIMKOBAaHHbIE PA6OTHI XapaKTePHU3YIOTCS KOPOT-
KHUM I[1epUO/IOM HAOJIKO/[€HHUS.

Jpyaue umMmyHomodyasamopbwl
OnucaHbl OT/e/bHbIE CAy4au, B KOTOPbIX YCTaHOBJIeHA 3¢-
bEKTUBHOCTh JIPyTMX IpenapaToB, TaKUX Kak LHUKJI0dOC-

damup (1-1,5 mr/xr/cyt) [291], meToTpekcar (7,5 mr/Hez,)
[292], putykcuma6b (1000 mr yepe3 2 Hep.) [293], uHbIUK-
cumab (5 mr/kr B AeHb 0, yepe3 2 U 6 HeJ., 3aTeM KaXK/ble
4-8 HeJ. B 3aBUCUMOCTH OT JIaBOPATOPHBIX MOKa3aTesed U
KJIMHUYeCcKoro TedeHus) [294]. AHTuTesna K dakTopy He-
Kpo3a OIlyXoJled TaKXe CIOCOGHbI HMHJYLHMpOBAaTb HMMY-
HOOIOCPeJJOBaHHOE TOpa)keHHe INedeHH, Mmoxoxee Ha AUT
[295, 296]. O npuMeHeHUH U 3 PEKTUBHOCTH CHPOJINMYCA
M3Havya/bHO IlIJIa peyb B KOHTEKCTe MOCTTPAHCIJIAHTAllUOH-
Horo AUT [297], a 3aTeM B KOHTeKcTe pedpakTepHoro AUT
6e3 TpaHCIUIAaHTALMKU (MeJHaHa MUHHUMaJbHOW KOHLEHTpa-
nuu 12,5 Hr/mun): ycToluMBOe CHMDKEHHe aKTUBHOCTH ANAT
> 50 % HabJsr0Aan0Ch y 4 U3 5 MALlMEHTOB, B T. Y. Y 2 aKTHUB-
HocTb ANAT HopMasnzoBasack [298]. K ocHOBHBIM mo6o4-
HbIM 3d(deKTaM CHPOJIMMYyca OTHOCSTCS THUIEPJIMNNJEMUS,
NPOTEHUHYPHUS U OTEK, XOTS OTHOCHUTEJNHHO 6JIarONpUsTHBIH
npo¢u/ib 6e30MaCHOCTH JJAHHOTO NIpenapara JesaeT ero Jo-
GONBITHBIM BapuUaHTOM. /[laTb Kakue-lM60 ybGeAuTesbHbIE
peKoMeH/laliMy Ha OCHOBaHHUH CTOJIb Ma0i BbIGOPKH HEBO3-
MoxHO. CieiyeT yYUTBIBaThb, UTO G0Jiee BhIPOXKEHHAs] HMMY-
HOCYIIPEeCCHs CBsI3aHa C TSKEIbIMUA HHQEKIIMOHHBIMH 0CJI0XK-
HEHUSIMU, 0COGEHHO Y MAlMeHTOB C LUPPo30M [294].

[IpyHATHE peLleHUs OCHOBAaHO Ha CJIOXKUBILIEHCS Npak-
THKe, TshkecTH AWUT 1 oco6eHHOCTAX nauueHTa. MMerouuecs
baKThI He TO3BOJIAIOT PEKOMEH/J0BaTh KaKOH-JTM60 KOHKpET-
HBIH NpenapaT BTOPOH JIMHUM TOMY WJIM WHOMY NALUEHTY.
TakuM 06pa3oM, NpUMeHeHHe 3THUX 3KCIepHUMEHTAJbHbIX
npenapaToB TepalUU BTOPOH JIMHUM JIOJDKHO OBbITh MOJKpe-
IIJIEHO MHEHHUEM OIBITHOTO CIelHanncTa. B nesowm, eciu Ha-
YaTo JiIeueHHe HeCTaHJApPTHBIMU CPEJICTBAMHY, /103bl IIPUHHU-
MaeMbIX UIMMYHO/Ie[IPeCCAaHTOB He MEHSAIOT (3a UCK/II0YeHHEM
nepexoja ¢ azatvonpuHa Ha MM®), nocTeneHHO yMeHbIuast
[OCJIEe IOCTHXKEHUS OTBETA.

42. [lpy He06X0AMMOCTU NPUMEHEHNS BbICOKUX 403 KOPTU-
KocTeponaos (> 20 Mr/cyT) B TEHEHNE ASINTENBHOMO Bpe-
MEHU NeYeHne cnemyet onTMMM3npoBaTb (KOMOUHUPO-
BaTb BbICOKME A03bl MPEOHN30(/I0)HA C a3aTUONMPUHOM
2 mr/kr/cyT). C opyroi CTOPOHbl, MOXHO nonpoboBaTb
neveHne WMKH (UmMkNOCNoOpvH mnn TakpoOJUMYC), WH-
dnvkcmabom, MeToTpekcatoM unu uuknodochamu-
nom. OTHocuTeNbHYI0 3D dEKTUBHOCTL NPenapaToB BTO-
POV IMHUN B KIIMHUYECKUX UCCNIELOBAHUSX HE U3yYanu.
Takum 06pa3om, 3TU npenapatbl CleayeT NMPUMEHSTb
TOJIbKO MOCNEe KOHCYNbTauuu nauueHta B crneuuannau-
poBaHHOM LeHTpe (I1-3).

43. Y naumeHToB C HemnoJsiHbIM OTBETOM Ha npuem Oyaeco-
HMAa PEKOMEHOYETCHA 3aMEHUTb ero Ha NPegHU30(10)H
(> 20 mr/cyT BHayane) ().

44. Y nayyeHTOoB C HEMOJIHbIM OTBETOM Ha a3aTUOMPUH B CO-
yeTaHUW ¢ NPeaHn30(J10)HOM MOXHO monpoboBaTtb Mo-
BbICUTb [03y as3aTuonpuHa A0 2 Mr/Kr/cyT, NpUMeHss
ero ¢ npeaHn3o(no)Hom 5-10 mr/cyT. Yepes 12-18 mec.
pPEeKoOMeHAYeTCs MPOBECTY MOBTOPHYIO OUOMCUIO NEYeHN
(1-3).

45. TloNHbIN OTBET MOXET 0Ka3aTbCA HEAOCTUXKUMBIM Y HEKO-
TOPbIX MAUNEHTOB, MO3TOMY LIENbIO JIeHEHUS A0/IKHA ObITh
MUHUMasIbHas BO3MOXHas G1OXMMUYeCKast aKTUBHOCTb C
MUHMMYMOM Mo604YHBIX 3ddekToB. MoXeT noTpedboBaTb-
CSl TMCTONIOrMYECKNI KOHTPOIb 3P PEKTUBHOCTU JIEHEHUS
1/unu nporpeccupoBaHus 3abonesanus (11-3).
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Hecob.r0deHue pexcuma se4eHust

Kak npu s1060M XxpoHHYeckoM 3abojieBaHUH, JJIUTEbHOE
JIedeHHe MOXKET OCJIOKHSTbCS HECOOJIIZIeHHEM DPeXHUMa,
0COGEHHO Y JeTell paHHero my6epTaTHOro Bospacta [299].
[TogpocTKX YacTo MJI0X0 COGJII0AAI0T BpayeGHbIe peKOMeH/1a-
[IUH, PEXUM Tepallu U KJIMHUYeCKHe HadHadyeHHs. Eme 60J1b-
Iie npo6JsieMa MOXKeT YCUIUTBCS B CBS3U C KOCMETUYECKUMH
no604yHbIMU 3¢ PeKTaMu KOPTHUKOCTepOUoB. [lanueHT faxe
MOXeT OTPHULATh HajluuMe 3a60JieBaHUs, CTPEMSCb ObITh
«HOpPMaJIbHBIM» B IIJIJaHE CBOEH HE3aBUCUMOCTHU. B pesysibra-
Te HecobJII0/leHHe peXXUMa JIedeHHs B 3TOH NOMyJIALMHI Urpa-
€T OCHOBHYIO POJIb B pa3BUTHUH penuanBoB [300]. Heo6xoaum
pery/asipHbli MOHUTOPHUHI IpHeMa HMMYHOCYNPeCCHUBHBIX
npenapaToB. Bopb6a 3a co6it0/ieHHe pexxuMa JedeHUs TPyA-
Ha M He JI0JDKHA OCHOBBIBAaTbCSl Ha OCYXKJEHUH NalHeHTa.
Ycunusi, HanpaBJ/IeHHbIE HAa Pa3bsiCHUTEJIbHYI0 paboTy, COLU-
aJIbHYI0 aKTUBHOCTB, CTPATErMH MOBEJIEHUS C LeJIbl0 MOBbI-
CUTb MOTHUBALMIO UMEIOT JIYYLIMH pe3y/bTaT NPH COBMECT-
HOH paboTe HECKOJIbKUX CIIEIMaIMCTOB, BKJII0Yas ICUX0JI0Ta,
CHELUATUCTOB 10 paboTe C MOJIOAEXKbIO, CPETHUN MeUIUH-
CKHUH [IEPCOHAJI, KOTOPbIE CIIOCOOHBI MO JepKaTh aljUeHTa B
3TOT TPYAHBIN neproy. Ha aToM aTamne B JieueHUH GOJILHOTO
JI0JDKEH y4acTBOBATh KaK JeTCKUH, Tak U B3pOC/IbIH renaro-
Jior [301, 302].

46. ToppepxuBaiolias Tepanus U coOsofaeHne pexuma

Jle4eHns 0COOEHHO BaxHbl Yy MOOPOCTKOB W MOJIOAbBIX
B3pocsbix (11-2).
MepeBop naumeHTa U3 neamaTpu4eckom Ciyxobl Ha Me-
OMUMHCKOE 06Cny>X1BaHME B3POCIIbIX JyHLLE BCEr0 OCY-
LECTBAATb C y4aCTUEM Crneunanna3npoBaHHbIX CyX0,
cobniogas MynbTUANCUMNAMHAPHLIA noaxon, (11-3).

HenepeHocumocmb u no6oyHble 3¢hhekmbl npenapamos

ToKCHYHOCTB NpenapaTa BbIHYK/AaeT CHUXKATb ero 03y U1
Npex/JeBpeMeHHO OTMEeHSTb. [IpelHU30H U NpeAHU30JI0H
npu AUl fgaroT MHOrouucsaeHHble no6o4yHble 3ddeKThl (10
80 % depes 2 roja), BKJ0YAsd KOCMETHYECKHE U3MEeHEeHHUs
(yBesinueHHe Macchl TeJsa, OKPYIJIeHHe JIUIA, THPCYyTHU3M),
caxapHbId AuabeT, SMOIMOHAJbHYI HEeCTa6UIBbHOCTb WJIH
NICUX03, TUIIePTEH3HI0 U 0CTeonopos. Tsakesble MOGOYHbIE
3¢ deKTbl BO3HUKAIOT IVIaBHBIM 06pa3oM NpU NpHUeMe /103
6oJsiee 20 Mr/cyT B TedueHUe Gosiee 18 Mec., NpUBOJS K OTMe-
He mpenaparta npuMmepHo y 15 % nanueHToB. Kom6uHaus
C a3aTHONPHUHOM XapaKTepU3yeTcs HaMHOI'0 MeHblleH ya-
CTOTOHN MOGOYHBIX 3PPEKTOB, XapaKTEPHBIX JJisT KOPTHUKO-
cTtepou/ioB [179]. B kpynHOM paHJOMH3MPOBAHHOM HCCJIe-
JIOBaHUHU € yyacTueM 207 manueHTOB 6€3 LUppo3a NevyeHU
Manns et al. cpaBHU/IM IpeAHU30H U 6yAecoHUs (9 mMr/cyT).
OCHOBHOe OT/IMYME MEeXJY 3TUMHU JABYMs TpyIIaMy yepes
6 Mec. 3aKJII0Ya/IOCh B CHH)KEHHUH NTOG0YHBIX 3P PeKTOB KOp-
THUKOCTEPOU/IOB B rpyIe JedeHus OygecoHugom (51,5 vs
26 % cooTBeTcTBeHHO) [193]. [lo OKOHYaHUU 6-MeCSIYHOTO
NEepUOJa UCCJIeJ0BAaHUS MALMEHTOB W3 TPYIIbl JieYeHHUs
NpeJHU30HOM IepeBesd Ha GyzecoHuf (6 mr/cyT), mocjie
4yero B Te4eHHe 6 MecC. ObIJI0 OTMEYEHO CHMXKEHHE YaCTOThI
Mo6GOYHBIX 3¢ PEeKTOB KOpTUKOCTEpOU10B Ha 40 %. Takum

o6pasoM, npu Haauyuu 3¢dekTa oT nmpeJHU30(JI0)HA B CO-
YeTaHWU C NOBOYHBIMU 3PPeKTaMu KOPTHUKOCTEPOUO0B
MO>XHO peKOMEeH/I0BaThb NepeiTH Ha 6yaecoHus (6 mr/cyr).
AnbTepHaTUBHBIA BApUAHT — MOBBICUTD /103y a3aTHONPHUHA
(2 mr/kr). Kpome Toro, Bo3MoxeH mepexo/; ¢ a3aTUONPHUHA
Ha MM® (2 r/cyT) c nocneaywouiel NONbITKOW CHU3UTD Z103y
npeAHU30(JI0)Ha, ecJu J03a a3aTHONpPHUHA JUMUTHPOBAHA
TOKCUYHOCTBIO IIpernapaTa WM MOO60YHBIMH 3ddeKTamMu
[283, 284].

[Ipu ucnos1b30BaHKUU a3aTUONpUHA A1 JedeHusa AUT no-
604Hble 3QPEKTbl Pa3BUBAIOTCA NOYTH y 25 % NalMeHTOoB,
BbIHYk/1ast B 10 % csiyqaeB oTMeHATH npenapart. [lo6o4yHble
3¢deKThl dalle BCTpeYarTcAd y OGOJBHBIX C LUPPO3OM.
[IpumepHO y 5 % GOJIbHBIX B Te4eHHE HECKOJIBKUX JHEH WU
HeJle/lb pPa3BHUBAETCs TsDKeJas paHHsAsS peakuus ¢ apTpas-
rueH, TMXopaKoH, KOXKHOH ChINbI0 MJIM MTAHKPEATUTOM, YTO
TpebyeT He3aMeJJIMTEJbHOr0 IpeKpalleHUs IpheMa Ipe-
napata. CHMITOMBI TPOXOZAAT 3a napy JHed. Kak yxe oTMe-
4yaslocb paHee, NMPU HEINEePeHOCHMOCTH a3aTHONpPHHA XOpOo-
el anpTepHaTUBOM npeactasisiercs MM® (2 r/cyT). 6-MII
MOXXHO INONpPOGOBaTh JlaXke NMpU SIBHOM HeNepeHOCHMOCTH
a3aTUOINPHUHA, MOCKOJIbKY HEKOTOPbIE MAlMEHThI IEPEHOCAT
3TOT aKTUBHbIA MeTabosuT [303]. lpyrue ajibTepHaTUBbI —
MOHOTEpANUs KOPTUKOCTEPOUJAMHU Y NMALMEHTOB C JIETKUM
TeyeHUeM 3a00/1eBaHUA U CJ1abbIM PUCKOM B OTHOLIEHHUH MO-
604YHBIX 3P PEKTOB KOPTHKOCTEPOUAOB, BKJIIOYAsT BBICOKYIO
IJIOTHOCTb KOCTHOM TKaHM, a TaK)Ke HCII0Jb30BaHUe Npena-
paToB, KOTOPbIe TaKXe NPUMEHSIOT IIPU OTCYTCTBUU OTBETA
Ha JieyeHUe. IPPeKTUBHOCTb U NIEPEHOCUMOCTD JIJINTENbHON
MOHOTepaNnuu 6yZeCOHU/IOM He U3ydaslH.

47. Y naumeHToB 6€3 uMppo3a B KayeCTBE WMHAYKLIMOHHOM
TepanuM MOXHO WCMoJib30BaTb OyAecoHuA, B COoYeTa-
HUM C a3aTUOMNPUHOM. ITa Xe KOMOMHAUUSA PEeKOMEH-
OyeTcs nauveHTam C COMyTCTBYOLWMMM 3aboneBaHu-
SIMU, KOTOpble MOryT 0BOCTPUTBCS Ha hOHE neyeHus
npenHuso(no)Hom (11-2).
JonrocpoyHble gaHHble 6e30nacHOCTU U 9DDEKTUBHO-
ctn 6ynoecoHuaa npy AU otcyteTeytoT (1).

48. Ecnu azatmonpuH B OCTATO4YHOM A03€e He obecneynsa-
€T NoAAepXaHue PEMUCCUM Y NALUMEHTOB C OTBETOM Ha
NpPeaHuU30(N0)H, HO C TSXeNbIMU cneunduieckumMmn ans
KOPTUKOCTEPOUAO0B NOOOYHBIMU 3 dEKTaMN, PEKOMEH-
nyeTcsa 3aMeHUTb NpeaHn30(no)H Ha 6yaecoHung, (11-3).

49. Y nauneHToB C HEMEepPeHOCMMOCTbIO a3aTuonpuHa npe-
napaTom BbiGopa BTOPOI MnHUM Tepanumn cnyxmnt MM®
(n-2).

OtHocuTenbHas 9ddEKTUBHOCTb U  MNEPEHOCUMOCTb
MM® y opyrux naumeHToB B CPaBHEHUMU C a3aTUOMNpu-
HOM He ycTaHoBneHa (11-2).

AnbTEepHATMBHbI BAPUAHT — MCMONb30BaHne 6-MI1 nau
6-TI'H npu HenepeHocumocTn azatmonpuHa (Ill).

Bapuanmmvule cundpombl

BciencTBre HHU3KOM pacnpocTpaHEHHOCTH BapHUaHTHBIX
CUHJIDOMOB, a TaKkXe OTCYTCTBHS OOLIeNPHUHATOrO onpeje-
JIeHUs1 BBINOJIHUTb PaH/OMHU3UPOBaHHble KOHTPOJIUPyeMble
vccaeZ0BaHUs MO 3TOMY HaNpaBJeHUI0O MPaKTUYeCKH He-
BO3MO>KHO.
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KiinHu4yeckue pekoMeHJaluu

CouemaHue nposieaenulti I[1B1] u AUT

[Tpn Hannuuu npusHakoB [1B1] u AUT" 3a6osieBaHKe MpoOTEKa-
eT TshKeJiee, yeM npu o6br9yHOM [1BIl, 1 XxapakTepusyeTcs 60-
Jiee BBICOKOM 4acTOTOU pacnpocTpaHeHHoro ¢ubpo3a Ha Mo-
MEeHT yCTaHOBJIEHHUs AUarHosa (Jaxe HeCMOTpPsl Ha MOJIOLOMN
BO3pacT). B GosnbmnHCTBE My6GIMKanuil (HO He BO BCEX) OT-
MeydaeTcs 6oJiee HEGJIArONPUATHBINA NPOTHO3 B OTHOLIEHUH
6uoxrMHuYecKoro oTseTa Ha npueM Y/IXK, nporpeccupoBaHus
$ubpo3a u cMepTebHBIX UCXO/0B, CBS3aHHBIX C TeYeHOYHOH
HepocTaTo4yHocThio [58, 170, 304, 305]. HecmoTpst Ha oTCyT-
CTBHE KOHTPOJIUPYEMBIX HCCJIe[JOBAHUH, B peKOMeHJalLusX
EASL Ha OCHOBaHMU pe3y/IbTaTOB HEGOJIBLIMX UCCIe0BAaHUN
yKa3aHo Ha Jj06aBjieHHue KOPTUKOCTEPOU10B (ITpesHN30(J10)-
Ha 1M 6yfecoHn/ja) IM60 HA MOMEHT YCTaHOBJIEHUS JUArHO-
3a BapMaHTHOI'0 CUHAPOMA, JIM60 B clyyae HEJOCTATOYHOTO
6HMOXMMUYECKOTO OTBeTa mocjie 3 Mmec. npuMeHeHus Y/JXK
[58, 60, 304, 306]. He Tak faBHO 0Ny6JIMKOBAaHbI pe3y/IbTaThl
KpPYIHOT0 MHOTOLIEeHTPOBOT'0 UCC/IeloBaHUs (88 manueHTOB),
B xoZe KoToporo 30 60JIbHBIX B KayecTBe Tepanuu MepBoH
auHun noaydanu YIXK, 58 — komouHanuto YXK u ummy-
HO/leNpeccaHTOoB (NMpeJHU30H + a3aTHONPHH). Y NAl[UeHTOB C
yMepeHHbIM MepUIIOPTaIbHbIM renaTUTOM 3$eKTUBHOCTb
MoHoTepanuu Y/JXK v KOMOMHHpPOBAaHHOW Tepamuu B OT-
HOIIEHUH GHOXMMHUYECKOTO OTBeTa Oblia cxomHou (80 %),
TOTJa KaK y GOJIbHBIX C TSXKeJbIM renatuToM 3¢¢dexkTus-
HocTb MoHOTepanuu Y/XK 6bp1a HamHOTrO0 Hinke (14 vs 71 %).
Hasnnuue pacnpoctpaHeHHoro ¢pubposa 6b1J10 CBS3aHO C OT-
CYyTCTBHMEM OTBeTa Ha KOMOMHUPOBAHHYIO Tepanuio, HO He
Ha MoHoTepanuio YJXK. UMMyHoOCynpeccuBHbIe NpenapaThl
BTOPOH JIMHUH (LIUKJIOCIOPHH, TaKpouMmyc 1 MM®) naBau
GMOXMMHUYECKYI0 PEMHUCCHIO Y NOJIOBUHBI NALMEHTOB, Y KO-
TOPBIX He GbIO OTBETA HAa HAYaJIbHYI0 UMMYHOCYIPECCHIO
[307]. 3Tn maHHBIE CBUAAETEIBCTBYIOT B 10JIb3Y KOMOUHALUN
YIXK 1 UMMyHO/IeNIPECCAHTOB B KauecTBe Tepanuu NepPBOU
JIMHUM Y 60sbHBIX [IB1] ¥ TsKesbIM NeprcenTalbHbIM Temna-
TUTOM. BbIcKasbIBaeTcsl MHEHHE, YTO IPH HAJIUYUH OTBeTa Ha
JiedeHHe 03y UMMYHOCYTIPeCCUBHBIX NpenapaToB MpH JJIN-
TEeJIbHOM JIeYeHUH MOXKHO YMEHbIIHTb, 2 YaCTOTA YCIEeIHOTO
NpeKpalleHus JiedeHUs Bblllle, 4eM NpU KaaccudyeckoM AWT
[304, 307]. PazButue AUl y nanuenTos c [1BL, moay4yaBimux
YIXK (nocsiefoBaTesIbHbIM BapuaHTHbBIM CUHJPOM), TpebyeT
0653aTeJIbHOTO IPUMEHEeHUs: UMMYHo/ierrpeccaHToB [308].

CouemaHue nposieaeruli I[ICX u AUT

Y nauuentoB ¢ npusHakamu [ICX u AUl oTMeudeHbl pas-
JINYHBbIE pe3yJIbTaThbl Tepanuu (06bIYHO MPEeAHU30JI0HOM M
azatuornpuHoM c uiau 6e3 YJIXK) [51]. CaenaTb kakoe-1160
KOHKpeTHOe 3aKJIl0UeHHe HEeBO3MOXHO H3-3a HeGOJIbIIOro
KOJINYeCTBa Ha6JIIOfleHUH, PEeTPOCIEKTUBHOTO XapaKTepa
GOJIBIIMHCTBA HCCJAeJOBaHUN W pPa3HOPOJHOCTH CXeM Jie-
yeHus. Y geteit ¢ ACX, mosyyaBIIMX UMMYHO/JENPECCAHTHI,
npy 6MONCUMHOM HCC/IeOBAaHUU NeYeHU MOXKeT ObIThb yCTa-
HOBJIEHO YMeHblIeHHe BOCHaJeHHs, XOTS XoJlaHruorpadu-
YeCcKHe W3MEeHeHHMA MOTyT NporpeccupoBaThb, a 10-jeTHAA
MPOAOJ/IKUTENBHOCTD XU3HU 6e3 Heobxogumoctu TII Huke
(65 %), yem npu AUT (100 %) [52]. Kom6unauus YAXK u
MMMYHO/JIeNPECCAaHTOB MOXKeT YJAYYIIUTbh OUOXHMHUYECKHe
MoKasaTeJy, T03TOMY JaHHbIM nojxoj pekoMeHaoBaH EASL
[60]. Kak ciieyeTt 13 my6iMKaIui, B KOTOPBIX OIMCaHa Mpak-
THUYECKH OZlMHaKoBas cxeMa Tepanuu (YXK, npeaHu30/10H u

a3aTUOMNPHH), BKJIIOYasA 7 MAllMEHTOB CO CPeJJHUM NEePHO0M
HabJtoieHus 8 JieT, JaHHOe JIeYeHHe CONPOBOXK/IAJ0Ch 3HA-
YUTEJbHBbIM NaJleHWeM aKTUBHOCTHM aMHUHOTpaHcdepas, HO
OTCYTCTBUEM CHM>KeHUs akTUBHOCTH LII®, a Takxke, 4TO 6oslee
MHTEepecHo, OTCYTCTBMEM H3MeHeHHUs1 pucka Melo u 6osee
BBICOKOH NPOJI0JDKUTENBHOCTBIO XKU3HU 6€3 HE06X0AMMOCTH
TpaHcmianTanuu (100 %) mo cpaBHeHuto ¢ 34 (43 %) cay-
yasgMu kisaccudyeckoro [1CX mpu ofvHaKoBOM mNepuozie Ha-
6sroeHusa u nedyeHuu YIXK [309]. Onnako B A0JT0CpOYHOM
nepcrnektuBe (> 10 sieT) B 60JIbIIUHCTBE CAy4aeB HabGJII0Aa-
eTcsl IporpeccupoBaHue 3a6osieBaHus A0 nuppo3sa [64]. Eme
B O/JHOM HCCJIe/[JOBAaHUH OTMeveHa TaKas e J|0Js MallheHTOB
¢ BapuaHTHbIM cuHApoMoM AUT-TICX (rs1aBHBIM 06pa3oM, MO-
Joable B3pocabie) u AUl ¢ gocTwkeHHEM GUOXMMHUYECKOTO
oTBeTa npu AUl B TedyeHue 1 rozsa jedeHus (XOTs y pa3HbIX
MalueHTOB KOMOUHALUY a3aTHONPHHA, NpefHu30oHa U YXK
BapbHpOBaJIK), OAHAKO J,0JIFOCPOYHBIN IPOTHO3 ¥ NALeHTOB
c BapuaHTHBIM cuHApoMoM [ICX-AUT 6b1n xyxe, ueM npu AUT
6e3 [1CX [310]. B coBokymHOCTH BCe 3TH JJaHHbIe YKAa3bIBAIOT
Ha He06X0AMMOCTb NpuMeHeHus: KoMouHanuu Y/IXK ¢ uMmy-
HOCYTPEeCCUBHBIMU CpPe/ICTBAMHU Y GOJIBIIMHCTBA MAlHeHTOB
c npusHakamu [ICX u AU, HecMOTps Ha OTCYTCTBHE MOJIHO-
LleHHBIX UCCJIel0BaHUH [65].

50. Y naumweHtoB ¢ AUI ¢ npuaHakamu [BLL (BapuaHTHbIN
cungpom AUT-TMBLL) pekomeHayeTcs KOMOUHMPOBaHHAsA
Tepanusa YOXK n ummyHoaenpeccadtamu (111).

Y naupeHtoB ¢ AU n npmuaHakamu MCX (BapuaHTHbIN
cuHgpoMm AUT-NCX) Kk MMMyHOZEnpeccaHTaM MOXHO
nonpo6osatb go6asutb YIAXK (IlI).

Y nauuneHToB ¢ npeobnagaHvem nposeneHnii AUl anb-
TEPHATUBHbLIM MOAXOAOM CIYXUT HA4ano e4eHNs TONb-
KO MMMYyHoAernpeccaHTamu ¢ gobasneHnem YIXK B cny-
yae HepgocTtaTto4yHoro oTeeTa (ll).

AHUT nocae TII

PenuauBupyromuii u de novo AUl' MOXXeT pa3BUTbHCS CIYCTS
roAbl MOCJe TpPaHCIUVIAHTaUMM. Ero ciepyer oTivM4aTh OT
OCTPOT0 OTTOPXKEHMS], XDOHUYECKOI'0 OTTOP>KEHH s, BUPYCHOH
MHQEeKIUN U M060YHOro 3¢ deKTa JIEKapCTBEHHBIX CPEJICTB.
TpysHOCTb YCTaHOBJIEHHs JUarHo3a oO0yCJO0BJEHA OTCYT-
cTBHEM crenuuieckoro Mapkepa. Penuausupyroomuid AUl
pa3BuBaeTcs npuMepHo B 20-25 % cayyaes [311, 312]. [lna
€ro JieyeHus1 06bIYHO HCIOJIb3YIOT MOBBILIEHHYIO 03y KOp-
TUKOCTEPOU/IOB WJIM BO30GHOBJIEHHE HX IIpHeMa C WM 6e3
azatuonpuHa in6o MM® [311, 313]. [Ipu oTcyTCTBUM OTBETa
MOXeT 0Ka3aTbCsl yCHeIlHOH 3aMeHa a3aTuonpuHa/MM® Ha
cuposumyc [297]. [IpoduiakTudeckoe MpUMeHEHUE a3aTHO-
NpUHA y NMallMeHTOB, KOTOPBIM OblIa Mepeca’keHa NevyeHb B
cBs13U ¢ AUL, cUCTEMHO He OLleHUBAJIH, XOTs TaKas TaKTHKa
[pe/ICTaBJIsAETCs ONpaBJaHHOM.

AMT de novo onucan y 2-7 % nanuenTtos nocse TII mo no-
BO/ly Pa3HBIX 3a60JIeBaHUH, He CBA3aHHBIX C Ay TOUMMYHHBbI-
MM TpolieccaMu, oco6eHHo y aetel [91, 312]. CTparerus Je-
YeHHUs TaKas XKe, Kak Ipu penuuBupytomem AUT [297, 314].

HakoHel, nanueHTaM ¢ peLdJMBUPYIOLUM WU de novo AUT
cJleiyeT pacCMOTPETb BO3MOXKHOCTb OBTOPHOH TpPaHCIJIaHTa-
i, ecid AWT nporpeccupyeT 10 OTepy TpaHCIVIaHTaTa (pH
CBOEBPEMEHHOM JIeYeHHH 3TO MPOUCXOAUT pefko) [91].
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51. JleyeHue AUT nocne TpaHcnaaHTauMm nevyeHn (peumam-
Ba Uan de novo) cnepyet nNpoBOAUTL B COOTBETCTBUN CO
CTaHAapTHbIMK NpuHumMnamu nevenns AUT (11-3).

Jleuenue AHUT" 8 covemaHuu ¢ conymcmayruumu
3a60/1€8aHUSIMU NEYEeHU

HeaskozonbHas Jcupoeas 60./1€3Hb neYeHu

HAXBII — neyeHO4YHOe MpOsIBJIEHUE LIKMPOKO pacnpOCTpaHeH-
HOr0 MeTaboIMYECKOTO CUH/APOMA, BKJIIOYAIOLIETO OXKUpPEHHe
Y MHCYJIMHOPE3UCTEHTHOCTb, KOTOpPBIM, KaK W3BECTHO, MOBBI-
IIAeT PUCK ITPOTrPeCcCUPOBAHMUsI JPYTHUX 3a00JIEBAaHUM II€YeHH,
ocobeHHO xpoHMndeckoro rematuta C [315, 316]. [lockonbky U
AWT, 1 HAXKBII crioco6GHbI BbI3BIBATh YCTOMYHMBOE MOBBIILIEHUE
AKTHMBHOCTH aMUHOTpaHcdepas U MosiBJIEeHUEe ayTOAHTUTEJ], BaX-
HO UMeTb YEeTKOe IMpe/CTaBJIeHHe O TOM, YTO UMEHHO CJIe/lyeT
JiequTs. [luddepeHnranbHas JUarHOCTUKA 4acTO HEBO3MOXKHA
6e3 OUOICHU TedeHH. Y nmanueHToB ¢ AUT" pacrpocTpaHeHHOCTh
MeTab0/IMYEeCKOro CUH/IPOMA WJIM BJIMSIHUE €r0 Ha UCXOJ Hen3s-
BECTHBI, O/IHAKO pa3yMHO Oy/leT CYUTATh, YTO HAJIM4Me CTeaTore-
naTUTa y nagueHToB ¢ AWT NoBbILIaeT PUCK NPOrPeECCUPOBAHUS
3a6osieBanusl. [IposiBjieHUs] MeTab0/IM4eCKOr0 CUH/APOMA, BKJIIO-
Yasi caXapHbIN 1Ua6GeT, TUIEePTEH3UI0 U OXKUPEHHE, 060CTPSIIOTCS
N0/1 BJIMSTHEM KOPTHKOCTEPOUOB. TaKMM 06pa3oM, COMYTCTBY-
touyto HAXKBII ciefyeT paccMaTpuBaTh U JIEYUTh B COOTBET-
CTBUHM C COBPEMEHHBIMH peKOMeHAalUsAMHU (M3MeHeHHe 06pa3a
J)KU3HU W dapMakoJsiorhuecKde Mepbl). B JaHHON momy/sinuu
PeKOMeH/lyeTcsl c/ieJlaTh BCe BO3MOXKHOE, YTOObI UCI0JIb30BaTh
MHHUMaJIbHO JOMYCTUMYIO 103y KOPTUKOCTEPOUIOB.

XpoHuueckuli 8upycHblil ecenamum

HecMoTpst Ha To uTo renatut B min C UCKIIIOYAOTCA JI0 NOCTa-
HOBKHU JuarHosa AWI, nociegHuil mHorga pasBuBaeTcsl y Ma-
IIUEHTOB C BUPYCHBIM IeNaTUTOM JIN6O CIIOHTAHHO, JIMGO MOJ
BJIMSIHUEM JiedeHUs] uHTepdepoHoM. [laruenTer ¢ AUI' MmoryT
3apasuThbCcs BUPYCHOU HHeKIuel. Bce 6osbHbie AUT 0/IKHBI
ObITb BaKIIMHUPOBAHbI IPOTHB renaTUToB A U B, ec/iv paHee oHM
He GbUIM BaKLIMHUPOBAHbI U He 6bUIM MHOULMPOBAHLL. Y malu-
€HTOB C perviKalyel BupycoB renatuta B (HBV) wau C (HCV)
u mposBaeHusMA AUI' Ha MOMEHT yCTaHOBJIEHHs JAHMArHo3a
BHavasle CJIeiyeT WCI0JIb30BaThb Ge3bIHTepdEPOHOBYIO IPOTH-
BOBUPYCHYIO TEPAIHIO, a 10CJIe 3PaJUKALUK WU [T0JaBJIeHHs
BHUpyCca — PAacCMOTPeTb BO3MOXXHOCTb UMMYHOCYITPECCHUBHOMN
Tepanuu. OnMcaHa peakTHUBaLMsA renaTrTa B Bo BpeMs ledeHUst
AWI, nosTomMy BceM NanyeHTaM, HOJIy4aroIMM UMMYHOCYIIpec-
CHBHYIO Teparnuio, HeO6XOAUMO BBIIOJHATb CEpPOJIOTHYecKHe
WCC/Ie/JoBaHKA Ha renaTuT B. B cooTBeTcTBUM € peKOMeHAaLUsA-
mu EASL [317] y HBsAg-o3UTHUBHBIX JINI] C/I€yeT ONpeseIsaTh
ypoBeHb /IHK HBV. B neproj uMMyHOCynIpecCMBHOHN Tepamnuy,
a Tak»e B TeuyeHHUe 12 Mec. ocJ/ie ee peKpalleH!s ITUM Halu-
€HTaM He0o6X0AMMO Ha3HaYUTh NpeAyNnpeUTeNbHYI0 TepaNuio
aHasloraM{ HYKJIe03U/I0B/HYKJIEOTH/IOB HE3aBUCUMO OT ypOB-
Ha JJHK HBV. Y nauueHTOB ¢ npe/jnosaraeMou AJIMTeIbHON UM-
MyHocynpeccuei u BceM 60/1bHbIM AUT" pekoMeH/iyeTcst TpuMe-
HeHUe 3HTeKaBHpa WM TeHOpoBHpa.

52. Bcem nauueHtam ¢ AU cnemyeT NpoBOAUTL BakKLMHA-
LMIO NPOTUB renatuToB A n B, a Takke exerogHyto npo-
TUBOrpPUNNO3Hyto BakumHauwmio (1).

BHY-uHgekyus

AUT de novo xak nposiBJieHHe BOCCTAaHOBJIEHNSI UMMYHUTETA
onucad y BUY-uHbULIMPOBaHHBIX MALHEHTOB, MOJYYaIOIINX
BBICOKOAKTHBHYI aHTUPETPOBUPYCHYIO Tepanuio [318]. B
ycTaHoBeHUHU AauarHosa AUl u guddepeHunposanuu Apy-
TMX MHOTOYHC/JEHHBbIX NPUYMH H3MeHeHHUsl IoKasaTeseil
GYHKIMY NeYeHH y 3THUX NallMeHTOB GOJIBLIYIO POJIb UI'PAIOT
JlaHHble 6roncuu nedeHu [319]. dddekTHBHON MOXKET OBITH
CTaHJapTHasd MUMMYyHoOCynpeccuBHaa Tepanus AWIL, HO uHoO-
IJla OHa OCJIOXHSIETCS1 pa3BUTHEM YTPOXKAIOIIUX KU3HU HH-
dexkuuit. Jleuenue AUI' y BUY-uHPUMpPOBaHHBIX AllUEHTOB
JIOJDKHO 6BITh MHAMBHUAYAJbHBIM U YYUTHIBATb BO3MOXKHBIE
puckH U mosib3y [320].

Bomnpocsl BeieHUs1 MalMeHTOB, KA4Y€eCTBA »KU3HU
U JJOCTYMTHOCTH MeJUIUHCKOM MOMOIIHU

JocmynHocmb MeduyuHckol homouju

AUT — pepkoe 3a6oJieBaHMe, TO3TOMY TaKUMU MalHeHTaMU
JIO/DKHBI 3aHUMAaTbCsl CIeLUaJUCThbI, UMelolle ONbIT pabo-
Tel ¢ AUI, a MefULMHCKas NOMOIIb A0JKHA OBITh OKa3aHa
B COOTBETCTBHM C JIYYIIMMH U3 JOCTUTHYTBIX HA COBPEMEH-
HOM 3Tane CTaHJapTaMM NpakKTUKW. B HacTosmee BpeMsa
JedeHre 6oJsbHBIX AWI mpouCXoJUT HeopraHM30BaHHO,
YTO 06YCJI0BJIEHO HEpPaBHOW JOCTYNHOCTbIO MeAULMHCKON
nomoiuu [321]. [ns Toro 4YTo6bl NpPeosoJeTh AAHHbIE MPO-
6s1eMbl, B [epMaHuu pa3paboTaH IJIaH IO JIeYeHHUI0 pefKUX
3a60s1eBaHUH, KOTOPBIA B COOTBETCTBUU C PEKOMEeHJalus-
mu EC npesycMaTpuBaeT BHeJpeHHe MOJEIH IMO3TalHOTO
OKa3aHMUs MeJUIMHCKOM MOMOIM C y4aCTHEM Tpex THIIOB
yupexieHui 3/[paBoOOXpaHeHHsI C pa3HbIM ypPOBHEM OINbITa
[322]. CornacHo 3TOM MOAe/ M, NALUEHTHI JO/KHBI TOJYYUTh
JOCTYIl K ClellMaJu3UpOBaHHBbIM LieHTpaM. HampaBieHue
B CllellMa/IM3UPOBaHHbIE LEHTPbl PeKOMeH/yeTcsl JaBaTb B
C/Iy4asax Heollpe/ie/IeHHOT 0 IMarHo3a, JJis OLleHKH IPOTHO034a,
ONTHMMAJIbHOW TAaKTHUKU JIEYEHUS U JJIsl JIeYeHUs OCJIOKHe-
HUH. B 3aBUCHMOCTH OT C/IOXKHOCTH KJIMHUYECKON CUTyalluu
NalyeHT MOXeT NOAHMMATBCS WM CIyCKaTbCS MO «JIeCTHU-
Le» crneyuaavMsalMy MeAUIUMHCKON MmoMolM. JIoCTymHOCTb
TaKOM NOMOIIM 3aBUCUT OT MECTHOH, PerHMOHaJbHOW WJIHU
0611erocyJapcTBEHHON CUCTEMBI 3/ipaBoOXpaHeHus. Tak WK
MHaye, OHa NnoBbllIaeT 3G PeKTUBHOCTb JUATHOCTHUKH U JIede-
Hus. KoopauHupoBaHHas OMOlLb € 60Jiee BbICOKON BepOsT-
HOCTBI0 T03BOJIUT U36€eXaTh HEHY»KHOTO0 Ay6JIMPOBaHUsA JJha-
FHOCTUYECKUX HCCJIe/JOBAaHUH, 06J1erYUT NpUMeHeHre HOBBIX
MeTO/I0B JMarHOCTUKU W JieYeHHs, COOTBETCTBYIOLUIUX KOH-
KPeTHOH KJIMHHUYECKOW CUTyaluu U oxuzaeMomy addexry,
YTO B KOHEYHOM HTOr€ CIIOCOOGCTBYET Y/IyYLIEHHIO HCXOJ0B
3a6o0JieBaHUs. JlOCTYMHOCTb CIleLHaJU3UPOBAHHON MOMOLIU
TaK)Ke J0J/DKHA NMOBBICUTb CTaHAAPThI KauecTBa JlabopaTop-
HOTO HCCJIe/[OBaHUs, B YaCTHOCTU UMMYHOCEPOJIOTUYECKOTO.
JlokasaHbl NpenMylllecTBa MHTErPallMk M 3aMeTHasl 3KOHO-
MUS JeHeXHBIX CPe/ICTB NPHU JIeYeHUH NalUeHTOB C peJKUMH
3abosieBaHuAMH [323].

HpaK'mu‘leCK'aﬂ UHmMezpupoeaHHas NOMowb
Bosbioe 3HayeHWe uMeeT nepsoe O6H.leHI/Ie NnagMeHTa ¢
Bpa4oM IIO noBOAYy AWATrHOCTHKH 3abosieBaHus. Bo BpeMAa
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KiinHu4yeckue pekoMeHJaluu

NepBOH KOHCY/IbTALlUM Bpad MOXET OCJabUTb GecrOoKOM-
CTBO, HANpPSDKEHHOCTh MAI[MEHTa, ecJd CyMeeT paclo3HaTh
MICUXO0JIOTUYECKHE MTOTPEGHOCTU GOJIBHOTO, 0OHA/IEXUTD €ro
U noagepxaThb [324]. OfHako uccnef0BaHUN, HaNpaBJeH-
HBbIX Ha OLleHKy MyTel COO6IeHMs JHarHosa BIepBble Bbl-
aByseHHoro AWI manueHTy M ero peaklMM Ha 3TOT JUarHos,
He NpOBOAUIOCH. MeroTcss GaKThl, CBUAETENbCTBYIOIHE O
HEOJMHAKOBOM KOMIIETEHTHOCTH Bpayeld B BONpoOcCax JAua-
FHOCTUKHU U JiedeHUss AUI. PaspaboTaHbl o6pa3oBaTesbHbIe
NporpaMMbl AJ1s1 NALMEeHTOB C 3a60/IeBaHUAMU NeYeHH, XOTS
Hcc/lelOBaHUH 10 MOBOJY MX NpHMeHeHUs], 3G GeKTUBHOCTH
1 3HauuMocTu npu AUI' He npoBoguock. [lanuentam ¢ AU
HyHa AocTynHas nHpopmManus o6 ux 3ab6osieBaHUH, COZEp-
Kallasi Takve CBeJIeHUs, KaK BO3MOXXHOe BJMsHUe 3aboJe-
BaHUsA Ha PaboTy, CTPAX0OBKY, 06pa3 KM3HU U MJIAaHUPOBaHUE
ceMbU. JTO NO03BOJIIET GOJIbHBIM NPUHUMATb OCO3HAHHbIE
pemieHus. [laMeHTHl JOKHBI UMETb KOHTAKTHYI HUHGOD-
MaLMI0 U OCTYI K MECTHBIM UJIM TOCYAAapPCTBEHHBIM rpynnam
nojgepxku. Koncynbranuuy nanuenToB ¢ AUTT 1o/mKHBI OBITH
VMH/MBU/YaJM3UPOBAHbI K COOTBETCTBOBAThH CTENEHH UX 00-
pPa30BaHHOCTH, KYJIbTYPHOMY/SI3bIKOBOMY YPOBHIO U HOCHUTb
MO3UTUBHBIM OTTEHOK.

[lokaszamenu, coobujaemvle nayueHMamu

Takue WHCTPYMEHTBI, KaK II0Ka3aTesH, coo0laeMble Maliu-
entamu (I1CIT), pazpaboTaHbl [JIaBHBIM 06pa30M [iJisl OLleHKH
pe3y/IbTaTOB JleueHUs B KJIWHHYeCKUX hccaefoBaHusax. [1CII
MO3BOJISIIOT B3IVIAHYTh Ha 3abojieBaHMe U JiedeHue C MO3U-
LMH MalMeHTa U AaloT BO3MOXHOCTb BBIIBUTb Te CTpPaTeruu
Jie4YeHHs, KOTOPbIe MOJIOKUTENbHO BIUAIOT Ha CBA3aHHOE CO
3n0poBbeM KadecTBO »kM3HM (HRQoL) GosibmMHCTBa manu-
€HTOB. B KJINHUYeCKUX UCCIe[jOBaHUAX C y4acTHeM 60JIbHbIX
AUT ucnonb3yoT 6HMOXMMUYECKHe MapKepbl OTBeTa Ha Jie-
YeHHe, HO COIVIACHO MMEIOLIMMCS JaHHbIM, 0J0KUTeJIbHbIe
OMOXMMHMYECKHE H3MEeHEeHHs He O03HAa4alT HeMeJJIEHHOTO
yJIy4IleHHs KauyecTBa )XU3HU. Pazpa6oTka [ICII mo3BosiseT oT-
CeXuBaTh NOoTpebHOCTH nanueHToB ¢ AUL. OgHakKo HU cre-
LMa/IM3UPOBAHHBIX ONPOCHUKOB, HU BaauaupoBaHHbIX [ICII
s nagueHToB ¢ AUT He paspaboTaHo.

Konmpoab kauecmea

Cnenuanr3vpoBaHHble LIEHTPHI, 3aHUMAIOIINeECS JedeHHEM
nauueHToB ¢ AUI, JO/KHBI OLleHMBATh KayeCTBO OKa3aHMUs
Me/JJULIMHCKOH MOMOILM pa3HO06pa3HbIMU cpeAcTBaMU. K HH-
CTPyMeHTaM KOHTPOJIsl Ka4eCTBa OTHOCATCS CTAaTUCTHYeCKHe
MOKa3aTesJu BbDKMBAEMOCTH, CUCTEMbI PETUCTPAaliui KPUTH-
YeCKHX CJIyyaeB, a TaKXe yJacTHe NallueHTOB B OLleHKe KaJe-
ctBa. OCHOBHBIE Pe3yJIbTAThI AOJLKHBI ObITH ONMy6JINKOBAHBI,
JIO/DKHBI pa3pabaTbiBaTbCsl U QUHAHCUPOBATBHCS MPOEKThI
KJIMHUYEeCKHX UccaefoBaHUH. HeobxoAnMo oGecrneyuThb MO-
BblllleHHe KBaJludUKaluy Bpadell U ob6pa3oBaTesbHbIe MPO-
rpaMMBbl JJI1 NalMEeHTOB, a TaKXe KOHCYJIbTAlUU AJI Bpayel
MepBUYHOIO 3BEHa.

Kauecmeo scusHu

AWl — xpoHHMuecKoe 3ab0/ieBaHHE NIeYeHH C 060CTPEHUAMU
MW PeMHUCCUAMH, KOTOpble MOTYT OKa3blBaTb 3HAYMTEJbHOE

MeJJULIMHCKOe ¥ 3KOHOMHYeCKoe BJIMSHHEe Ha XU3Hb Nalu-
eHTa U cucteMy 37paBooxpaHeHusd. [lauuentsl ¢ AUT" ucnbr-
TBHIBAIOT 3HAUYUTEJbHYI QU3UYECKYI0 U ICUXOJOTUYECKYIO
HarpysKy, XOTs OHa U He MOJIHOCTbI0 oljeHeHa [325]. B uc-
cJ1eloBaHUH, NPOBeJleHHOM CpeJAM 4ieHOB Hupepsanjckoi
OpraHU3alMM MAaLKEeHTOB C 3a00/1eBaHUSAMH IeYeHH, OLleHH-
Basu HRQOL, ucnosb3ysa Tpu MHCTPYMEHTA: pacCliMpPeHHbIN
BapHaHT MHJEKCAa CUMITOMOB /JI1 KOHKPETHOTO 3abo0JieBa-
Hus, Bepcus 1.0 (LDSI 2.0), Huaepianackuit kpaTKuit onpoc-
HUK SF36 u onpocHuk MFI-20. Y naguenToB ¢ AUT (n = 142)
MoKasaTeJH 1o BceM IKasaM SF-36 6bLIM HHXKe, 0CO6EeHHO
MO MIKaJaM, OLleHUBAKOLIUM pOJIb OTPaHUYEeHUHN BCIe/CTBUE
¢dusnyeckux nmpo6seM WM OOILIEro COCTOSHUA 3/0POBBS.
[TanpenTts! ¢ AUT yale oTMeyas M yTOMJISIEMOCTDb 110 ONPOC-
HUKy MIF-20 [326]. B xo/ie elje 0fHOT0 0{HOBPEMEHHOTO I10-
MepevyHoro yrjiy6JeHHOro uccaefoBaHus ¢ yyactueM 24 fe-
Tel ¢ AUT wau [ICX/AWUl ¢ ucnosb30BaHUEM UHCTPyMeHTa
PedsQL-4.0 ycraHoBJIeHO 3HauuTebHOE HapyueHue HRQoL,
06yC/I0BJIEHHOE HAaJIMYKeM CBSI3aHHBIX C 3a60JIeBaHHEM ITeye-
HU cUMITOMOB. OTpHUIjaTe/IbHOE BJIMSHUE HA KAYEeCTBO MKH3-
HU OKasblBaJM 60JIb B )KUBOTE, YTOMJISIEMOCTb, HApyIleHUs
HacTpoeHus [327]. Haubosiee BecoMmoe Ha CEroJiHsI UCCJIE0-
BaHue HRQoL npoBegeno c yaactuem 103 601bHbIX AUT € Hc-
noJsib3oBaHueM onpocHuka SF-12, coctosiero us 12 nyHKTOB
[36]. HexoTopsie manueHTs! (77 %) HAXOAUIUCE B COCTOSTHUU
OMOXMMUYECKOU peMuccuu. Eciu onleHKH GU3NIECKOro Kom-
MOHEHTA He OTJIMYaJIUCh OT 00lLled MOMyJasIUU, TO OLEeHKHU
MEeHTa/IbHOTO KOMIIOHEHTA OblJIM 3HAYUTEJNbHO CHIKEHBI. Y
nanreHToB ¢ AUl aBTOpBI yCTaHOBUJIN BbICOKUH YPOBEHbD TH-
eJIoH ienpeccuy U 6ecrioKONCTBA, YTO ObLIO CBA3AHO (YacTo
HEeOIpaBJJaHHO) ¢ 03a604eHHOCTBIO 110 MOBO/Y HAC/Ie/CTBEH-
HOCTH, cTaTyca ¥ Bo3MoxkHoro TedyeHus AW HecmoTpsa Ha To
yTo AUT y 6GOoNbIIMHCTBA MAllMeHTOB KJIMHUYECKH CTAabUIIEH,
HabJII0/la/Icsl BbICOKMHA ypOBEHb CUMIITOMOB 6OJIBILION Je-
npeccuy. ABTOpbI 0GHAPYXKUJIU CBAI3b MeXAY JAelpeccuel U
npUMeHeHHeM NPeJIHU30JI0Ha, YTO YKa3bIBAaeT HAa HEOOXO/AH-
MOCTb pa3paboTKH HecTepouaHOU Tepanuu AUT.

53. TleTeporeHHOCTb M KOMMIEKCHbI Xapaktep AUl oby-
CJIOB/IMBAIOT HEOOXOAVUMOCTb CO3[aHNS CMELManM3npo-
BaHHbIX ANArHOCTUYECKMX U TepaneBTUYecknx ciyxo. Y
MauneHToB AOJ/KEH ObiTb JOCTYN K CreLMann3mpoBaH-
HOW MOMOLLM, YTO MO3BOMINT YNYYLUNTb UCXoAbl 3abosie-
BaHWS, NPOOOIKUTENIBHOCTb 1 KA4E€CTBO XU3HU. ITO pe-
anu3yetcs nMbo Yyepes CneumanM3vpoBaHHbIE LIEHTPbI,
n160 Yepes knnHuyeckme cetu (11-3).

54. BospacTtaeT 3Ha4YMMOCTb MPU3HAHUS CHUXEHUS Kade-
CTBa XU3HW naumeHToB ¢ AUT. B CBA3UM C 9TUM NleHeHne
AUT Takxe O0JKHO npefycmartpueatb U MCUXONornye-
cKyto koppekuuio (11-2).

Il1aH ucciegoBaHUM

B03MOXHOCTH AMAarHOCTUKHU W JiedeHuss AUI' 3a mocienHue
50 sieT ZOCTUIIM GOJIBIIMX yCIeX0B. BoJbIMMHCTBO nanyeH-
TOB yZIA€TCS YCIEIHO JIEYUTb, J06UBasCh HOPMaTbHON UIN
6/IM3KOM K HOPMaJIbHOM NPOJOJIKUTENbHOCTH KU3HU U XO-
poliero KayecTBa XU3HU. TeM He MeHee MHOTHe MaljueHThI
BCE e UCMBbITHIBAIOT CYIIeCTBEHHbIE CJIOXKHOCTH B CBS3U CO
3HAYMTEJbHON BpEMEHHOW HETPYZ0CMOCOGHOCTBIO U CMEPT-
HOCTBIO, IJIAaBHBIM 06Pa30M CBS3aHHBbIE C:
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- HeCBOeBPEMEHHBIM WJIH OIIHNGOYHBIM JJUarHO30M;

- HenepeHOCHMOCTBIO JIEKAPCTBEHHBIX CPE/ICTB;

- 10604YHBIMU 3¢ deKTaMu NpenapaTos.;

- HeAOCTAaTOYHBIM OTBETOM Ha JIeYEHHUE;

- HeBbICOKHUM KaueCTBOM OKa3aHUs MeAUIIMHCKOUN MOMOLIU

WJIM ee HeJIOCTYITHOCTBIO;

- HecoOJII0JleHNeM peXXrMa JiedeHHsI.

B xoze o6cyxJeHUsl 3TUX pPeKOMeHJAlUMi MO0 KIMHUYe-
CKOM MpaKTHKe BbISIBJIEH PsiJi HEPEIeHHbIX BOPOCOB, KOTO-
pble MOTYT CJIY?KUTb OCHOBOM /IJis1 IJIAHUPOBAHUS KJIMHUYE-
CKUX HCCIeloBaHUU. B Ta61. 8 mprBeieH nepedyeHb BOIPOCOB,
KOTOpPBIe HA/IJIEXHUT PEIINUTD B X0Zie OYAYIUX UCCIIeJOBAHUH.
KiroueBasi mpo6JieMa KJIMHUYECKHX HCC/IEOBAaHUH IpH
AWT — 3T0 peIKOCTD AaHHOT0 3a60J1eBaHUSs. [03TOMY OCHOB-
HbIM (AKTOPOM COBEPUIEHCTBOBAHHUS KJIMHUYECKUX HCCIIe-
JoBaHui AUT cayKUT opraHu3anus KpyMHbIX KIMHUYECKUX
LEHTPOB U KOOPAWHALHs eTeJbHOCTH NOA06GHBIX LIEHTPOB.
B To ke BpeMsi TpeOYIOT BHUMaHHUs U MeTO/[bl peasn3aluu
MeJMLMHCKOT0 06C/Iy>KUBaHHs, pa3/IMYHbIe IOJX0/bI, BOIIPO-
Cbl 9KOHOMHUYECKOH 3 PEeKTUBHOCTH, a TAKXKe NICUXOJIOTHYe-
ckue ¢pakTopbl. He MeHee aKTyasibHO U y4acTHe MalUEHTOB B
MJIAHUPOBAHUM 3THUX UCCJIE[0OBAaHUM.

[ToMUMO KJIMHUYECKUX HCC/IeJOBAaHUHM Ha JieYeHUe JIaH-
HOTO 3a00JIeBaHUsl BJIUAIT QyHAAMeHTalIbHbIE HCC/Ie/l0Ba-
HUS 3THOJIOTUM U maTodusunosioruu AWT. B HacTosiee BpeMs
GOJIBLIMHCTBO MAIlMEHTOB BBIHYXK/IEHBI €XeJHEBHO B Teue-
HUE BCeU KM3HU MPUHUMATh JIEKapCTBEHHbIE CPEJCTBA, YTO
KakK GpU3NUeCKH, TaK U IICUXO0JIOTUYECKH BJIUSIET Ha Ka4eCTBO
UX KU3HU. [lalMeHThI KeJlaloT UCLeJIeHUs, a He YMeHbllle-
HUS aKTUBHOCTH 3a6osieBaHUs. MbI ’Ke B HacToOsilee BpeMs
GOJIBIIMHCTBY NAI[MEHTOB HE MOXXEM IpPeJIOKUTh IO0JIHOE

Ta6simua 8. [I[porpamMmma uccjie JoBaHUHA

AnNuaemMuonorva u natoreHes

KakoBa pacnpocTtpaHeHHoCcTb AT B pasnnyHbIX NOMyAsLmusax?
Habntoaaetcs nn pocT 3a601eBAEMOCTU B Pa3NYHbIX MOMYNSLMN-
ax?

KakoBbl hakTopbl prcka 1 CBA3aHHble 3a6051eBaHNA?

MyckoBble dpakTopbl NPosiBNEHNs 3a60neBaHns

MyckoBble hakTopbl 060CTPEHMS 3a6oneBaHns

®dakTopbl, CBA3aHHBIE CO CMIOHTAHHBLIM YNyYLLEHNEM/PEMUCCUEN
KakoBbl MyCKOBbIE ayTOAHTUIMEHbI?

KakoBbl ICXOAHbIE HAPYLUEHMS UIMMYHOPErynsumm?
AnarHocTuka

CoBepLUEHCTBOBAHVE U CTaHAAPTU3ALIMSA ONPeaeNeHns ayTOaHTU-
Ten

OnpepenexHve 4yBCTBUTENbHOCTU 1 CNEeLMOUYHOCTN ayTOAHTUTEN
Mo PasnnyHbIM BO3PACTHbIM, 3THUYECKUM Fpynnam 1 B 3aBUCMMO-
CTu OT nona

B03MOXHOCTM pa3paboTku Habopa «BCe B OAHOM»

OueHka pa3nnyHbIX MHOMBUAYaNbHbIX TMCTONOMMYECKUX KPUTEPUEB
(po3eTkoobpasoBaHve, NepunopTasbHbIA renatuT U T. 4.)
Kputepum (knuHnyeckre, nabopaTopHbIe U TMCTONOrMYECKUE)
OCTPOro 1 MosiHneHocHoro AUIM

3HayeHve HeMHBa3MBHbIX METOA0B OLEeHKM drnbpo3sa n Lmpposa
KpuTtepum BapmaHTHbix cuHapomoB (MBL, n AUT, a Takke MNCX n
AU

JleyueHne ¥ MOHUTOPUHT

YcTaHoBAEHVE ONTUMaIbHOrO NPOTOKOJIAa MHAYKLIMU PEMUCCUN B
pPas3NNyHbIX rpynnax naunueHToB (B 3aBUCMMOCTI OT BO3pacTa, Co-
NyTCTBYIOLUMX 32001€BaHUI, TAXECTN BOCNANEHWS, cTeneHn du-
6po3a, CMMMTOMOB 1 NOBOYHbIX 3D PEKTOB)

B0O3MOXHO N1 KPaTKOBPEMEHHOE MPMMEHEHNE KOPTUKOCTEPOUO0B
B UHAYKUMOHHOM Tepanun (< 4 Hepd,.)?
Bo3MoxHa N1 MHAYKUMS peMnccum 6e3 KopTMKocTeponaos?

MporHo3npoBaHue Nerkoro Te4yeHns 3a6oneBaHns 6e3 neyeHns:
DEVCTBUTESIbHO S B IEYEHNN HYXXAAKOTCA BCE NaLMEHTbI?

OnTUMasbHbIN NPOTOKOJI JIEYEHUSI OCTPOr0 Y MOJIHUEHOCHOIO 3a-
60sieBaHUNA: 0032 KOPTUKOCTEPOUAOB? B/B BBEAEHNEe? ImeloT nn
3HaYeHne Apyrne UMMyHOENPeccaHTbl (Hanpumep, UHGIUKCHU-
mab) B ne4yeHnm MoJIHMeHOCHoM popmbl? Heobxoanmmo nn npodu-
NIakTU4eCcKoe NpUMeHeHne aHTMBMOTUKOB? ONTUMasIbHbIE CPOKMN
HEOTNIOXHOW TpaHCNNaHTaLUN?

CpaBHeHe anbTepHATUBHbIX MPEnapaToB A5 NOAAEPXKUBAIOLLEN
Tepanuu: AeNCTBUTENIBHO N1 a3aTUOMPUH NO-NPEeXHEMY 0CTaeTcs
yyLwM npenapaTtom?

Kakon npenapat BTOPOW INHUM NyyLle, eCnv NauMeHT He NePeHo-
CUT a3aTuonpuH?

Kakon npenapat BTOPOW INHUX flydLle, eCnn y NnaumMeHTa OTCyT-
CTBYEeT AOCTaTO4HbIN OTBET?

3HaueHue ypoBHS 6-TIH B KpoBM Npu NogaepXxunsatoLLei Tepanumn

KakoBbl NPOLEHT NnL, 6e3 oTBETa, MPOLEHT JIML, C MEOJIEHHbIM OT-
BETOM, CKOPOCTb OTBeTa? YTo cumTtatb OTCYTCTBMEM OTBETA?

Cxema nocTeneHHOn OTMEHbI MPenapaToB y NauMeHToB, NMPUHMMA-
owmx 6yaecoHmn,

JleveHvie NaLMEeHTOB C BapuaHTHbIMKU cuHapomamu (MBLLn AUT,
MCX n AUT): KpnTEPUM NMMYHOCYNPECCUN; [O3NPOBKA Npenapa-
TOB; KpUTEPUM OTBETA

KnuHnyeckue n ceponiormiyeckme KpUutepum XopoLuero 1 cnaboro
OTBETOB Ha JieyeHne

HenHBa3nBHbIN MOHUTOPUHI 3 dEKTUBHOCTU NEYEHNS

MporHocTuyeckme pakTopbl PeLManBa u COHTAHHON peMUCCUN
rnocse OTMeHbl NpenapaTos

OnTrManbHbI NPOTOKOJ (MO3TAMNHOM) OTMEHbI NPenapaTos

HeobX0AMMOCTb KOHTPOSIbHLIX GUOMCKI B MEPUOL ANCMAHCEPHOro
HabnoaeHns

[MpOTOKONLI Ie4eHNs NOCAe TPaHCNIaHTaLUMN NeYEHN
JunarHocTturka 1 neveHve noboYHbIX 3PPEKTOB NEKAPCTBEHHbIX
CcpeacTs

Koppekuusa ncnxonornyecknx pakropos

BepemeHHocTb npu AU

BeneHne 6epemMeHHOCTM 1 MOCIEPOAOBOro nepuoaa
CKpUHUHT T'LIP: y Koro? kak 4acTto? kak?

OpraHunsauus noMoLum

Cob6ntofeHune pexviMa eveHrst: NnpodunakTmka n KOppPekLMs Heco-
OnoaeHns pexnma neveHns

KoHTponb kayecTBa

OkoHoMMYeckas 3G DEKTUBHOCTb MNOAXOA0B K OKa3aHUIO MEONLNH-
CKOW NOMOLLA

Posnb cneunanuanpoBaHHOM NOMOLLM: MOXET NN CNeLmMann3npo-
BaHHasi MOMOLLLb MOBLICUTb KA4€CTBO W NPOAOIKUTENBHOCTb XN3-
HU?

Pa3bsicHUTeNnbHas paboTa ¢ naumeHTamm

[oBbIlWeHVe KBanudukaumm spaden

MeHeaXMeHT NPeeMCTBEHHOCTY MEANLMHCKOM noMoLLm (pebe-
HOK—NOAPOCTOK—B3POCbIN)

AU y nuu, noxunoro Bo3pacTta
JleyeHne cepbesHbix CONnyTCTBYIOLMX 3a60neBaHuii

Lenn naumeHTa npu neyeHnmn AUl

Ponb guetsl

JlonyckaeTcs nn npuem ankorona? B kakom konnyecTee?
Kakoe MecTo 3aHMMaeT cnopt?

Kakyto ponib urpaet ctpecc?

KakoBa BO3MOXHas posib anbTEPHATUBHOW MeAULIMHbLI? BpeaHbl v
pacTutenbHble npenaparbi?

Kak coobLmnTb 0 3a601eBaHNN YIeHaM CEMbU 1 APY3bSM?
3Ha4YMMOCTb 1 nevyeHne yTOMJISEMOCTHN
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KiinHu4yeckue pekoMeHJaluu

usseyeHue. /g TOro YTo6bl HAUTH paJMKaJbHOE JIeYeHHe,
HeOOXOAMMO TeCHOe COTPYAHUYECTBO C yYeHBIMH B 006J1aCTH
byH/1laMeHTa/bHbIX HAyK, UCI0Jb30BaHUE JJOCTHXKEHUH UM-
MYHOJIOTUH U APYTUX HayK.
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